MPOEKT

HAPEJBA Ne «.ooovveeeeee ] eeeeeeenae,

3a mpueMaHe Ha apMaKo-TepaneBTUYHO PHKOBOJICTBO

34 JICYCHHUE HA TACTPOCHTECPOJIOTHYIHUTE 3200/1IBaHUSA

Ynen emmHcrBeH. C Ta3sm Hapenba ce mpuema (papmaxo-TepaneBTHYHO
PBKOBOJICTBO 332 JICYCHHE HAa  TAaCTPOCHTEPOJIOTHYHHUTE  3a00JISIBaHUS,  CHIVIACHO
MPUIIOKEHHUETO.

[IpexoaHu 1 3aKJII0YNTEHU pa3nopendu

§1. Ilpunoxenuero ce nmyOiaMKyBa KaTo MPUTYpKAa Ha MHTEPHET CTPaHMIIATa Ha
JIbpkaBeH BECTHUK.

§2. Ta3u HapenOa ce mpuema Ha ocHoBaHMe wil. 259, an. 1, T. 4 o 3akoHa 3a
JIEKapCTBEHHUTE MPOAYKTH B XyMaHHATa MEJIUIIMHA.

§3. Yka3zaHus 1o npuiiaraHeTo Ha Ta3M Hapenda ce JaBaT oT HanuoHaiaHus ChBET
IO 1IEHU U penMOypcHpaHe Ha JIEKapCTBEHUTE MPOJYKTH.

§4. KoHTponbT 10 H3NBJIHEHHETO Ha HapendaTa ce OCBUIECTBSIBA OT
M3nbnautenna areHuus ,,MeaunuHcku Hanazop u HamnuonanmHata 31paBHOOCHTYpUTENTHA
Kaca.

§5. Hapenbara e mpuera ¢ Pemenne Ne ................... Ha HanuoHanHus cbBeT
0 IIEHU ¥ peuMOypcHUpaHe Ha JIEKAPCTBEHUTE MPOTYKTH.



Hpuﬂoafceﬂue KbM YJleH eOUHCHEEH

dapMako-TepaneBTUYHO PHKOBOJCTBO 32 JIeYeHHUe
HA raCTPOECHTEPOJOTHYHHUTE 3200/ I51BAHUSA

. TACTPOE3O®AT'EAJIHA PE®JIYKCHA BOJIECT (I'EPB)

1. OBIIIA XAPAKTEPUCTUKA

Crnopen nedpunurusata ot Monpean, 2005 r. TEPB e chcTosiHME, KOGTO HACTHIIBA TIPU
pediaykc Ha CTOMAIIHO CBABPKUMO ¢ TPUYUHSABA NPOOJIEMHH CHMIITOMH, W/WIH
ycioxHeHua. CTOMalIHMAT COK I0MaJa HE caMO B XpaHOIIPOBOJA, HO M B yCTHaTa KyXHHa
(BKJI. TapuHKCa) B OeauTe IpodoBe.

OcHoBHuAT nmaroreHeTndeH mexauusbM npu ['EPB e uznaranetro Ha xpanonpoBoiHaTa
JUTaBHIIa Ha BH3JIEHCTBUETO HA CTOMAIIHO CHABPKUMO. KricenuHaTa u nencuHbsT orciaadbsar
MEXKIYKICTHUHUTE BPB3KH, PA3MIMPABAT MEKIYKICTHUHUTE MPOCTPAHCTBA M MPOHUKBAT B
nbioounHa. KOHTakThT MM € HEpPBHUTE OKOHUAHHUS NpPEIU3BHKBAa Ooiika (Heepo3uBHA
pedaykcna 6onect - HEPB) . 3nauenue uma u noBuiiieHaTa 4yBCTBUTEIIHOCT HA JIMTaBUIIATA
Ha XpaHOIPOBOJA. YBPEKJAHETO HA JIUTABUIATa Bb3HUKBA KOraTO 3alIUTHUTE i MEXaHU3MHU
ca yBpeneHu unu npeogosienn. OcobeHo mscto B narorene3ata Ha ['EPB 3aema xuatycnara
xepHus. Bb3HUKHaANWTE yBpEeXJaHHS MOXE Ja ca caMO Ha MHKPOCKOIICKO HHMBO, WJIU J1a
J0BesaT A0 €pUTEM, OTOK, €pO3UM WU S3BH, €BEHTYaJIHO Ha CTPUKTYPHU OT pa3pacTBaHE Ha
¢ubpo3Ha THKAH, MeTamjaszus M JUCIUIa3us Ha JUTaBHIlaTa C TOCTe/ABalla IMOsBa Ha
aZleHOKapIMHOM Ha XxpaHomnpoBoaa. HEPb um nekure crenenu Ha peduiykc-e3odaruta He
mporpecupar ChIIECTBEHO IMpH HaONIOeHHe B MpoabbkeHue Ha 10 ToaMHH, KOETO
npeAnonara paznuuus B eBoitouusara. Ot gpyra ctpana PEI'B ce cBvp3Ba ¢ bapetoBus
XpaHOIMPOBOJI M PHUCK OT IMOSBA HAa AaJCHOKAPLUMHOM Ha XpaHonpoBoaa. CUMITOMHUTE
pPSA3KO BJIOIIABAT CEPUO3HO KadecTBOTO Ha xuBoTa, ['EPb e mnpusHata 3a conmanHo
3HauuMo 3abonsBaHe. Tsa e Haii-yectata OosecT Ha XpaHompoBoja - 15% mo 60% ot
BB3PAaCTHOTO HAcCeJIEHHE M0 CBETa ChOOIIaBa 3a TUMUYHU pedIyKCHU cuMnToMu. YecrtoraTta
Ha Te3W CHUMITOMHU B Pa3BUTHTE CTPAaHM HENMPEKbCHATO HapacTBa. Jlumcear TouHHU
eMUIEMHUOJIOTMYHY JJAaHHYU TIopau (pakTa, ye rojisiMa 4acT OT XopaTa CTpajalif OT CHMITOMHU
Ha ['EPB He ThpcsaT nekapcka nomoi. 3acsira €IHaKBO YECTO MbBXKE U KEHHU, HO IPU MBKETE €
MO-TOJISIMA YecToTaTa Ha pasBuTHe Ha e3zodarut (2-3:1) u BaperoB xpanomposon (10:1).
Yecrorara Ha 'EPB y Hac e Heu3BecTHa, HO KIMHHUYHUTE HAOMIOJACHHS HAacOYBaT, 4e €
Brucoka. [lo nanau Ha HIIO3A Opost Ha xocnuranusupanute ciydan ¢ ['EPb /e3odarut ca
5311 3a 2012 r. u 5615 cnyqas 3a 2013 r., u ceorBeTHO 73.3 M 77.3 ciy4ast Ha Bb3pacT 18 u
noseue roauan/ 100000 HaceneHne. XocTUTAIM3UPAHUTE MAIIMEHTH Ha BB3pacT a0 65 T. ca
60.6/100000 nacenenue 3a 2012 1. m 65.7/100000 Hacemenme 3a 2013 T., CHOTBETHO
2.6/100000 nacenenue u 2.4 /100000 HaceneHue npu Bb3pacT Hajg 65 T.

Kanacupukanus
Momnpeaickara kiaacupuxkauua nHa [EPB or 2005 r. moapasmens 3a0onsBaHeTO Ha
cnennute 2 rpynu: ['EPB ¢ e3odareannu cunapomu u ¢ ekcrpaesodareanHy CHHAPOMHU

1.1.TEPB c e3odareannn cuHIpOMH
1.1.1. Cunopomu cvc cumnmomu 6e3 nu2a6UYHU NPOMeHU TIPU EHIIOCKOIICKO
u3cieiBaHe



Tunuden pedaykceHn cuaapom (Heepo3uBHa peduiykcHa 6osect - HEPB) u cuanpom Ha
pedaykcHa rpbaHa 6oska

1.1.2. Cunopomu c yspercoane na Xxpanonpoeooa
Pedaykc-e3odparur (PE) mnmm eposuBna pedurykcna Gonect (EPB) - komOunamms ot
CHUMIITOMH Ha pedIyKC M €pO3MBHU/A3BEHU MPOMEHH HA JIMTAaBUIATa HA XPaHOIPOBOJIA;
CTPUKTYpa, bapeToB XpaHONPOBOA 1 aIEHOKAPIITHOM Ha XPaHOIPOBOA

1.2. TEPB c ekcTpae3odareasnu CHHIPOMH
1.2.1. C ooka3zana eépv3xa

Pednykcha kanumuima, pediaykc napuHTUT, pediaykcHa acTMa U pedIyKCHU HapyIICHUS
Ha 3bOHUS eMait

1.2.2. C npeononazaema épv3ka
@dapuHTUT, CUHY3HT, WAHOMATHYHA OenonpoOHa (Gudpo3a M PEeUINBUPAIIO Bh3MAICHUE
Ha CPEHOTO YXO

2. IMATHO3A
2.1.J]Inarno3a, 6a3upaHa Ha THIHYHUTE CHMIITOMH

I'EPDB e cBbp3ana ¢ MIUPOK CIIEKTHP OT CUMIITOMM.

Tunuunure cumnromu 3a I'EPbB: napema Oosika 3ajx rpbaHaTa KOCT, 3arloyBalla oOT
enuractpuyma ¥ ortuBama 10 repiaoto (heartburn) w kucenuTe WM TOpPYMBH
peryprutanuu. OruiakBaHUTa ca Ha-4ECTH CKOPO clie]] HaXpaHBaHE WM Ha TJIaJHO, HO
Morar Ja Bb3HMKHAT U HoweM. Boxar no HapymeHus B cbHs. YecroTara u TeXecTra Ha
CUMITOMUTE HE KOpEJIUpa C JIMTaBUYHUTE IIPOMEHU I10 JIMTaBUIaTa HAa XpaHOIIPOBOJa, HO
aHamMHe3aTa 3a JBJITOTOJMIIHM OIIAKBAHHSA € CBBbpP3aHAa C IIO-TOJsIMA BEPOSITHOCT 3a
bapertoB xpaHONIpOBOLI..

PednykcHata winm HekapAuaiaHa TpbAHa OojKa MoOXKe Ja ObAe BOAEL] CHMIITOM.
3abIKATETHO M3MCKBA M3KJIIOYBAHE HA CHPJAEYHO WIM Jpyro 3alojisiBaHe, 3a Ja ce
IIpUEME KaTO CBBp3aHa C XPaHONpPOBOJA. /IpyrM HETMNHMYHHM CHMITOMH Ca TaJcHE U
OpUTIBaHe.

Haii-uectute HeTMNHMYHH eKcTpae3ogareaHu CHMITOMH Ca XpOHMYHATa KalllJIuIa,
JIpe3raB TJIac U XpOHUYHUST JAPUHTUT, HO BKJTFOUBAT OIIle acTMa, 0eoipoOHa acrupanus,
peruauBHpaIiy 6eno0JpoOHN Bb3MAJICHUS, alHes; HapylleH 3b0€H eMailll, IPOMEHHU IO
€3MKa; XpOHWYEH (QapuHTUT; BHE3allHA ChpJE€YHA CMBPT (IVIAaBHO B paHHA JETCKa
BBb3pacT) u apyru. llpumemar ce xato cbp3anu ¢ ['EPB cnen uskmrouBaHe Ha Jpyru
BB3MOXHH NPUYUHU OT ChOTBETHUTE OPIaHU U CUCTEMHU.

Hucdarus, onuHodarus, NoBpblllaHe, KbpBeHE (KeIsA30e(UIMTHA aHEMUs, XeMaTeMe3a
W/WIM MeJneHa), HeoOscHMMa 3aryba Ha Terjo MM CWiIHa OoJika B ropHata KOpeMHa
MIOJIOBMHA C€ TIpHUeMarT 3a ,,a1apMHUpalld CUHMITOMHU” — MPEeACKa3BaT TEKKO MPOTUYAHE,
yCIIO’)KHEHa 00JIeCT WU paK.

Aunarno3zata T'EPB ce npuema npu Haauyve HA TUNUYHU CHUMITOMH, KOHUTO

BB3HMKBAT JBAa WJIH IOBeYe IbTH CEAMHYHO, NMOBTAPSIIM Ce WJIM MEPCHCTHpPAIIM B
Npoab/KeHHe Hali-mMaako Ha 3 Mecena. VHUMACHTHUTE peUIyKCHH CHUMITOMH HeE ca
nocrarbuHn 3a aumarHosata ['EPB.  Ilpm BB3pact Hag 45 r., ajapmupamm WM
NPOIBKMTEHH CHMITOMHU Haja S r (mo-roisiMa BeposITHOCT 32 bapeToB XxpaHOmpoBoO.) €
HE0OXOAMMO M3BBPIIBaHE HA (UOPOTACTPO YO IEHOCKOITHSI.

2.2. Enpockoncka guarno’a I'EPE ¢ uwau 0e3 OuMoncusi M XHUCTOJOTMYHO

H3cjaeaBaHe

l'opnata racTpoMHTECTHMHAIHA €HAOCKONHUS  (e30(aroracTpoayoeHoCKonus) ¢

OCHOBHHST METOJI 3a nuarHo3ara (,,3matHust ctanaapt ) Ha [EPB.



- Jloka3Ba wuiaM  OTXBBpAS e3odarutr (epo3uu, SA3BH), ONpelneNns TEeXKeCcTTa U
paspoOCTPaHEHUETO HA JIUTAaBUYHUTE IIPOMEHHU U YCTAHOBSBA HAIMYMETO HA YCIIOKHEHUS
u/unmu nuadparMaita xepHus. M3kitousa Apyryu NaTOJOTUYHU MTPOLIECH.

Enjockoncka 6uoncusi ¢ XHCTOJOTMYHO M3C/IeIBaHe OT e30(areanHa JUraBuia

- Hsama cpuiecTtBeHO 3HaueHue npu pyruHHarta auarHo3a Ha HEPb u HeycnoxHenus
pediykc-e3o¢arut. Bzumanero Ha OGMOINCHU B CIIy4au C THIUYHU CUMIITOMH Ha pedurykc
1 HOpMAaJIHA €HJ0CKOIICKa HAaX0/[Ka HE CE IIPEenopbyBa.

- EHpgockonusi ¢ MHOXECTBO IUPKYJISIPHU OMOICUM IIPE3 HIKOJIKO CM Ha Pa3IMYHU HUBA U
IIOCJICABAINO XHMCTOJIOTMYHO H3CIIEBAaHE € I[I0Ka3aHO IIpM CbMHEHUE 3a baperos
XPaHOMPOBOI, AUCIIIIA3US U paK Ha XPaHOIPOBOIA.

- XWCTOJIOTMYHO H3CJIE[IBAHE Ha EHJOCKOIICKM II0JydyeH OWONCHUYEH MaTepuan oT
XpaHOMpoBOJa TpsiOBa Olle Ja Ce U3BBPIIBA U IpPH CilydauTe Ha pedpakTepHUTE Ha
Tepanus ¢ WHXUOMTOpUM Ha mporoHHata nomma (MIII) crmyuam 3a W3KiIIOUBaHE Ha
eo3uHo(uieH e30(aruT WIW €po3uBEH e30(aruT ¢ BEposATHA JApyra ETHOJOTHS —
MH(EKINO3HA, TPAHYJIOMaTO3Ha, aBTOMMYHHA.

Hax 50% ot manueHTHTE C THIMYHU CUMITOMH Ha pediykc HAMaT cnenr(ruyHa HaXxoAKa pu

€HJIOCKOTICKOTO M3Clie/iBaHe, u ce Kiacuduiupar kato HEPD.

Ouenka Ha Te:kecTTa Ha peduiykc-e3odarnura

Cnopen mexaynaponHo oOmionpuerata Los Angeles engockoncka kiaacu(puKanus oOT

1999 1. ce onpenensT YeTUPH CTEIICHU HA TEXECT Ha pedaykc-e3odaruTa:

A. EnHo wnu moBeue HapylIeHHUA™ Ha JUTaBHYHATA IUIOCT C pa3Mep A0 SMM BBPXY €1Ha
JIOHTUTYyIMHAJIHA JIMTaBUYHA I'bHKA, 0€3 Ja 00XBallaT BBPXOBETEC HAa CHCEIHU JIMTABUIHH
I'bHKHU

B. Eano mnu moBeye HapylieHUs™ Ha JUMraBUYHATA IUIOCT C pa3Mep HaJ SMM BbpXY €HA
JIOHTUTYJUHAJIHA TUTaBUYHA I'bHKA, 0e€3 Jja 00XBalllaT BbPXOBETE HA CHCEIHU JTUTaBUYHU
I'BHKHU

C. Exno wimm moBede HapymieHHS™ HA JMTaBHYHATA ISUIOCT, PA3MpOCTUPAIIH CE€ MEXKIY JIBE
WM TOBEYE JIOHTUTYJUHAJIHU JIMTABUYHU T'BbHKU, HO 3aeMallyd Mo-Manko oT 75% ot
HUpKyMQepeHIusaTa Ha XpaHOIIPOBO/1a

D. Hapymenue/s* Ha nuraBuYHaTa IsU10CT, oOxBamiamo/u Hag 75% oT nupkyMepeHusTa
Ha XpaHOIIpOBOJa

*HapyuieHusta wii ae()eKTH Ha JIMTaBUYHATA [SUIOCT BKIIOYBAT epo3uu U 538U LOS Angeles

KjJacu(uKanusaTa He BKJIIOYBA HAJIMYMETO HA CTPUKTypa WM bapeTroB XpaHONpOBOA.

Y cTaHOBSIBAHETO UM C€ OMKCBA OTAEIHO.

[To-crapa, HO Bce omie u3noia3BaHa B bbarapus e moauduuupanara kinacuduxanus Ha
Savary-Miller ot 1981 r., npu KosITO Ce pa3rpaHHYaBaT MET CTEIIEHH Ha TEXKECT:
|. EnvHuYHM WM U30JMpaHU HEKOHQIIYUpAIU epo3un
Il. MHoXecTBO KOH(DIyUpaIIH, HO HEIMPKYM(EPEHTHU epO3UH
1. HupkymdepeHTHu epo3un
IV. XpoHWYHM 5€3uU: $3BM W/MIM CTPUKTYPH W/HIM KbC XpaHONpoBoJ (¢hubpo3nu
MIPOMEHH ), CAMOCTOSATEIHO WK B ChUETAHUE C MPOMEHH OT 1 110 3 cranuit
V. LunuxapuueH enuten Haa Z-nTuHUATA - BapeToB XpaHONPOOBOJ, CAMOCTOSTEHO WU
B ChUETAHUE C IPOMEHHU OT 1 10 4 cTaauil.
IIpu ennockorncko cbMHeHue 3a baperoB xpaHonmpoBoj ce omnpenens HUpPKyMdepeHTHaTa
(C) u makcumanuna (M) n1bpkrHA Ha bapeToBus cerMeHT B cm CHpsIMO racTpo-e3odareaiHaTa
Bpb3Ka criopen Ilpaxkarta kiacuukanus Wikl ce OmucBa KaTo IBIBI (>3¢cM) U Kbe (<3cMm)
CErMEHT. XHUCTOJOTMYHOTO H3CIEABAHE OTXBBPJSA WIH IOTBbpPXkAAaBa TOBA CHbMHEHHE U
ompezeNs BHUAAa Ha MeTalUIa3usTa - OT CTOMalleH THUN WM CHeNHaJIu3nupaHa
HHTECTHHAJHA MeTaIa3usl.
3a nojoOpsiBaHe Ha JMAarHo3aTra Ha EHJOCKONCKM HEBMIUMM YYacThIM Ha MeETarasus,
TUCIUIA3Usd WM PAHEH aJeHOKapLUUMHOM C€ MpEenopbyuBaT JONBIHUTEIHH €HIOCKOICKU
TE€XHUKH, KaTO yBEJIMYHUTEIHA XPOMOEHAOCKONHUS C p-p HA OLIETHA KHUCEJIHMHA, €JIEKTPOHHA
xpomoeHockonus ¢ NBl 1 apyru MeToau ¢ rienieHacoueHu OMOTICHH.



2.3. JIpyru 100bJIHUTEIHU THATHOCTHYHH MeTOIH
2.3.1. KonrpacTHa peHTreHorpagus c OapueBa Kamia WIM BOJHOPA3TBOPHM
KOHTpacT
- Mmoro Hucka uyBcTBUTENHOCT M crnienuduunoct 3a ['EPb - ve TpsOBa na ce m3mon3Ba
KaTO OCHOBEH JUarHOCTUYEH METOJ
- JaBa pombaHUTENHA WHPOpPMALMS TNPH XHATAIHA XEPHUS M CTPUKTYPH, MOHAKOTA
1oJIe3Ha 3a JuQepeHIMaIHaTa Auario3a

2.3.2. ODyHKIHOHAJIHH U3CJIeIBAHUSA

- 24-yacoBa pH-meTpus ompenens YecTtorara M TEKECTTa HAa pedIyKCHHUTE EMH30/H,
cpennoto pH B XxpaHOIpoBoJa U Bpb3KaTa CbC CUMITOMMTE; MPOLIEHT OT BpeMe, Mpe3
koeto pH B xpaHorpoBona € noj 4, € Hall-BaXXHUAT KPUTEPUHM 3a pasrpaHUYaBaHE Ha
naTojiorudyeH ot ¢usnonorudeH peduiyke. [lokasana e mpu aTUNUYHU WIK PE3UCTEHTHU
Ha JICYEHHE CUMIITOMU; HESICHU CUMIITOMHU IPU HETATHBHA €HJIOCKONMS; MPEIU U CIEL
aHTHpe(dIyKCHA onepanus U IepCUcTUpaHe Ha OIUIaKBaHUATA.

-  Hmnenancuo pH monnTopupane (MHOrOKaHaJeH UHTPAIYMEHEH UMIIEJIAHC) — CPEJICTBO
3a JOKa3BaHE KaKTO Ha KHCEIMHEH, Taka M Ha ajKajeH peQIIyKc - MOJIe3eH 3a MPEOoIIeHKa
Ha JICYECHHE

- E3zodareasmnara maHoMeTpusi — HsAMa caMocrtosTenHo 3HaueHne npu ['EPb; B
koMOuHamwms ¢ 24-gacoBa pH mMeTpus - pa3kpuBa Bpb3KaTa MKy MOTHIIUTETA HA

- nonHus e3odareaneH cUHKTEp HA XPAHOMPOBOJA U PEPIIYKCHUTE E€MU30/IU , U3II0JI3BA CE
MIPEAUMHO MPEI- U CIIE0NEPATUBHO.

3. JEYHEHHUE
Ieaure Ha neyeHuero Ha 'EPB BxirouBar:
- OsnnajsBaHe Ha CUMIITOMHUTE (CUMITOMAaTUYHA PEMUCHS) WIHM TIOHE IO CTENEH T€ Ja He
HapylaBaT KaueCTBOTO Ha JKUBOT Ha OOJTHUS
- O3spgpaBsBaHe Ha JIMTaBUYHUTE IPOMEHU HA XPAHONPOBO/A ( €HIOCKOIICKA PEMHUCHS)
- IlpennazBaHe OT yCIIOKHEHUS
- Tlogabpkane Ha peMucus (peana3BaHe OT PELUIUBH)
- HopmanusupaHne ka4ecTBOTO Ha KUBOTA
Jleuenueto Ha ['EPB BkitouBa 001u Mepku, (GapMakoJIOTHYHO, €HJIOCKOIICKO U XUPYPTUYHO
nedeHue. (apMaKoJIOTHYHO JICYEHUE OCTaBa OCHOBHO.

3.1.001mm mepku

[IperopbuBa ce oTciabBaHe Ha TETJIO NMPU HAJHOPMEHO TETJIO/3aTIIBCTSBAHE; YECTO,
0aBHO M CIIOKOIHO XpaHEHe Ha MapKu MOPLUH XpaHa, PHEM Ha XpaHa TIOHe J[Ba Jaca Mpeau
JsiraHe; MOBJMIaHe Ha TOpPHATa 4YacT Ha TSUIOTO MPU ChH; M30ArBaHE Ha CTATAll0 KOpema
00JIEKJIO ¥ TIPOIBIDKUTETHO HaBEJCHO TOJIOKEHNE Ha TSUIOTO; OTpaHUYaBaHe Ha JPa3HEIINTE
XPAHOMPOBO/Ia XPaHHU M CHJIHU MOJIPABKH, HAMp. Ta3upaHd HAMUTKH, [IUTPYCOBH IUIOJOBE U
COKOBE, TYpIINS, OKOJa, Kade, CHITHU MOIIPaBKH U JIp.
Hsmar curypHo J0Ka3aH TeparneBTHYCH €(EeKT

3.2.apMaKoJOruyHa Tepanus

BxurouBa Tpu eTama: mbpBOHAYAIHO — MHIYLHMPAIIO OBJAJsBaHE HAa CUMIITOMHUTE U
03/paBABAaHE Ha JINTaBUIaTa; NPU MOCTUraHE Ha TE3M LENM - MOAIbPXKAILIO JICYEHHE;, U
JIeYeHNE Ha PEeLUIUBUTE.

3.2.1. HWuxuburopure Ha mnporoHHata momma (MIII) - omeprazole,
esomeprazole, lansoprazole, pantoprazole u rabeprazole, npuetu nepopajsHo ca
OCHOBHOTO CpeACTBO 3a JieueHue Ha [ EPB.

- Ilo-mo6bp edekT mo OTHOIIEHHWE Ha KOHTPOJIa Ha CHUMITOMHUTE, O3APABABAHETO Ha
nurasuuHuTe HapyumeHus (80-85%), ckopocTra Ha 034paBsBaHE Ha JIMTABUYHUTE



HapylIeHMs], YecToTaTa Ha pellalicuTe U MOAJbPKAHETO Ha IO-BUCOKO cpenHo pH B
XPaHOIIPOBOJIa B cpaBHEHHE ¢ H2-010kepuTe M MPOKUHETUITUTE.

- Ilo-3HaunMo oOiexkuaBaHe Ha CHUMITOMHUTE NpH Haiuuue Ha peduykc-ezodparut — 70-
80%, otkonkoro npu HEPB — 50-60%.

- Edexr npu excrpae3odareasHure mposBH.

- Hamasen puck ot pa3BuTHE Ha AMCIUIa3us NpH NpoibipkureneH npuem Ha WIIT npu
bapetos xpaHonpoBoOA.

EdexruBaocTTa Ha omeprazole, esomeprazole, lansoprazole, pantoprazole u rabeprazole
[0 OTHOILIEHHE Ha O3/[PABSIBAHETO HA JIMTAaBUIATAa UM KOHTPOJIA HA CUMIOTOMHUTE € CXOJHO,
Mopajiv KOETO JICUSHHETO MOKE J1a Ce MPOBEE C BCEKH €UH OT THX.
UIIIT ce npuemat opanHo cytpuH, 30-60 MUH nipeau XpaHEHE NpH eaHoKpaTeH npueMm u 30
MUH TP 3aKyCKa W BeYeps - MPH JABYKPATHO JIO3UPaHE. AHTUCEKPETOPHHSIT UM €PEKT
HaMaJIsiBa MpU IpUEM IpeId JIsiraHe WK Clie]] XpaHeHe (HeaKTUBUPAHU IPOTOHHUTE MOMIIH).

TepaneBTH4YeH aJITOPUTHM

Ilpu Heenoockonupanu 6onHu (OuacHoza 0OA3UpaHa HA cuMnmMoMuUme), HEPB,
pegnykc-ezogpacum I u Il cmenen — NHPBOHAYAIHOTO JiedeHHE BKJIIOYBA I'bJIHA
(crangaptHa) no3a UIII npuera nepopaino exHokpatHo cyrpuH (20 mg 3a omeprazole,
20-40 mg 3a esomeprazole, 40 mg pantoprazole; 30 mg 3a lansoprazole; 20 mg 3a
rabeprazole) 3a 4-8 ceamury.

[Ipu I'EPB, ouacnocmuyupana na 6aza Ha cumnmomume W HEI'BIHO MOBJIUSBAHE
Ha CHUMIITOMHUTE B Kpas Ha 4 ceaMuIla Ce MpernopbyHa EHAOCKONCKO wu3cieasaHe. [lo-
HATaThUIHOTO JICUEHHE € B 3aBUCUMOCT OT €HJIOCKOIICKaTa HaXO/Ka.

HEPK — IIvpBonauaano jgevenue - UIIII crangapTHa no3a 3a 4-8

1.Jlunca na cumnmomu - | 1.Ilepcucmupane na onnakeanuama —
Tepanuara Moxke na ce | nedenue ¢ UIIIT no 12 ceamuunm
IIPEKpaTh

2.Ilepcucmupane na onnakeanus 6 kpas Ha 3 mecey — MPEOLICHKA
Ha JUar’o3ara u Tepanusra

Kopeknus Ha aHTHCEKpeTOpHaTa Tepamnus - CTaHJAPTHA 1032
HNIIII cyTpuH u Beyep

HoaabpxKamoTo jJeyeHue - ¢ MoJoBMHATa 0T HavyajaHara ao3a UIII cyrpun wim camo
»IIPH HYKAA%, a aKO Ta3u MO-HHUCKA J103a HE Ce TIoHacs 100pe — ¢ mbJana go3a U

Jleuenuero ,,ipu Hyxnaa“ (on demand therapy) e mokazano rmasHo mpu HEPB u
03/IpaBsT MarnueHt. [lpu TO3W THI JieYCHHWE TAIMCHTHTE MOTAT Ja CIUPAT JICYCHUETO II0
BpEME Ha pPEMHUCHUUTE M Ja MpueMaT JEeKapCTBEHUTE NPOAYKTH, KOraTo CHUMITOMHUTE
peumauBupat. [loaxombT ,,ipu HykJIa™ Moka3Ba €PEKTUBHOCT MO OTHOIIEHHWE KOHTPOJIa Ha
CUMITOMUTE W YEeCTOTaTa Ha pENancuTe KaTo MpPU MPOIBIDKUTENICH WM WHTEPMUTEHTEH
MIpHeM, MIPH MO-100bp KOMILIAWBHC OT CTpaHa Ha MAI[UeHTUTE.

Peghnykc-ezogpacum (LA A-B, SM I-11) - IIbpBonauanano jseuenune - UIIII crangapTHa
032 3a 8 cexmMuu

Enpockonckn KOHTPOJI B Kpas Ha Iepuoga (Ha 2-TH MCCCLI) - I10 ITOKa3aHuA

Hobwvp konmpon na xkaunuynama | Jlunca na 006vp KOHMPON HA cumMnmomume WIH JUnca
cumnmomamuxa - NPOABIDKABA C | HA  3A00801UMeNeH  ehekm  om  KOHMPOIHAmMa
MOAIBPKAIIO JIEUECHHE €HOOCKONUS.

— tepaneBTuuHuAT Kypc ¢ HMIIII ce mpoam/kaBa, a
Jl03aTa c€ ONTHMM3HMPA, KaTO MOXE Ja CE yBEJINYH 0
makcumyMm 160 mg/24.

HHoanbpxaoTo JieyeHue - C NOJI0BHHATA OT HavyaHaTa n03a UIIII, exHokpaTeH npuem
HIIII; psinko € B3MOXKHO caMo ,,lIPH HYKAa“. AKO Ta3u MO-HUCKA /1032 HE e ToHAcs J00pe
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\ — ¢ meJaHa no3a UIII

Tescvk peghnykc-esogpacum (LA C-D, SM 111-V) [IbpBoHaYaHO JIedyeHHeE - ABOIHA /1032
HNIIII, pa3ejieHa Ha cyTpellleH ¥ BeuepeH npuem 3a 8-12 ceaMyunm

EHa0ocKoncKH KOHTPOJI- B Kpasi Ha 3 Mecel|

Lobvp KOHMPOI Ha KauHuyHama | Jlunca na 000vp KOHMPON HA CUMNMOMUME
cumnmomamuka U 030paséAsame  HA | WU JUNca HA 3a00801umesneH egekm om
JqueasuyHume Hapyuwienus - TPOABIDKABA C | KOHMPOIHAmMA eHoocKonus —
MOJIbPKAIIO JICUEHUE TepaneBTUYHUAT Kypc ¢ HIII  ce

NPOABbJKABA, a 103aTa CE ONTUMM3HPA,BKIL
BpbIIaHE KbM JABYKpaTHa qo3a UIIIT;

Hozara HUIIII moxe na ce yBenawuw 10
MakcumyM 160mr/24

OOcwxaa ce ¥ anTepHaTUBHA Tepamnus

Homabpxamoro Jedyenue - ¢ mosoBuHara or mo3ara MUIIIL, nosena 10 JuraBUuYHO
03/7IpaBsiBaHE, KaTO MPOAbJKUATEEeH HJIM HHTEPMUTEHTEH MPUEM.

Axo nonwxenara nosza WIIII He e mocrarbuHa 3a aJe€KBAaT€H KOHTPOJ HA CUMIITOMUTE,
IOCTEINEHHO CE€ TUTPUPA J0 JOCTUTAaHE HA MUHUMAJHO epekTuBHa K03a UIIIT

I'EPB e penmauBupanio 3adomnsBane. Cien mpekpaTsBaHe Ha TepamusiTa, pu 0Kojo 2/3 ot
nanpenture ¢ HEPHb ce naGmrogaBar pesamcu B pamMkuTe Ha 6 Mecena, JOKaTo MpH
naruenTure ¢ pedurykc-e3oparutr LA B-C to3u npouent e mouru 100%. PuckoBu daxtopu ¢
MpeAcKa3Balia CTOMHOCT 32 Bb3HUKBAHE HA KJIIMHUYEH peJiarc ca:

- Texku MOTOpPHH HapylIeHHU U AuadparmMaiHaTa XepHHS

- TexKu IMraBUYHU IPOMEHH IPU €HJOCTIONICKO U3CIIEIBAaHE

- OcraTpbyHU KIMHUYHU OIUIAaKBaHHWs M OaBHO O3/paBsABaHE CJEJA aJIeKBaT€H KaTo

no3upoBka Ha UIIII v npoabIKUTENHOCT KypC Ha JIEUEHUE

Yact or mamueHtute He pearupar Ha Tepanus ¢ HIII, u ce kmacuduuupar kato
peppakrepun Ha tepanusa ¢ UII wim HOH-pecnoHnepu. Jbira mMpoabKATEIHOCT Ha
3a00JI5IBAHETO U 3aTIIBCTABAHETO Ca JONMBJIHUTEIHU PUCKOBU (PAKTOPU 3a HEe(hEKTUBHOCT Ha
tepanusita ¢ UIIII. Hama oOmonpuer koHceHCyc MpHu KakBH 103U u3nonasBanu UIIII, kaksa
IIPOABIDKUTEIHOCT Ha JICYEHHETO, NPU KaKBa CTENEH HA HEMOBJIMSIBAaHE HAa CUMITOMHUTE
(uacTM4Ha WIM ITBJIHA) AaJI€H MallMeHT clle/Ba Ja ce npueme 3a pegpakreper Ha UIIIL
IloBeneHneTo BKIOYBA:

- OueHka Ha Hail-uecTuTe (PaKTOPH, CBbP3aHU C HENBJIEH TEPANeBTUYEH OTIOBOP: JIUIICA Ha
ChTPYAHUYECTBO / HENpHUIbpXKAaHE KbM JIEYEHHETO, HEMpaBWIEH IpUEeM WU
HeJ0CTaThyuHa /1032

- 3agbJDKUTENIEH €HAOCKOICKM KOHTPOJ - 3a OLIGHKa Ha JUHAMMKAaTa Ha IPOMEHHUTE Ha
JIUTaBHIIaTa Ha XPaHOIIPOBOJ

[IpeonieHka Ha CHUMNOTOMHTE - BB3MOXKHHM eKCTpae3odareaqHu NPUUMHHM, 34

OIJIAKBAHMATA; HEKUCEIMHEH PeQIIyKC; HOLIEH NMPOOUB - 3aryda Ha aHTUCEKPETOPHUS €PeKT

Ha UIII womem (“nocturnal gastric acid breakthrough” m “acid rebound” ¢enomen) -

cnagane Ha pH B ctomaxa non 4 3a moBedve ot 1 yac Ha ¢ona Ha UIIII 1B8a mbTH THEBHO)

ITpu pedpaxrepuure nHa UIIIT nanmeHTH Bh3MOKHOCTUTE 32 TEPANIEBTUYHO MOBEJICHUE Ca:

- HHcTpykTHpaHe Ha MalMeHTUTE 3a MpaBUJIeH MPUEM Ha JieKapcTBaTa

- IloBumaBaHe Ha J03aTa MU NPOJBIKUTEIHOCTTA HAa IPUEMAHNTE JIEKapCTBa

- Cwmsna Ha nekapctBeHus: mponaykt c¢ apyr MUIIIT (matpymBaT ce ngokazaTencTBa 3a
WHIMBHYaTHU pa3inius B €EeKTUBHOCTTA Ha JAJICHO JIEKAPCTBO)

- JloGaBsiHe Ha H2-610Kep, MPOKWHETHK, aJTHHATH KbM CXeMaTa Ha JIeUCHUE

- OcpxnaHe Ha ANTEPHATUBHO JIEUEHNE — €HJIOCKOIICKOO WM XUPYPrUYHO.

PenatuBHaTta e(EeKTUBHOCT Ha AHTUCEKPETOPHHUTE CXEMH Ha JIEYEHHE €: BUCOKa /1032
HNIIIT (160 mg) -2 x nueBHO mo 80 mg + H2-6mokep npeau nsirane> UIIIT 2 x naesHo > UIIII
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cyrpuH + H2-6mokep npeau nsirane > UIII eqHokpatHO mHEBHO > Buicoka go3a H2 Giokep>
H2 6nokep > aHTHanuau, ariHaTH > Tepanus ,,Ipu Hyx)aa”

Mpoabikutenanoro geuyenue ¢ UIIII nzncka:

- Hscnensane 3a Helicobacter pylori u iedeHne npu nmo3uTUBEH pe3yiaTaT

Crpanuynute edekTu oT npoBexaaneTo Ha Tepamnus ¢ UIIII, ocobeHo MpoabIHKUTEITHOTO
M3HUCKBAa KOHTPOJI 3a TOSBAa HAa CTPAaHWMYHU €(PEKTH W CHOTBETHO HA TOBA MOBEJICHUE, U
neuenue crnopen KXII (wamp. rmaBobonue, nuapus, IUCIENCUs], TOBUILIEH PUCK OT WH(EKIHS
¢ Cl. difficile, ocTeomnopo3a, MOBHIICH PUCK OT NPUAOOHMTA B OOIIECTBOTO IMHEBMOHHS U

TPYTH).

3.2.2. H2-6Ji0xepu

- Ranitidine — 150 mg cyrpun u Beuep mimm 300 mg Beuep (Clie MOCIEAHOTO XpaHEHE WIIH
Npe/IH JIATaHe) JHEBHO 3a nepuoj ot §8-12 ceqmunu. Jlozata Moxe 1a ObJe yBeIHueHa Ha
150 mg 4 mpTu qHEBHO 3a nepuoA a0 12 ceqmunu. OOuyaiiHata noaabpkama j1o3a e 150
mg CyTpUH U Beuep.

- Famotidine — 20 mg cytpuH u Beuep npeau chbH Wik 40 mg eIHOKPATHO B 4YacOBETE
Mpeau ChbH, B poabikenue Ha 10 -12 ceamurm

- HMmar orpannueno npwioxenue npu jedennero Ha ['EPB, camo B komOunHarus ¢ UIIII.
JHlo6aBsiHeTo Ha H2-0mokep kbM cxemaTa KaTo €IHOKpAaTEH MpueM (Beuep Ipeau JiAraHe)
BOJM JI0 MO-100bP KOHTPOJ Ha HOIIIHUTE CUMIITOMHU.

- Morar na ObaT NpUJIATaHu M KaTo TEpaIus ,,IpH Hykaa”

- Hsamar 3nayenue 3a mogoOpeHue Ha YecToTaTa WM CTENEHHA Ha JIMTaBUYHO O3]paBsiBaHE
WIK 4YecToTara Ha peuuauBute. [Ipu 3HaYUTENleH MPOLEHT OT MAIMEHTUTE CE pa3BUBa
taxupunakcus kpM H2-Omokepa 3a mepuon ot 4-6 ceaMuIM Ciel HA4YaJllOTO Ha
MIPUIIOKEHUETO.

3.2.3. AJUrvMHaTHM U AaHTHALMIN
3.2.3.1. AJITMHATH:

e Harpues anrunat/HatpueB xuaporen kapbonat/Kamiumes kapbonar - 250 mg/133,5
mg/80 mg TabieTku 3a TBBYCHE - MPU MMOSIBA HA CUMITOMHU 2-4 TaOICTKH Cie[
XpaHeHe U NMpeAu ChH (J10 YETHUPU I'bTU JHEBHO), WM IPU HYK/A;

e Harpues anrunat/Harpues xunporen kapoonat/Kanuues kapoonat - 500 mg/10 ml +
267 mg/10 ml + 160 mg/10 ml nepopanna cycrnensust - 10-20 ml cinex xpanene u
NpeI ChH WM NIPH HYKI4;

e Harpues anrunat/HatpueB xuzaporeH kapOonat/KamuueB kap6onart - Camera 500
mg/10 ml + 267 mg/10 ml + 160 mg/10 ml nepopanHa cycneH3usi - €IHO IO JBE
callera cleJl XpaHeHe U IPEIU CbH WM NPU HYX 4.

AnruHatuTe oOpa3yBaT MexaHWM4YHa Oapuepa cpemry racTpoeszodareanHusi pediaykc -
anTupedaykcHa “zamymranka’ ot anruHatoB ¢uiM. [logaepxkatr pH > 4 B nuraBunata Ha
XpaHonpoBojia. MuHMManHaTa HeyTpalu3alys Ha CTOMAlllHAaTa KUCEIMHHOCT € 0e3 PUCK OT
“rebound” u He HapymaBa Mpoleca Ha XpaHocMuiIaHe. FIMaT oCHOBHA poJis B MOBJIMSBAHETO
Ha T.H. MOCTIpaHAWaJeH KHUCEIMHEeH “Iko0”, KoWTo He ce mpomeHs oT mpuem Ha WIIIL
PasmonoxkeH € B NpOKCHMMajHaTa 4acT Ha CTOMaxa, KbIETO ce HarpymnBa HeOydepupana
cromanrHa kucenmnaa. O0pa3yBa ce B paMKuTe Ha 15 MUH. U Tpae 10 2 Jaca clie]] XpaHeHe —
pe3epBoap 3a TMOCTHpaHIualeH KucenuHeH pedaykce. KomOuHupaHusT npuem Ha
aITHHATTAHTHALN CKBCABA MAUCTAIHO MO3WUIMATA HA KUCEIWHHUS “mK00’ M CHOTBETHO
HUBOTO, Ha KOeTO ce npoMeHsa pH. Anrunatu ca nokasanu npu jeka 1o ymepena ['EPB karo
MoHoTeparmsi win koraro WIIIT ca mpormBomokaszanu (Hamp. mpu OpemeHHocT). Te ca
nomoIHo cpenactBo npu Jedenue ¢ UIIIT 6e3 na okaszBar BiIMsHUE BbpPXY OMOHAIMYHOCTTA
uM nipu JieueHue Ha pedpakrepHa ['EPB. [lokazanu ca ore npu nepcucTupaimmre CAMITOMHI
U B cioyyait Ha “rebound” cien npexbeBane Ha Tepanusara ¢ UIIII, kakTo 1 kato moaabpkanma
Tepanus pu npekpatsaBane Ha jgedenneto ¢ I nim ausxonsma tepanus (“step-down”).



3.2.3.2. Antnanuam: I[lpwiarat ce WHIUAECHTHO TPH CHUMITOMH Ha
I'EPB

3.2.4. IlpokuHeTHLH
Domperidone — ot 10 mg a0 30 mg (1 mo 3 Tabnerku) AHEBHO mpeau xpaHene wiu Itopride
hydrochloride ot 50 mg g0 150 mg (1 mo 3 tabGnerku) nHeBHO WiH 3 1o > Tabnerka(25 mg -
75 mg) nHeBHO mpenu sijeHe. B komOunanus ¢ U moxe na noBeaat 1o mo-a00bp KOHTPOI
Ha CHMITOMHUTE IpPH YacT OT NanueHTHTEe. [lONIOKUTETHUSIT UM e(eKT ce u3passiBa B
noBuinaBaHe Ha HamsiraHeto Ha JIEC, ycuiBaHe Ha XpaHONPOBOJHATA IEPUCTAITHKA WU
YCKOPEHO CTOMAIITHO M3Ipa3BaHe.

3.2.5. GABA(B) aronucr

- Baclofen B no3a 5 mg o 20 mg 3 metu queBHO PO e nokasan edexkruBHocT nipu ['EPB,
ocooeno HEPBH mnopagum nHamansBane Ha TpaH3uTopHara penekcamus Ha JEC wu
peduIyKCHUTE €MU30/11; HaMaJsiBaHE Ha MOCTHPAHIMIAHUTE KUCEIIMHHU M HEKUCEIMHHU
peQuIyKCHH €U3011 U HOLTHUTE Pe(IYKCHU €HU30/H.

- Ilpunara ce npu nmaumentu ¢ I'EPB, pedpakropan Ha neuenune ¢ UII B makcumannu
71034 U ONTHMAJIHA MPOJBDKUTENIHOCT. Bee olle HsIMa HaIMYHU AaHHU OT NPOYYBAHUS 3a
IBIATOTpaiiHus eEeKT OT MPHIoKEeHHeTo Ha baclofen.

3.2.6. Sucralfate
- IlokazaH e eqMHCTBEHO NpU OPEMEHHHU KEHU ChC CUMNTOMM Ha pediaykc. He e mokaszan
e(EKTUBHOCT (CAaMOCTOSTEIIHO WM B KOMOMHAIINS) TIPH JieueHUE Ha pedryKc-e30(arur.

3.3. AjaTepHAaTHBHHU Ha (apMaKOJOTHYHOTO JiedeHHe MEeTOIH
3.3.1. XupypruyHo jie4yeHue

- OyHIOomIMKaMs - KIACUYECKa ,,0TBOPEHA WIIM JIaapOCKOIICKa

- Tlokazanust: mpu DalMEHTH, NpPU KOUTO JbirorpaiiHara Tepanusa c HWIIIT e Owmna
Hee(eKTUBHA, 0COOCHO NpU Auadparmaina XxepHus win bapeToB xpaHonpoBos

- Cnen BHMMaTelnHO OOCHXKJaHE Ha IOJ3aTa W PHCKOBETE OT €BEHTyaJlHa XHUPYpruyHa
WHTEPBEHLIUA, U J1a CE CHIIOCTABAT C TEKECTTA HA KIIMHUYHATA CUMIITOMATHKA.

- Ilpu BcuukM manMeHTH OOCHKIAAHU 33 XUPYPrUYHO JICUEHUE TPsOBa 3aIbJDKUTENIHO Ja ca
U3KIIOYEHN axana3us W CKJIepoiepMa-loJloOHM TNPOMEHH Ha XpaHONpPOBOJA, IpH
BB3MOKHOCT ¢ MaHoMeTpus. [IpeoneparnBHOo pH-MOHHUTOpHpaHe € 3aIbJDKUTEIHO NpPHU
nanueHty ¢ HEPD, npenienenn kaTo nokasaHu 3a XUPYPrU4HO JICYECHHUE.

- Haii-noOGpute pesynratu ot xupypruanoto jieuenue Ha ['EPB cien 5 rogunu ca paBau Ha
Te3u oT Jeuenuero ¢ UIIIIT

- He HamansBa pucka 3a nosiBa Ha bapeToB XpaHONPOBOJ WIX aICHOKAPLIUHOM

3.3.2.Entockoncko aHTupedIyKCHO JeueHue

- BkrouBar CpaBHUTETHO HOBHM METOAM B 00JacTTa Ha JOJNHHUA e3odarealieH CHUHKTEP
(ckmepo3upane, eHJI0CKOIICKa CyTypa, BKJI. CyTypupaHe Ha e3odareaiiHa xepHus, Stretta
npolielypa, racTpoIuInKanus, paguodpekBeHTHa abnamus), KouTo odaue He ca MoKa3alu
o-100pH pe3yATaT OT (apMaKOJIOTUYHOTO WM XUPYPIHUHO JIEYEHHE MPU JBITOCPOYHO
npocliiesiBaHe, ocoOeHO Npu OonHM 0Oe3 XuarajgHa XepHHsA. Bbhnpeku, ye HamalsBa
npuema Ha UIIIIL, He ce moctura TpallHO NMPOIBIKUTENIHO NPEKpaTsBaHE HAa IpHeMa Ha
WIIT 3a xynupaHe Ha pediaycHUTE CHMIIOTMU. 3a TO-HOBUTE TEeXHHKa (Harp.
TpaHcopanHata 0e3uHu3Ha ¢pyanortukamus, LINX pediaykcen npbCTeH), Bce OIIe HsIMa
JOCTaThYHO MPOIBIKUTEIIHU TaHHH 3a OIICHKA Ha €(DEeKTUBHOCTTA UM.

- EHIOCKONCKOTO JIeYEeHUE € MOKa3aHO NPHU CTPOrO CENEKIMOHWPAHU MAlMEHTH MOKa3aHU
3a MIHBA3MBHO JICYEHUE, HO C IPOTHUBOIIOKA3aHUS 3a XUPYPIUYHO TAKOBA.

3.4.ExcTpae3odareaiHu U3siBH
- Excrpaesodareannute cumnromu ca cpaBautenHo yectu npu ['EPB. Tepanusita u3sucksa
II0-BUCOKH JIO3M /WM NO-NIPOABIDKUTENEH Kypce Ha npuioxkenue Ha WUIIII 3a noBnusBane
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Ha cuMmnToMmarukara (¢ur. 1), karo mpomeHTT Ha pedpakrepHoct kpM UIIIT e
OTHOCHUTEJIHO BHCOK.

- Ilpuema ce mynrucdakropHa eruonorus, karo I'EPB ce pasriexna mo-ckopo KaTto Ko-
(bakTop, OTKOJIKOTO KAaTO NMPUYMHA 3a pa3BUTUETO MM. llanmeHTuTe ¢ acTMma, JJApUHIUT U
XpOHMYHA KalUINALA CJIEJBa LIEJICHACOYECHO Aa ce u3ciensar 3a Hanuuue Ha ['EPDB, u camo
IIPY KJIMHUYHU CBMHEHHUS 33 ChYy4aCTHETO M B MATOTE€HE3aTa HA TE3U CHCTOSHHE, J1a CEe
nposexaa tepanus ¢ UIIII.

®urypa 1. [loBenenue npu HeTunuuuu cumnromu Ha I'EPb

CvMHeHWe 3a atunuydeH MF'EFB

MMM 2x gHeeHo — 2-3 Mecela
YHI: 4 x gHeBHO BOWHMYHE 0033 WNM 2X QHEBHO OBOHHA fQoza - 34 M

MepcucTipane Ha CHMNTOMKUTE HaManaeaHe Ha CHMATOMKHTE

Kopekumns Ha HamanasaHe Ha goauTe
AHTHCEKpETOpHaTa Tepanua

TwpceHe Ha Apyra NpH4KHA

3.5.CTpukrypu

- OTHOCHUTEIHO PSIJIKO YCIIO)KHEHHE Ha pedurykc-e30darura

- Enpockonckara OanoHHa amnaranus Wi OyKMpaHE ca OCHOBEH METOJ 3a JIeUeHHeE,
CaMOCTOSITEJIHO WJIM B KOMOMHALIUS C €HAOCKOICKO MPOTE3UPaHe - BPEMEHHO MOCTaBSHE
Ha CTEHT JI0 JJOCTUTaHE Ha jKeJlaHaTa JuilaTallys Ha CTECHEHATa 4acT Ha XpaHOIIPOBOAA

- Ilpm HemopaTnuMBHUTE HAa OWiIAaTalUs CTPUKTYPHU B JOI'BIHEHHE MOJXKE Jla CE MHXKEKTHUpa
kopTtukoctepou] (40 mg B yeTUpH pa3lnMyHU KBaJpaHTa) HAa (OHA HA NMPOJBIKUTEIIHA
tepanus ¢ UIIIL.

4. MOBEJEHME IIPU BAPETOB XPAHOITPOBO/
baperoBuAT XpaHONpPOBOA € €IUHCTBEHOTO YycioxHeHue Ha I'EPb ¢ wmanurHen
noteHuuan. PuckoBure (axkTopu 3a pa3sBUTHETO HA MHTECTHHAIHA METAlja3us BKIIOYBAT
3aTIBCTSABAHE, MBXKKHU I10JI, JTaBHOCT Ha 3abonsBaneTo > 10 r., Bb3pact > 50 r., XxuaTaaHa
xepHus. MHTecTuHanHaTa MeTama3us ce CUMTa 3a MEXKIWHEH eTall BbB Bb3HMKBAHETO Ha
aZICHOKapIMHOM Ha XpaHomnpoBoja. KpalibI'eleH KaMbK B TO3M IpOLEC € IosiBaTa Ha
IUCIIIa3usd, KOSTO € obnuratHa mnpekanuepos3a. Crnopen Buenckara kiacudukanus Ha
HEOIUIa3MUTE HAa XPaHOIIPOBOJAA XUCTOJIOTMYHATA IMAarHO3a BKJIKOYBA:
- HerartusHa 3a nucrnnasus (JTUmnCBa)
- Cycnekuus (Heompenenena) 3a aucmiazus ([l ¢ peakTUBHM TpoMEHH/peakTHBHA
Kapus)
- TlosutusHa: Jleko-crenenna nucrasus (JICJ) wmm texxkocrenenna nucrasus (TCII)
JluarHozata Ha JAMCIUIa3MATa, BKJI. ‘“HeompezaeneHa”, TpsOBa Ja ce MOTBBPAM OT JBama
€KCIIepPTH B raCTPOMHTECTUHAIHATA TATOJIOTUSI.
VIMyHOXHMCTOXMMHUYHOTO H3CII€[IBAHE Ha eKclpecuara Ha pS53 Moke Ja moaoopu
JMarHo3aTa Ha JUCIUIa3HsITa U ce MpenopbyuBa 3a pyTUHHATA MpPaKTUKa
Enpockoncku CKpUHUHT 32 bapeToB XpaHONIpOBOX
- EHOocKoONCKM CKpHHHUHT 3a bapeToB XpaHONPOBOX HAa BCHYKHU CIIy4aW CbC CUMITOMH Ha
ractpo-e3oareasieH pedykc He € OnpaB/aH.
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- Ilokazan e mpu mauueHTH ¢ XpoHWyHU cumnrtomMu Ha ['EPB u MHOXecTBO pUCKOBH
(dakTopu - BB3pacT > 50 r., MBXKKH TI0JI, 3aTIbCTSIBAaHE (HAW-Malko 3) W/WIM JIUIA C
damuHa aHaMHe3a 3a bapeToB XpaHONMPOBOA WM aJICHOKAPIMHOM HAa XPaHOMPOBOJA
IIpY MIOHE €/IMH POJAHHUHA OT ITbPBA JIMHUS

Ilosedenuemo exnrousa:

- Jleuenue na I'EPb

- XeMormpeBeHIHS 32 HaMaJsiBaHE PHUCKA 32 MAaJIUTHEHA TpaHChopManus

- Enpockoricko npocieasiBane 3a rmosia Ha auciiiaszus/EAK

- Jledyenue Ha qUCIUIA3Us WM UHTPAMYKO3€H aJICHOKAPIIUHOM

IIpp BcuykM nanuMeHTH C  bapeToB XpaHONPOBOJA € II0KAa3aHO IPOBEXKIAHETO Ha
aHTHUCEKPETOPHO JIEYeHHE 3a OOJeKYaBaHE Ha CHMIITOMHUTE M JIEKyBaHe Ha pediykc-
ezodarura. UIIII ca Hali-OAXOIAIINTE JEKAPCTBEHU MPOAYKTH 32 KOHTPOJ Ha peIyKCHUTE
CUMIITOMH, B J03W W TpoabpkurenHocT katro npu ['EPB 6e3 baperoB xpanomposoj.
N3nons3Banero Ha mno-sucoxku no3u MIIIl He Boau 10 penynupaHe Ha 4YecTorara Ha
Bb3HUKBAHE Ha JMCIUIA3Ms U PaK, U HE ce MpenopbuBa. XUpyprus TpsaoBa 1a ce o0Chxkaa npu
nom wium vactuueH edext Ha MIINT Bbpxy cummrommre. UIII ca 3agpmkutenHu 3a
Bb3CTAaHOBSABAaHE Ha JIMTAaBULATa CieJ €HAOCKoNcka abmanus. CKBaMO3ZHHTE OCTPOBHU IIPH
BbapeToB XxpaHOIIpOBO/A ca CHMHOHMM Ha HEI'BJIHO O3]IpaBsiBaHE CJIe] NPOABIHKUTEIHO JIEUEHUE
¢ UIII umm engockonckara aOnauus. M3ucKBaT crenuanHO BHUMaHHME U IPOCIEIsSBaHE.
JlumcBat [oKa3aTelCTBA, Y€ IMOTHCKAHETO Ha KHUCEJIMHHA CEKpelUus € XeMOIpeBeHIHUs.
AnTHpeduiyKCHaTa XUpPYprus He MPeBb3X0XKAa (papMakoJOrMyHaTa KUCEJIMHHA CYNpecus 3a
IIPEBEHIIMSI HAa HeoIIacTMYHaTa nporpecus Ha bapeTtoB xpanompoBon. Hsima nocrarbuHo
nokaszatenctia 3a epexruBHOCT Ha ACK / HCIIBC nnu apyru npouinakTH4Hu CpecTBa.

IIpu Beue ycTaHoBeH bapeToB XpaHONpPOBOJA, EHHOCKOIICKOTO MpocjelsiBaHe ¢
3aJIBJKUTEIIHO, KATO UHTEPBAJIUTE 3aBUCAT OT HAJIMYMETO Ha TUCIUIA3US.

[Ipu mauuentu ¢ bX ¢ ppwkuna 1o 3 cm, 6e3 UM winu nuciiasusi, TOBTOPHA €HIO0CKOIUS
c Ouorncuu OT 4YeTUpU KBaJpaHTa c€ MNpernopbyuBa 3a Ja c€ MOTBBbPAM AuarHoszara. AKo
MOBTOpHAaTa €HJOCKOMNHUS MOTBbpXkAaBa Jnncata Ha MM, mo-HaTtaThIIHO MpOCIEsIBaHE IO
TO3U TPOTOKOJI HE C€ MpernopbyBa (PUCKOBETE OT EHAOCKONUSATA BEPOSTHO HAIXBBPJIAT
MOJI3UTE).

[Ipu mauuentute ¢ bapeToB cerMeHT ¢ IbJKMHA 10 3 €M, C MHTECTHHAJIHA MeTarla3us,
€H/I0CKOIICKO MPOCIIESBAaHE CE NPENOPbUBA HA BCEKU 3-5 TOOMHM, a IIPU TE3U C ABJDKMHA HAJ|
3cM WM HO-ABABI - Ha BcekW 2-3 ronuuu (¢dur. 2). Hammuuero Ha M3SBEHU KIMHUYHU
CUMIITOMH OOMKHOBEHO Hajara 1no-KbCHu MHTEPBAJIHU Ha IPOCIe/IIBaHE.

@urypa 2. [ToBenenue npu baperoB xpanonposoa 6e3 AucIIa3us
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EHAOCKONCKW AaHHU 33
UWNMHAOPWYHO-KNeTb4YeH
ennTen B XpaHonposoaa -

EHOoockoncka
auarHosa

XNCTONOrMYHa
auarHosa

[Npara KpuTepun

v

l KeagpaHTHn buoncuun Ha xpaHonpoBofa npes 2 cm l

‘ CKﬁaMOSBH ennTen

A

? HeapnekBaTHa Guoncusa

Mperneg Ha eHAOCKOMNCKUA

MPOTOKON, KOHTPONHA
eHgockKonua

[}I(.nesﬂa meTannasms I

}

|EapBTOE xpaHonpoaonl

'

KnuHUYHa npeueHka
ObcbipaHe ¢ nauneHTa

-maxL<3cm |-'maxL<3cm
- MnesucTa - MHTECTHHanHa
MeTannasus MeTannasus

OHTpOMNHa KoHTponHu
eHgockonuu /

=HOOCKON KO-XMCTONOrn4yHa Kopenauwna

L<3cm
esncTa Metannasu

p—"

maxL>3cm

l (-) koHTpORN

KoHTponHn
eHaockonu/ BCekn
2-3 roguHu

[Ipn nokazaHa HUCKOCTENEHHA JMCIUIa3Usl, €HJAOCKOICKUTE KOHTPOIM CE€ MPOBEXKAAT
Ha Bceku 6 mecena (¢ur. 3). Ilpum nokaszaHa BHCOKOCTENEHHA AUCIUIA3Us HAIlUEHTHT Ce
Haco4Ba 3a TepaleBTUYHA UHTEpBEHUUA. [Ipy €HIOCKOIICKOTO IpocieasiBaHe OCBEH ,,0ren’
Ha JIMTaBUIara ce B3MMa 3aIbJDKUTENHO M OMomncuyeH MaTtepuan. HacTosmmsar KoHceHcyc
BKJIIOUBA B3uMaHe Ha 4 Ouornicuu (OT 4 pa3Iu4HU KBaJpaHTa) Ha BCEKU 2CM IPH HaIMEHTU

0e3 JAUCIIIa3us, 1 Ha BCCKH lcMm IIpU JOKa3aHa WU CYCIICKTHA JUCIUIAa3Us.

@urypa 3. [loBeaenne npu bapeToB XpaHONIPOBOA ¢ AUCILIA3USA

MoTBLpAEHa AucnNnasua
0T 2 -ma naTonora

HeonpegeneHa
pvcnnasus

A 4

MoBTopHa
eHpockonus cnen 6 M
MakcumManHa
KWUCernnHHa cynpecus

[rea]

y

TCA

EHpockonma Ha

Beceku 6 M gokato: ANCUNnm

0BcbxAaHe ¢ MynTH-

NHapeH eknn

l

Mpn 2
nocnegoBaTenHn

TepaneBTU4HA
WHTEpPBEHUUA

€HAOCKONMUK HAMa

AaHHW 3a gucnnasna

Heonpeaenexa CurypHa 2
aucnnasua Ancnnasha HeonpepeneHa
AMCnnasna
Y A
MoseaeHue B saBucumoct y
Kkato npn BX J?IEET:;:H'F;D, MoseneHue KkaTo fipu BX
Ges Ges gucnnasua
avcnnasus
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Ennockonckoro sieuenne Ha bapeToBus XpaHONPOBOJ KbM MOMEHTA € OCHOBEH METO/]
Ha wu300p. Ilpwmara ce mnpu HaJMuyMe HaA JUCIUIA3Ms, KAaTO NPU YCTAHOBSBAHE Ha
BHUCOKOCTEITIEHHA JIMCIUIAa3Us TOBA C€ IPaBU BbB Bb3MOXKHO Hal-KpaTbK cpok. M3mom3Bar ce
HSKOJIKO TEXHUKU:

PamnodpexBentHata abnamus (PDA) e edhekTuBeH MeToa, Upe3 KOHNTO MOTar ja ce
TpeTUpaT IOJEMHU YYacThLM METaIlJJaCTM4YHA JIMTaBUIA Ha eAuH ceaHc. [loHacrosmem ce
IpernopbuBa KaTo IbPBM METOJ Ha U300p IpU HHUCKOCTENEHHA JUCIUIa3us, a IpHu
BHUCOKOCTEIIEHHA KaTo ajJTepHaTHBa Ha €HJOCKoIcKata Myko3Ha pesekuus (EMP) u
eHjockorckata cyomyko3na aucekuus (ECJI), ako Te He morar na ObJaT M3MOJI3BaHU IO
TEXHUYECKU NpuuuHU. M3non3eanero Ha POA npu HuckocteneHHa auciuiasus B >90% Boau
70 YHHUIIO)KaBaHE Ha MeETalula3uATa M pa3BUTHE HAa HOpPMaJleH CKBaMO3EH eIMTEl.
[Ipunaranero Ha PDPA ce mpenopbuBa OT HSKOM M IPU CTPOTO CEJIEKTHPAHU MNALMEHTU C
HEIUCIUIaCTHYeH bapeToB XpaHONPOBOA, NPHU HAIWYME HA MHOXECTBO PUCKOBH (PAKTOPH 3a
pa3BuTHE Ha pak. AKO abianus He MOXke Ja Obje MpoBeneHa, OONHUAT ce MpociesBa Ha 6
Mmecena (¢ur. 4). [Ipunoxennero Ha POA npu gokazaHa BUCOKOCTENEHHA JUCIUIA3US BOAU
70 3a0aBsiHE Ha MPOTPECHsTa 0 pak, a MPHU ToJsIMa 4acT OT MAalMEHTUTE 0 epajuKalus Ha
MeTara3usTa.

doToauHAMUYHATA TEparusi € ¢ MHAUKAIUU 1MojoOHu Ha Te3u 3a PDA, u Oimska
epexTuBHOCT. [IpuaokKeHneTo u € MHOro No-0rpaHUuyuEeHo.

W3non3BaHeTo Ha aproH-IUIa3MeHa KoaryJjauus 3a AECTPYKIHs Ha MeTalulacTU4YHaTa
ThKaH IPU HUCKOCTENEHHA AMCIA3usl ce IMpujiara B HOCIEIHUTE roauHU. Bce ome Hsama
nyOJIMKyBaHHU JaHHU OT T'OJEMH MPOy4YBaHUs 3a eeKTuBHOCTTA B cpaBHeHHEe ¢ POA. Kbm
MOMEHTA HE € YTOYHEHO MPUJI0KEHUETO U MPU BUCOKOCTEIIEHHA AUCIUIA3HS.

Ennockonckata Mmyko3Ha pesekuus (EMP) moxe na Obae wu3noia3BaHa KaTo
JIMarHOCTHYHA M KaTo TepaneBTUYHa Ipolenypa npu baperos xpanonpososa. [Tokasana e npu
MAUEHTH € JAMCIUIA3us, HpU KOUTO MOraT BHM3yajlHO Ja ce oTAu(epeHLupaT MYyKO3HU
NaToJOrMYHU MpoMeHH. CBbp3aHa € C IMO0-BUCOK TIPOLEHT YCIOXKHEHHUs (OCHOBHO
nepdopanusi, KbpBeHE, pa3BUTUE HAa CTPUKTYypH cied Bpeme) or PDA, um TperupaHero Ha
roJIeMH METAIUIaCTHYHHU Y4acTbLU € MPOoOJeMaTUYHO, MOPaJAN KOETO IMOHACTOSAIIEM BCE OIIe
ce MpernopbuBa KaTo BTOpU U300p.

Ennockonckata cyomykoszna mucekius (ECJ/]) e TexHuka, Hackopo Bb3IpHeTa B
EBpomna 3a tpetupane Ha baperoB xpaHonpoBo. [loka3aHa € pu HUCKO- U BUCOKOCTEIIEHHA
JMCIUIa3us U carcinoma in situ. Bce omie He € yTOUHEHO MPUIIOKEHHUETO U TpH JIMIICA Ha
mucmiiaszus. [1o3BossBa MBJIHOTO OTCTpaHsBAaHE HA TOJEMH Y4acThIM METaIlJlacCTUYHA ThKaH.
Manunynanusra € TeXHH4eCKU MHOTO TPYAHA, CBbp3aHa ¢ MOTEHIIMATHO TEKKU YCIOKHEHUS
(nepdopanusi, KbpBeHE, MEAMACTUHUT, MTHEBMOMEIUACTHUHYM, NEPUTOHHUT), U C€ IpHiiara
CcaMO BbB BHCOKOCIELIMAIN3UPAHN LIEHTPOBE OT €KUIIM C MHOTO royisiM onuT. Bee ome Hima
HaTpylaH rojisM 00eM TpeTHpaHH MalUEHTH, 3a MOAPOOHA OIIEHKA Ha e()eKTUBHOCTTA.
XUpypruuHOTO JIEYEHHE OCTaBa 3a MaJjlka Ipyla MaleHTH C BUCOKOCTENEHHA JTUCILIa3Hs U
HEeyclex 3a epajuKalusiTa U C €HJOCKONCKM TEXHUKHU, M 3a TaKWBa C Be4Ye BBH3HUKHAI
KapIMHOM.
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®ur. 4. TepaneBTuueH MoaAXo ] U HaOIIOIeHNUE TTPU OOJTHU C XpaHOTIPOBO Ha Barrett

BbapetoB xpanonpoBoa

\ 4

Hauanna tepanus ¢ U1

A 4

buoncusa

v

v

v

Bucokocrenenna gucmia3us

Huckocrenenna nqucruia3us

be3 nucrasusg

v\ |

Myko3Ha ne3us

>

bes MYKO3Ha JIC3UA

H

vy

v

A

y

EMP

Ezodarekromus

AOmanus HaOmnronenue

A 4 A

y

Habmronenue/ Tepamus ¢ UIIIT

Habnronenue/ Tepamus ¢ UIIIT
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1. A3BEHA BOJIECT

1.0BIA XAPAKTEPUCTUKA

S3BeHara OosiecT (YacT OT CHEKThpa Ha MENTUYHUTE S3BH) MPEACTABISABA JACPEKT Ha
CTOMalllHaTa WM JyOJeHallHaTa JIMraBUIA, KOWTO B IBJIOOYMHA NpeMuHaBa muscularis
mucosae M € C JuaMeThp > 5 mm. 3HAYUTEJIHO MO-PSAIAKO MEeNTHYHA s3Ba CE pa3BUBa B
JUCTallHAaTa YacT Ha XPaHOIpPOBOAA, B THHKOTO YEpPBO CJEJl TacTPOCHTEPOCTOMHUS U B
MekenoB TUBEPTUKYI ChABPKAII (YHKIIMOHUPAIIA CTOMAIIHU *kJie3H. [10-OBEpXHOCTHHTE
ne3un ce Kiacuuuupar KaTto epo3uu. 3a00JIIBaHETO BH3HUKBA B PE3YJITAT HA MENTHYHOTO
JIEHCTBUE HA COJHATA KHCEJIWMHA MpU HaMajeHa PE3UCTEHTHOCT Ha TracTpoJyojieHajHaTa
JIUTaBHIIA.

OcHOBHUTE MPUYMHM 32 Bb3HUKBAHE HA MENTUYHA s3Ba Ca!

- Hudexuus ¢ Helicobacter pylori (Hp)- no 80% npu cromarina s38a (CS) u g0 95% npu
nyoneHanHa sizBa (J5)

- Ilpuem nHa nexapctBa —HCIIBC, ACK, aHTUTPOMOOIIMTHH CpPEJICTBA U aHTUKOATYJIAHTH

CaMOCTOSITEJIHO WJIM B KOMOWHAIMS TTIOMEXIY UM WA C KOPTUKOCTEPOUIH, IIUTOCTATHIIN

U ApYTH.

JombiaurenHr  (akTOpy 3a BB3HUKBAaHE HA TMCNTHYHA $3Ba Ca: HACIEACTBEHOCT,
MOTHJIUTETHH HApYIIEHUS, BpeIHU (DAKTOPH — TIOTIOHOMYIIEHE, aJIKOXOJ, MCUXOCOIHAIHU
cTpecoBu ¢akropu, Apyru 3abonsBanus — XOBb, 6enonpoOHa HETOCTAaTHUYHOCT, 3aCTOMHA
ChpJ€YHA HEIOCTaThYHOCT, UEpPHOJApPOOHA I1upo3a, OBOpeyHa HEAOCTATHYHOCT WIU
TpaHCIJIAaHTAIUS U JAPYTH.

Penku npuunnu 3a Hp (-) CA ca neneTpupariy TyMopu (CTOMAIIEH aJeHOKAPIIUHOM HITH
muMpoM), pak Ha TaHKpeaca, CKTONMYHA TaHKpeacHa ThkaH, Oonect Ha Crohn, HIV
undekuus, a 3a Hp (-) IS - cunmpom Ha Zollinger-Ellison, rimyrenoBa enrepomatws,
CHUCTEMHA MacTOLIMTO3a, aMuJION]103a THUII 1V, HOJULMTEMUS BEpa,
XUMEePKATIUEMUS/XUIIePIapaTUPEOUIN3bM, CKIEpOACpPMUs, KapIMHOM Ha JIyOJeHyMa,
caprouzgosa. IS u CS umat MHOro OOIIM XapaKTEPUCTHKX IO OTHOIIECHHE HA TMATOTEHEe3a,
JIMarHo3a U JIeUeHHUe, HO Ce CUMTAT 3a JIBE€ OTAeNHH 3a0omsBanus. [lenTuuHUTE S3BU MOraT Ja
ObaaT eqMHUYHHN WU MHOKecTBeHH. Hait-uecto CS e pa3nosniokeHa 1Mo Majkata KpUBHUHA, a
nyoleHamHUTa - B OynOyca. 3a0onsBaHETO HMa XPOHUYHO-PEIMIMBHUpAI XapakTep.
AKTHBHATa 5i3Ba BOJIM JI0 HAPYIIEHO KAaueCTBO Ha >KMBOTA, HaMaJleHa pabOTOCTIOCOOHOCT U
MOsIBa HA pe/Illa CEPUO3HH YCIOKHEHHs, KOUTO BH3HHKBAT B OKoJo 1/5 oT cmyuaute. Hsikoun
OT TSIX, KaTO KPbBOM3JIMB WM nepdopanus, ca )KuBoTo-3acTpamasamu. CS e npekanueposa
3a NOsIBA Ha aJ€HOKapUMHOM Ha cTromaxa. ETo 3amo paHHaTa auarHos3a, JIEUYEHHUETO U
npoMIaKTUKaTa HA PEIHUAUBUTE Ca OT HU3KIIOYUTEIHA BaKHOCT. fI3BeHata OoliecT €
MpHU3HATa 32 COIMAIIHO-3HAYUMO 3a00JIsIBaHE B Pa3BUTHUTE CTPAHHU IO CBETA.

IIpe3 90-te roguHM yecTroTata Ha MENTUYHaTa s3Ba B bbiarapus Oe 6.4/1000 mymum
Hacenenue. [loHacrosimeM HsMa TOYHU JAaHHU 3a peanHara 3aboneBaemocT. [lo nmaHHu Ha
HITO3A 6posT Ha xocturanuzupanute ciydan cbe CHA u 15 6e3 kppBene ca 8658 3a 2012 r.
u 8419 cnyuasa 3a 2013 r., u crorBetHO 140.7 u 137.7 cnyuyas Ha BB3pacT 18 u moBeue
ronuan/ 100000 Hacenenwe. XoOCHMUTATW3UpPAHUTE TAIMEHTH Ha BB3pacT a0 65 T. ca
103.4/100000 nacenenme 3a 2012 r. m 100.1/100000 nHacenenue 3a 2013 T., CHOTBETHO
267.9/100000 nacenenue u 262.7 /100000 nacenenue npu Bu3pacT Hax 65 1. CS e enHakBo
YyecTa MpH JBarta 1oja, cpeia ce riaBHo ciel 40-roauiHa Bb3pacT ¢ nuk 60-64r. JI5 3acsra
JIBa THTH MTOBEYE MBXKE, OOMKHOBEHO c€ OTKpHBa BHB Bh3pacTTa 30-50T U € 4 mbTH Mmo-uecTta
OT CTOMAIITHaTa 5I3Ba.

2. IJUATHO3A
2.1. Knunnunm Oene3u
Haii-xapakTepHUAT KJIMHUYEH CUMIOTOM € OOJIka B €NUracTpuyma — CIOHTaHHAa H
nanmatopHa. Ilpu CS Oonkarta ce mosBsiBa 1Mo BpeMe WIM CKopo cien xpanene. [Ipu IS
OoJsiKaTa HaCThIIBA Ha IJ1a/IHO, OOMKHOBEHO HSKOJIKO Yaca Clie] HaXpaHBaHe WJIM Ipe3 HOIITA.
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Hawmansga cien npueM Ha XpaHa (MJISIKO) M aHTHAIMAA. Bb3MOKHO € 6€3001KOBO MTpOTHYaHE
Y IIbPBOHAYAITHO KIIMHUYHO TIPEACTaBsSHE C HIKOE OT YCIOXKHEHHUATA Ha s3BaTa KaTO KbPBEHE
ot ropuust I'UT n/unu nepdopanus (ocodeno npu ynorpedba na HCIIBC, ACK).

[IpuapyxaBamy CUMOTOMH MOTraT Ja ObJAT KHCEIWHHU (TUPO3WC), TOBPBINAHE IPH
M30CTpPeHa 53Ba ¢ o0JieKyaBaHe Ha OoJjKaTa, IPyrd JAUCHENTUYHH CHUMIITOMH, HO HE PaHHO
3acHIlaHe.

L2AJapMHupany CUMITOMHU”, KOUTO MPEACKa3BaT TEKKO MPOTHUYAHE, YCIOKHEHA OoyecT
WM pak ca KbpBeHE (KeNs301epUIMTHA aHEMUsI, XeMaTeMe3a W/WIu MeJIeHa), HeoOscCHUMa
3ary0a Ha Terjio, HEMOBIHUSABAILO C€ MOBPBIIAHE WJIM CHIHA OOJKa B TOpHaTa KOpeMHa
MOJIOBHHA.

2.2.E30¢aroractpoayoaeHoCKoonust wm T.H. ¢uoporacrpockonusa (®I'C) c

OMOIICHHU M XMCTOJIOTHYHO HU3CJIeIBAHe

3mareH ctaHaapT 3a moctaBsiHe Ha nuarHo3ata ¢ PI'C. [lokas3Ba s3BeH nedeKT - BUI,
IbJI00YMHA, JOKaNIM3allus; KbpBEHE W Herorara crteneH. He Moxke CbhC CHUTypHOCT Jia
pasrpaHyuyM MENTUYHA s3Ba OT s3BeHa (popma Ha cToMalleH pak. B komOuHanus ¢ 6uorcuu
JTIOKa3Ba WJIM OTXBBPJIS s3Ba MPHU 3JI0KAUYECTBEHO 3a00iisiBaHe , nuarHo3a Ha Hp u oneHka Ha
JUTaBHllaTa Ha CTOMaxa W JyOJe€HymMa — TacTpUT, IPyro Mojjexamio 3aboisiBaHe.
[IpoTuBonokazana e npu nepdopanus. buorncuu ¢ mociaeaBano XMCTOJIOTMYHO U3CIIEIBAHE Ca
3aIBJDKUTENIHA TIPU CTOMAIIIHA si3Ba (ITbpBa JAMarHo3a U KOHTpoi). buoncuden marepuan e
HeoOXoauM W 3a amarHozara Ha Hp wmHbekmus — Obp3 ypeaseH TecT, XHCTOJIOTHYHO WU
MUKpPOOHOIIOTUYHO u3cienBaHe. EHIOCKONMUATAa € HEOTIOXKHA MPH PEUUIUBUPALIN WU
pedpakTepHu cuMnToMHu, Bb3pact >45 1. , pamuiHa aHaMHE3a 32 CTOMAIICH KaplUHOM M
JIpyTU pUCKOBU (AKTOPHU, alapMHUpAIF CUMITOMU M aHAMHe3a 3a CTOMAIIHA sI3Ba, a CIEIIHA
— (24-48 4.) npu Gene3u Ha ocTpo KbpBeHe oT ropuus [UT.

3. JEYEHUE
Jleuenne Ha HeyCJI0KHEHA sI3BeHa (otecT
Llenure Ha InedyeHWETO ca oOOJeKYaBaHe Ha OoilkaTa M JPYrHTE CHMIITOMH,
CIIMTCIM3al Ha sA3BaTa, IPpEAOTBPATABAHC HAa PCUUIAUBH U YCIOKHCHUS.
[TpenopruBa ce M30ATBaHE HA MPEAN3BUKBAIINTE CUMITOMU XpaHH W YEPBEHO BHHO — IIPH
AdKTHBHA s13Ba.

®apMaKoJOrH4HOTO JieYeHHe BKII0YBA

- AnTncexkperopu. Muxuburopure Ha nporonnara nomna(MIIII) B cranmnaptHa no3a -
20mr omeprazole, 20-40 mg esomeprazole, 40 mg pantoprazole, 30 mg lansoprazole u 20
mg rabeprazole npuetH 1-2 MbTH AHEBHO NEPOPAIHO Ca OCHOBHOTO CPEJCTBO 3a JICUEHUE
Ha s3BeHara Oonect. H-2 OnokepuTe M aHTHAIMAWTE C€ W3MOJ3BAT 3a KOPEKIUS Ha
CUMITOMUTE Camo IpH ,,HyKJa” .

- Pasnuunu cxemu 3a epagukamus Ha H. pylori undexmmsta

IIpu Heycmex OT (apMakOJIOTMYHOTO JICYCHHE W MPU YECTH PEUUAMBH M YCIIOKHEHHS ce

00CHXKIa ONEePATHBO JeUeHue

3.1. Jleuenue nmpu Hp (+) nenTuyHa si3zBa
- 3amouBa ¢ epaJUKalMOHEeH Kypc u Moxe na npoabioku ¢ UIII B crannaptHa no3a PO 1-2
BT THEBHO.
- Tonmbpxamoro neyeHne mMoxke ja BkiatouBa aHtucekperopu (MIIII, H2-6nokepun) mnm
AHTHALMIY - UHTEPMUTEHTHO WUJIU NPU TIOUCKBAHE.
- TloBropHo u3ciensane 3a H. pylori ce mpoBexma 6 10 8 ceamuiu ciaex MPUKIIOYBAHE Ha
JIEYEHUETO, CIIOPE]] pa3Mepa Ha JIe3UsATa.

3.2. JleueHue HA 1yo/leHATHA SI3Ba
- IIpum Hp (+) A4 — epanukarus Ha nHGEKIUATA
- Crnen noka3BaHe Ha yCIEIIHA €paguKals, KOHTPOJIHA €HIOCKOIHS HE € 33 IbJDKUTEITHA.
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- IIpomsmxurenno neuenue ¢ UIIII (1-2 mpti qHEBHO 3a 1 - 2 Mecena) ce U3BbpIIBA MIPH:
Hp (-) ayonenanHa s3Ba, MepCUCTUPAHE HA OIJIAKBAHUSATA CIIE]] epauKallns, rojisima si3Ba
( > 10 mm), nymauwn, aepopManus Ha JyOoAE€HYMa, YCIOXXHEHHS / aHaMHe3a 3a
KpBBOU3IIUB /WK niepdoparus
- Ilpu HenoBnusiBaHE HA OIUIAKBaHMTA O 3-Us MECEI] C€ Hajlara OBTOPHA €HJIOCKOIHUS C
Ouoricuu 1 u3cienBane 3a Hp.
o Ilpu Hannuue Ha 53Ba ce OLEHSABA CHTPYAHUUYECTBOTO HA IMALMEHTA, NPEKbCBAHE
HAa JICYCHUETO
o Jleuenuero e ¢ UIIII 3a mpoab/DKUATENIEH NEPUO U €paJiluKallvs, aKO TaKaBa OIIE
HE € MOCTUrHaTa
o Ilpu Heycnex TpsOBa Aa ce 0OCHAN XUPYPTUUHO JICUCHUE

3.3. JledueHHe HA CTOMAIIIHA SI3BA

- Ilosenenuero mpu Hp (+) CS BriarouBa epaaukanmoHeH Kypce mociensan ot WIII B
crangapta 1o3a PO 1-2 mbtu qHeBHO 32 4 — § ceAMUITU

- Jleuenuero mpu Hp (-) CS ce mposexma ¢ UIII 3a 4- 8 ceamurim.

- W B nmBata cimywas € HeoOXOAMMa 3aIBJDKHTEIHA MOBTOPHA €HIOCKONHUS C OHWOICHA U
XHMCTOJIOTHYHO U3CJe/IBaHe ciie]] 6 10 8§ ceMUIM OT HayajloTo Ha jeueHueTo. TpsOBa ga
C€ U3KJII0YM MAJIUTHEHO 3a00JIsIBaHE.

- Ilpu o3apaBsana CS u ycnenrHa epaaukaiys € HeoOX0IUMO caMO MPOCIIEsIBaHE.

- Ilpu o3gpaBana CS wu mnepcuctupama Hp wuHbekuus ce mpaBu OlEHKAa Ha
CbTPYIHHYECTBOTO Ha TNAIMEHTa, B3eMa ce€ OWOoNCHS M KIEThbYHU KYJITypU 3a
aHTuOMoOrpama, npoBexa ce nosmopua epaouxayus v I 3a 4 ceaqmuiy.

- Ilpu neosmpaesma CS u mepcuctupama Hp wuapekmms e nHeoOXoamma nosmopHa
epaouxayus v UIIII 3a 4 cenmunu, kakto U KouTpoaHa OI'C ¢ Guoricun ciey nopeye ot 4
CEAMMIIH.

- Ako s3Bara mak nepcucTupa wid AepeKThT HApacTBa CE MPUCTHIIBA KbM XHPYPrHUHO
JIeYECHHUE.

[Ipu Bcsika Heo3apaBsijia si3Ba TPsOBa Ja U3KIIOYUTE JIONM KOMIUIAWBHC, MAJIUTHEHO
3abonsiBaHe, HeycreniHa auarno3a Ha H. pylori undekuus, ynorpeda nva HCIIBC, apyru
yJLIEpOTreHHU JIeKapcTBa M PEeIKU NMPUYMHU KaTo cuHApoM Ha Zollinger-Ellison u Gonect Ha
Crohn.

AKO cMMNITOMHUTEe peuuAuBUpAT cieJ HadanHoTo jgedenue, UIIII ce HazHauaBar B Haii-
HUCKaTa BB3MOXKHA /1032 32 KOHTpOJI Ha cuMmnToMmure. Jla ce oOCchAu W BB3MOKHOCTTA 3a
JICYEHHUE ,,[IPU HYKJa“.

3.4. JlekapcTBEHO HHAYIIMPAHA sI3Ba

- Ilpu mammenTtu ¢ nentuuna s3Ba npuemaiu HCIIBC, ACK, antutpoM003HU cpencTBa
WIH aHTHKOATyJAHTH, CAMOCTOSITEIHO WM B KOMOWHAIIMH, BKI. ¢ KOPTUKOCTEPOUIU CE
MpenopbYBa CIHUPAHE HA JIEKAPCTBEHHUTE NPOJIYKTH, HamajsBaHE Ha Jo3aTa CMsHa Ha
JIEKapCTBOTO aKO € Bb3MOXKHO.

- Jleuennerto BkirouBa cranaaptHa no3a WIIIT egHokpaTHO MHEBHO, MO M3KIOueHHe -H2-
Onokep craHaapTHa q03a 2 mbTH aHeBHO PO - 3a 8 cenmuny, a npu Hamuuue Ha H. pylori
WHGEKINA - epaTuKallMOHHA TePATHs

- IIpu nmanuenTn, kouto npoabsmkasar aa npuemar HCIIBC cnen o3apaBsiBaHe Ha sA3Barta,
na ce o0chaarT moreHuuanHute puckoBe ot mpuema Ha HCIIBC. [la ce oOmucnu
M3M0J3BaHETO MM CaMoO IIpW HYKJa, HamMansBaHe Ha Jo3ara, cmsHa Ha HCIIBC c
rapareTraMoll, U3IMO0JI3BaHe Ha ANTePHATHBHH aHANTETUIM WM HHUCKa J03a HOyrpodeH.
[Ipu nmanuenTu ¢ BUCOK pUCK (MIpenuiIHa yimepanus), npu kouto nedernnero ¢ HCIIBC e
HeoOXoauMo, J1a ce o0ChaM M3MoM3BaHeTo Ha celekTuBeH COX-2 MHXUOUTOP BMECHO
crannaptan HCIIBC, cpo0pa3Ho chpredHo-cha0BUs pUcK. M B 1Bata citydasi npuemMbT Ha
UIIIT mpoxbirkasa.

- IlpodunakTuuHuTe MEPKU 32 HaMallsiBaHE HAa €pPO3UBHO-SI3BEHUTE JIE3UU U KbPBEHETO OT
I'NT sxmrouBar mpuem Ha UIII uscnenBane u nedenne Ha HanmuHa Hp uHpeknus

(dwur.1).
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Ourypa 1. AnroputrbMm 3a HamansiBaie Ha ['Ml puck npu manueHTH, HYXAAellud Ce OT
neuenne ¢ ACK, antutpomOoTnuHu cpeacTsa, antukoarynantu i HCIIBC

| Ouera Ha racTpo-1HHTeCTHHaAHHA pHCK |

l

AHaMHesa3safAsea, kKbpBeHe oT TUT |

WacneasaHe 3a
H. pylorin, ako ce
AoKaxe - epagnkayna

EaHoBpemeHeH npuem c: HCMBC/ACK,
aHTUTPOMBOTHUYHK CpeaCcTBa, KOPTUKOCTEPOMAK,
AHTUKOAry/1aHTyY, aHTUarperaHTm

He Aa l

Bwspact >60r1

CumnTomn Ha aucnencua nan F’EPB
Bucokn gosn HCMBC /npoabmknTenHo
nevyeHue

CepHo3sHI NpHApyXaeawn 3abonaeaHig E—— I/I I_I I_I

Apyri puckoen ¢akTop
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4. YCJOKHEHUSA HA SA3BEHATA BOJIECT

4.1. KppBene ot ropuuss 'UT
Octpusar kpbBouznuB oT ropuus ['UT ce nbpku Ha epo3us Ha CTeHaTa Ha KPbBOHOCEH
ChIl OT si3BaTta. Moxke na € (arajeH W M3UCKBA CIIEIIHA CHAOCKONHS 3a JUarHo3a u
MPOBEXIaHEe HA CHJIOCKOIICKA XeMocTa3a. KbpBeHeTo ce onucBa no kiacupuKkanmusaTa Ha
Forrest.
KpbBOM3IMBBT MOXKE Jla C€ H3IBH C MEJICHAa, XEMaTOXe3Ws, Xemareme3a U ¢ OOIu
CUMIITOMU — KOJAaIC A0 XEMOpPArudcH MIOK; TaXxuKapAausd, 6J'I€Z[a KOXa C H3II0TABAaHC,
CTYAECHU KPaWHUIIM, CUHKOII, CbHIMBOCT, 0ObpkBaHe. KpbBOM3IUBBT uecTo mpoTuya 6e3
0oJKa.
OKynTHO KbpBEHE — JKeIsA30JepUIMTHA aHEMHUs € ajapMupalnl CUMITOM M Hajara
enockoncko usciensane (PI'C)
JleueHneTo MpH OCTPO KbpBEHE € (PapMaKOJIOIMUYHO, €HJIOCKOIICKO MM XUPYPTHYHO,
KAaKTO U KOMOMHHPAHO, a MPU OKYJITHO KbPBEHE — JIEKapCTBEHO.

4.2 lleppopanus
XapakTepu3upa ce ¢ BHE3allHa CHJIHA MpoOokjama Oojika B €MUracTpuyMa WM JSICHO
noapeOpue. Brocnencrteue ce pa3BuBa Mudy3eH MEPUTOHUT M MAPATUTHYCH HIIEYC.
YepHoapoOHOTO MpUTHILIEHHUE ce 3aryoBa. HacThnBa Komarc u mok.
[lepdopanus ce nuarHocTupa ype3 0030pHa peHTreHorpadus Ha Kopema, pu KOsTo ce
BIDKJIa CBOOO/ICH a3 o quadparmara.
JleyeHneTo € XupypruyHo.

4.3. Ilenerpauus
Bb3MokHa € meHeTpaiusl Ha si3Ba B MAaHKpeac, OMEHTYM, KOJIOH, YepeH APo0 M *IITbYHU
IBTHINA
[Ipotnya ¢ mocrosiHHa cuiIHAa OoOJIKa Upaguupania KbM Irbpda, KOSTO HE CE€ YCIOKOsBA OT
MOBPBIIAHE
Huarnoctunupa ce upe3 @PI'C wim koHTpacTHa peHTreHorpadus, MpU KOUTO Ce
YCTaHOBSIBA IHJIOOKA HUIIIA
JlexyBa ce (hpapMaKkoJIOTHYHO KaKTO HEYCJIOKHEHA si3Be€Ha OOJIECT, a MpH JIUMca Ha €PEKT -
XUPYPTUIHO

4.4.00cTpyKIIHsA/CTEHO3a
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OO6cTpykiusTa OwBa BB3MaTUTENHA (OOpaTWMa ciej JIeKapCTBEHA Tepanus) Wi B
pe3ynTaT Ha CTeHO3a (Hajara €HJ0CKOICKO WM XUPYprudHo jeudenue). CTeHo3aTa MOXe
1la € mIopHa, OynbapHa u noctoyndapHa.

XapakTepuzupa ce C TEXECT cjel HaxpaHBaHe, MPOAbJDKaBallo IMOBeYe OT 2 daca;
MOBpBIIaHE HA 0OEMUCTH MaTEPUH, ChIbP)KAIM HECMJITHA XpaHa 0e3 mpuMec Ha KITbYEeH
COK; 3ary0a Ha Teryio, CTOMaIlHO IUIMCKaHEe JI0 MOJ| IIbIIHATA XOPU30HTAIa YacoBE Clell
HaxpaHBaHE, MOHSIKOTa BUIUMA MEPUCTATITUKA

Crenozata ce mmarHocturupa 4pe3 ®I'C wim koHTpacTHa peHTreHorpadus: PIC -
BUIMMO CTECHEHHE, CTeHO3a U JeopMalus; KOHMPACmHa peHmeenocpaghus -pa3mpex
U OTIIyCHAT CTOMaX, 3a0aBeHO M3Ipa3BaHe, TeKKa aedopManus

Jleuenneto e papMaKoIOTHIHO, EHIOCKOIICKO, XUPYPTUIHO M KOMOMHHUPAHO .
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1. IMATHOCTUKA U JIEYEHUE HA UHOEKIUATA
C HELICOBACTER PYLORI

Helicobacter pylori ¢ naii-uectara wHMeknus npu YoBeka. PasmpocTpaHeHa € B LEIHs
cBAT, KaTo 3acsara Haj 50% ot Hacenenueto. B ctpanute ot 3amanna EBpona e 25-38%. ¥V
Hac ¢ JmokaszaHa B 82.6% ot uscneaBanute 351 kpbBHHM AoHOpH. KnmHMYHO 3a00ssBaHe ce
muarHoctunupa B 10-20% ot uHbexTupanute. 3a0oisABaHMATA TPEAU3BUKAHH OT
Helicobacter pylori ca nmpuumHa 3a BHCOKa 3a00JIEBAEMOCT M CMBPTHOCT U JICYEHHETO UM €
CBBP3aHO C rojieMd (UHAHCOBU pasxoiu. Ilopaau ToBa B peauiia CTpaHH HHQEKIHATA C
Helicobacter pylori e o0sBena 3a commajgeH 3apaBeH npobieM. HaBpemeHHOTO
JMAarHOCTUIIMPAHE MW epajuKalMs ca OT O0cOo0EHa BaXXKHOCT, BKIIOYHTEIHO W IOPaH
MOTCHIIMATHATA Bb3MOXKHOCT 32 HAMAJISIBaHE YeCTOTATa Ha CTOMAIIIHHUS paK

1. IMATHO3A
JIMarHOCTUYHM TECTOBE 3a JI0Ka3BaHe Ha uHpekuuara c Hp

- Heunsasuenu memoou: 13C Ypeen ouxamenen mecm , anmueHer mecm 6 U3npadcHeHus,
CepoIO2UYHO U3CTE08AHE

- uBa3uBHU MeTonM (C B3eMaHE Ha OMOIICMYEH MaTepuasl 3a M3CJIE[BaHE IO BpeME€ Ha
racTpOCKONHMs — 3a JMarHo3a U ImpociensBaHe ): Obp3 ypea3eH TeCT, XHUCTOJIOIMYHO
u3cieaBaHe, MUKpOOHOJIOTUYHO U3CIIeABaHe

VYpelHusaT auxateraeH TecT € Hal-1o0pHs, Hai-4yBCTBUTEIHMS, HO CKbII METOJ 3a
JMarHOCTHKA Ha MH(eKImATa ¢ Hp npenu u cieq JIeYeHue.

Banunupanusar naGopatopHo-6a3zupaH MoHOkJoHaneH ELISA anTureHen tect B
M3IPAKHEHUATA € BUCOKO UYBCTBHUTEJICH M CHENM(UICH 32 JUArHOCTHKATa Ha Hp-uHEKIHs
Opeau | clief JiedyeHne. Bbbp3uaT ceposioruueH MMyHoXpomaTorpadcku (ekajaeH aHTTeHEeH
TECT € C Imo-Hucka uyBcTBUTENHOCT. ELISA ceponornunute TecToBeTe MO3BOJISABAT
KOJIMYECTBEHO OIpeJiesisHe Ha MH(pEeKUusATa ¢ TUThbp Ha aHTHTena oT kiac 1gG , mokaro
KPBBHUTE TECTOBE, JOKAa3BaT MH(EKIUATa CaMO KaueCTBEHO (IIOJIOKUTEJIEH U OTPULIATENICH).
IIpu m3non3BaHe Ha BAJIMJUPAHU KUTOBE AMArHOCTUYHATA TOYHOCT € >90%. CeponornyHoro
u3cieBaHe €MHCTBEHO HE C€ MOBJIUSABA OT JOKAJIHUTE MPOMEHU B CTOMaxa, KOUTO MOXeE Jia
JI0BeIaT 0 HaMalleH OakTepuasieH ToBap (clie] aHTHUOAKTepUaIHO JIeUYeHNUE, aHTUCEKPETOPH,
KbpBEHE OT f3Ba, HAJIMYME HA NMPEMAJIUTHEHH W MAJMTHEHU CTOMAILHU JIE3UH) U ChOTBETHO
(anmmBo-HETaTUBHU PE3YJITaTH, KaKTO € MpH JIpyru TectoBe. ToBa ce AbKU Ha (akTta, ue
anTuTenata cpeuty Hp, u ocobeHo te3u cpenty Haif-criennpuynus My anturen CagA, octaBaT
MOBUIIEHU B c€pyMa HE3aBHCUMO OT MPEXOIHUTE HaMaJIeHUs! Ha OaKTepuallHUs TOBAp U JOpH
3a ABATU nepuoau (Mecely, TOAMHU) ciej enuMuHupanero Ha Hp B cromaxa. ToBa mpasu
TECTBT HEMOAXOJAII 32 KOHTPOJ Ha epaaukanusra (moHe 3 go 6 Mmecera cliel CUpaHe Ha
JICYEHUETO aKO TMOHIKEHHWETO Ha TUThpa Ha aHTHUTENaTa C€ MNPOCHe[siBa KOJIUYECTBEHO C
ELISA).

bep3usT ypeazeH TeCT € €BTHH M pe3yJTaThT C€ OTYUTAa HE MO-KbCHO OT 24 daca.
@danmrBo MO3UTHUBHU PE3yJTaTH MOTAT J1a ce MOJydaT MpH 3aMbpcsiBaHe ¢ (hjopa OT ycTHaTa
KyxuHa. YyBCTBUTEIIHOCTTA HA TECTA € 3HAYUTEITHO MO-HUCKA MPU OOIHU C KPHBOU3IIKBH.

3a XUCTOJOrMYHATa auMarHo3a Ha Hp ce u3mos3BaT paziauyHU OLBETSIBAaHUS - C
Haematoxillin-eosin, Giemsa, Warthin-Starry. UyBcTBUTETHOCTTa Ha TECTa 3aBHCH OT BHIA
Ha OLIBETSBAHETO U onuTa Ha Mopdosiora. OOMKHOBEHO Ce M3BBPIIBA M MOTYKOIMYECTBEHA
OIICHKa Ha TeXecTTa Ha umHpexnuara ¢ HP. XucCToJorMdHaTa OIleHKa Ha MPOMEHUTE Ha
CTOMaIIHAaTA JIMTaBHLIA € 3abJDKUTEIHA.

MukpoOHOIOTHYHOTO U3CJIEIBAaHE € BUCOKO YYBCTBUTEIHO, HO 3aBHCH OT YCJIOBHUSATA
Ha W30JIUpaHe, TPAHCHOPTHpAaHE M KyINTHBHpaHe Ha Oaktepuure. M3cienBaHeTo € Bce-Io
aKTyaJHO C BB3MOXHOCTTA 3a aHTHOMOrpamMa, MMaiKd HpPEJBUJ HApacTBAIIUTE HHMBA Ha
PE3UCTEHTHOCT KbM CTAaHJAPTHUTE JIEKAPCTBEHU NPOIYKTH 3a epaaukanus — clarithromycin u
metronidazole. Cnex HeycreneH IbPBHU €paIMKaIIMOHEH KypC, aKO C€ TIPOBEXK/Ia €HIOCKOTINS,
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MUKpPOOHOJIOTUYHO M3Cle/IBaHe C aHTHOWorpama TpsiOBa Ja ce MMa MpelBUI BbB BCHUUKHU
peruonu. Ilpm BTOpM HeycmemieH Kypc Ha epajukainus, To € 3aibiukurenHo. I[lpu
HEBB3MOXKHOCT 32 KYJITypeITHO U3CIIeIBaHEe, B CBETOBEH Mallad Beue ce mpuiiara ¥ MOJIEKYyJIeH
ananu3 (BkmrountesHo fluorescence in situ hybridization — FISH) 3a otkpuBane Ha Hp u
clarithromycin- w/unu fluoroquinolone-pe3uCTEHTHOCT UPEKTHO BHPXY CTOMAIIHH OMOIICHU
Ha KOMEpCHUaTIHH KUTOBE.

[Ipy BcUYKM AMArHOCTUYHM TECTOBE, C M3KIIOYCHHE HA CEpOJIOTUYHUS, aKO €
BB3MOXHO, npuembT Ha WIIII, H2-Omokepu, aHTUOMOTHIIM WM OHCMYTOBH IIpemapaTh
TpsOBa Ja ce MPEeyCTaHOBU 2 CEIMUIM Ipeau M3CIEIBAaHETO, 3a Aa ce u30erHar Qaamuso-
HETaTUBHH PE3YJTaTH.

2. JEYEHUE HA ACOHUUPAHUTE C Hp 3ABOJISIBAHUSA
2.1. Mupukanuu 3a jieyeHue
Crparerus ,u3ciaenBaii m Jekypaii” (Test-and-treat ) m “emgockonupaii m mociae
JekyBaii” (endoscope-and-treat)

HpI/I MJIaid IaUCHTU C HCU3CJICABAHA IPpUYHHA 3a AUCICIITUYHU OIUIaKBAHHUA U 663
¢damunna oOpemeHeHocT 3a HeomnasmMu Ha [UT, moxe ga ce mpoBene HEHMHBA3UBHO
u3cnensane 3a Hp v npu mo3uTHBEH pe3ynTar - J1a ce 3aroyHe JeueHHe.

[Ipn mo-BB3pacTHH MAIMEHTH, TaKMBa ¢ (aMuIHA aHAMHE3a WM aJapMHUpAId CUMITOMHU
(3ary0a Ha Terno, aucdarus, abJoMHUHATIHA Maca, aHEMUYECH CUHAPOM U JIp.), TpsOBa aa ce
M3KJIIOYM HEeoIlla3Ma MpeIu 3all0uBaHe Ha epaJiKalMOHHA CXeMa.

2.1.1. sI3Bena GoJiect

H. pylori e xiro4uoB (akrtop B pa3BUTHETO HA MENTHYHATA S3BEHA M €paJUKaIUATA €
3agbipkuTensa npu S u CA. Yenemnara epagukaius noctura epekTuBHA eNuTeIn3alus B
Hag 90%. IlpenoTBpaTsiBa mosiBata Ha PEUUAMB Ha A3BaTa W yCIOKHEHUATA . 3alIOUYBAHETO
Ha EMIIMpUYHA epajiKallMOHHATa Tepanusi BeJHara Ipu BH3CTAHOBSIBAHE Ha MEPOPATHHUSA
nprueM clieJl KPbBOM3NIMB, € (PUHAHCOBO Hal-eeKTHBHATa CTpaTerus 3a TNPEBEHIMS Ha
pelMauB, OCOOEHO B CTpPAaHHUTE C BHCOKAa CTENEH Ha HH(PEKTHPAHOCT, Cpel KOUTO € H
bearapus.

2.1.2. CromaleH pak

Helicobacter pylori e curypHo gokazaH puckoB (akTop 3a pa3BUTHE Ha CTOMAIIIEH Pak.
Ennmunupanero My e o0emiaBalia cTpaTerus 3a peIyLUpaHE 4YecToTaTa Ha OO0JecTTa.
Epanukanusra #Ha H. pylori npemaxBa Bb3ManuTeIHUs. OTTOBOP M 3a0aBsi/CIMpa MpOrpecusiTa
kbM aTpodus. [Ipunaranero i mpean pa3BUTHETO Ha MPEHEOIUIACTUYHU CHCTOSHHS € T10-
e(peKTUBHO B PENyKLHMsATa Ha pUcKa OT pak. B cTpaHuMTe C BHCOKa 4ecTOTa Ha CTOMAlIEH
KapuuHoM, epaiaukanusata Ha H. pylori e ¢uHaHcOBO edexTHBHA CTpaTerus — CKPUHUHTOBU
NporpamMy, BKJIIOYBALIM BalUIUPAaHH CEPOJIOTMYHH TecToBe 3a H. pylori m mapkepu 3a
aTtpodus (HampuMmep MENCHUHOTeHHM) ca Ha-7o0puTe HaJIMYHU HEUHBA3UBHU TECTOBE 3a
OTKpUBaHE Ha BUCOKOPUCKOBH MAIMEHTH.

2.1.3. ®yHKIMOHAIHA TUCTENCUs

MHOro OT malMeHTHTe ¢ UCIENTHYHH orulakBaHus u H. pylori umar mo-ckopo
(GYHKIIMOHAJIHA AUCHETICHsl OTKOJIKOTO MENTHUYHA sI3Ba, U MOJ3aTa OT €pajuKalys MpH TAX HE
€ Taka sicHa. Belpeku, 4e rnomisara OT JIEYEHHUETO € TPYIHO NPEeABUANMA ITPU UHANBUIYATHAS
MalWeHT, ce MpueMa, 4e epaaukaimsara Ha H. pylori Boau 10 npoabKUTETHO 00JIeKUeHHe Ha
CUMNTOMUTE Ha (YHKIMOHAJIHA JMUCIIEIICUS MIPHU €IMH Ha BcekHu 12 OOJIHU U € 1mo-100po OT
BCUYKU Jpyru BunoBe neueHue. B EBpoma epagukanmsra va H. pylori npu nammeHtn c
(GyHKIIMOHAIHA AMCIIETICUS CE CUUTA 3a (PUHAHCOBO-U3TO/IHO, B CPAaBHEHHE C HENpe/IaraHeTo
Ha JieueHue. YcnemHoTto jeueHne Ha HP-uHdexmusara Moxke na MOBUIIM, HAMAIM WIH Ja
HAMa BIMAHHE BBPXY KHCEIMHHATa CEKpenus — TOBA 3aBHCH OT ITbPBOHAYAIHATA
Pa3sHOBUIHOCT Ha HanuuHus ractputr. Jleuenwero Ha H. pylori mndexmmara momoOpsiBa
TaCTPUTHUTE NIPOMEHHU U BOJU 0, IIOHE YACTUYHO, PETYJIUPAaHE HA KUCEIMHHOCTTA.
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2.1.4 T'actpo-e3odareanna pedaykcaa 6oaect ('EPB) u UIIIT

Hp ne oxa3Ba edekr BbpXy TEXKeCTTa Ha CHMITOMUTE, TEXHUS PEUUAMB WIN
TepaneBTHuHaTta edektuBHocT npu mnamueHtute ¢ [EPB. Epanukamusra He Biomasa
nanmynata ['EPB u He moBnusiBa TepaneBTuuHus edexr. Epanukanusara e mokasaHa € mpu
npogbipkuresien npuem Ha MIIIL. Hskonm enmaeMMONOrMYHM DPOYYBaHUS IIOKa3BaT
HEraTMBHA acouuanys Mexay pasnpocrpanenueTo Ha Hp, rexxecrra Ha I'EPD u yectorara Ha
e3odareaHus aJlCHOKAPLIUHOM.
[Mponbmxurennoto neuenue ¢ UIII npu H. pylori-mo3utuBHu narueHTH Boay 10 pa3BUTHE
Ha KOPIIyCE€H TIacTpUT (aKTMBHOTO BB3IAJIEHUE CE€ yBelIMYaBa B KOpIlyca M HamalsiBa B
antpyma). ToBa yckopsiBa mporeca Ha 3ary0a Ha CHEIMAIM3UpPAHH KJIE3W U TOsBa Ha
arpoduueH ractput. Epamukanusra Ha H. pylori npu npoxbmkurenHo nedenue ¢ UIII Boan
710 OBJIJsIBAaHE HA BH3MAJICHUETO U MPEBEHIU Ha mporpeca KbM aTtpodus. Hama nannu tosa
Jla HAMaJIsIBa PUCKA OT CTOMAILIEH KapLUHOM.

2.1.5. Aututrpomobo3na tepanusi 1 HCIIBC

Nudexmusra ¢ H. pylori e acoummpana ¢ TOBHIIEH PUCK OT HEYCJIOXHEHA W
yCIIOKHEHa racTpoAyoJieHainHa si3Ba npu nauueHTH, npuemaiy HCIIBC u/nnm Hucku no3u
ACK wmm npyru anTUTpoMOO3HU cpeacTsa. Epaaukanusata HamamsiBa TO3M PUCK U € OT I0J13a
U Ipeau 3aroyBaHe Ha JjedeHueTo. IIpy manmeHTH C aHaMHe3a 3a YCIOKHEHAa WIH
HEYyCJIO’)KHEHa fA3BeHa OosecT, Td € aOCONIOTHO 3aJbJDKUTENHA. BbOpeku BCHUKO,
epanukanusaTa Ha Hp camocTosTeIHO He HaMalsiBa 4eCcTOTaTa Ha racTpPOAYOJCHAIHUTE S3BU
IpYU TalMeHTH, KOUTo Bede aAbiaro Bpeme mnomydaBar HCIIBC. Tesn OoiHM HW3UCKBAT U
JOITBIIHUTEIHO IpoabipkuTenHo gedeHue ¢ UIIII cnen epanukanusra.

2.1.6. Cromamien MALT aumdpom
Huckocrenennust MALT numdom e cebp3an ¢ H. Pylori u Mmoxe na ce musiexkysa ¢
Hp epamuxamus B 60-80% ot ciaywaute. IIpu Hanmmuna tpanciokauus t (11,18) obGaue,
epaJuKalusaTa OOMKHOBEHO He € e(eKTHBHA M Te3M OOJHM MMaT HyXJa OT JONBJIHUTEIHO
WIN alTepHAaTHBHO JieueHHe. BCUUkM manueHTH TpsOBa 3abJDKUTENIHO Ja Ce MpOCieasBaT
cle]l epaguKalus U 1a uM ObJe MPeasIoKEeHO JIPYro JedeHue (XUMUOTepanus/IpueTepanus)
aKo HsMa TepareBTUYEH OTIOBOP WU JTUM(POMBT NPOrpecupa.

2.1.7. H. pylori u ekcTparacTpajaHu 3a00/1s1BaHus
Hamune ca nokasarenctsa, cBbp3Baniy H. pylori ¢ eTronorusta Ha HesiCHa JKeJs30-
nepuIUTHA aHEeMMs, MIUONaTUYHA TPOMOOIMTONEHNYHA Mypiypa U aeduuur Ha BUT. B12
KaKTO TIPU BB3PACTHH, Taka W mpu nena. [Ipu Te3u cherosHus, H. pylori TpsiOBa akTUBHO 1a
ce Thpcu u epaaukupa. Epamgumkammsta npu H. pylori /+/ mammentd nomoOpsiBa
OonoHanuuHOCTTa Ha thyroxine u 1-dopa.

Nunvkanmu 3a epajiukanys:

3a0o0aaBaHe Nuaukanuuy 3a JieyeHue

AxtusHa CS u 15 AOCONIOTHO 3aBJDKUTEITHO

Crnen KpbBOMBIWB OT si3Ba — BeAHAra ciep | AOCOTIOTHO 3aIbIKUTEITHO
BBH3CTAHOBSIBAHE HA MEPOPATHUS IPUEM

MAJIT-numdowm I craguit AOGCOJIIOTHO 3aIBJDKUTEITHO

CJ'IC,Z[ CTOMAlllHAa PE3CKIUA 3a PpaK Ha Baﬂ’BJI)KI/ITCJ'IHO
cToMaxa, cjJ€a €CHIOCKOIICKO JICUHCHHUEC

PonHuHM OT mbpBa JIMHMS HA TMAUUEHTH C | 3a0bJLKUTEITHO
pak Ha cToMaxa

ATpodudeH racTput [IpenopbumnTeaHo
XpoHudyeH  akTUBeH  aHTpaseH  uiu | [IpenoppunrenHo
MAHTACTPUT
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OyHKIIMOHATHA JUCTICTICUS [IpenopbunTeaHo

I'EPb - npu ©Oomnum  wm3uckBau | [Ipenoppuntento
aparorpaiiHo geyenue ¢ U

HCIIBC, anTutpoMO03Ha Tepanus 3abIKUTETHO

- ganaum  3ald wm CH - npeam
3aroy4BaHe Ha JEUECHUETO 3a1bIKUTEITHO

- mnosiea Ha A wm CI B xoma Ha
JICYEHUETO

- Ilpeau 3amouBane Ha JseyeHueto npu | [Ipenopbuurenno
OOJIHM C JUCTIeTICHS

Kensizo-nepunurHa anemusi, uaeonatudna | [IpenopbunTeiHO
TpombOonuronenus, VitB 12 nedunur c
W3KIIIOYEH JAPYT MPOU3XO]T

2.2. TepaneBTHYHH CXeMHU
Hannunu cxemu 3a sieuenue Ha Hp
- Crangapraa Ullll-clarithromycin 6a3upana TpoiiHa Tepanusi, 7 JHH WIA IOBEYE

o HIIII-Clarithromycin-Amoxicillin wu UIIII- Clarithromycin -Metronidazole
- Ilocnenosarenna tepanus (5+5)

o WIII- Amoxicillin 5 gau, UIIIT- Clarithromycin - Metronidazole, 5 quu
- Bismuth -6a3upana yeTBOpHa Tepamnus

o WIIII-Bismuth subsalicylate/ subcitrate -Tetracycline - Metronidazole , 7-10 qau
- Hecpabpxaiia 6McMyT, 4eTBOpHA Tepamnus

o HIIIT- Amoxicillin - Clarithromycin - Metronidazole, 10 qau
- UIIII-levofloxacin-cpabpixaiia Teparnus

o MWIIII-Levofloxacin- Amoxicillin, 10 gau
Metronidazole moxe na Obae 3aMeneH ¢ Tinidazole.

Jannute, chOpaHM mpe3 MOCIEIHUTE TOJUMHM MOKa3BaT, Y€ CTaHJIapTHaTa TpoilHa
komOunamms UIIIT - clarithromycin u amoxicillin uaun metronidazole e u3rybmna gact ot
e(EeKTUBHOCTTa CH M 4YECTO OCHUIypsiBa YCHEIIHa epajukanus npu Makcumym 70% ot
MAlUEeHTUTE, KOETO € J1ajiey Mo/l OYaKBaHMATA 32 HH(EKIMO3Ha OOJIecT.

VYcTaHOBeHM ca pa3IUyYHU NMPUYMHHU 32 HamalieHaTa e(EeKTHUBHOCT Ha CTaHJapTHaTa
TpOifHa KOMOWHAIUS: CHTPYAHUYECTBO M MPHUIBbPKAHE KBM JICYCHHETO, BUCOKA CTOMAIIHA
KHCEJIMHHOCT, BUCOK OakTepuaseH ToBap, OaKTepualeH 1aM U Jp., HO 0e3CIOpHO Haii-BaXkeH
dakTop e yBenmuaBamarta ce pesucteHTHOCcT Ha H. pylori kem clarithromycin. O6mara
clarithromycin-pesuctrentHoct B EBpona ce e yBenuumna ot 9% npe3 1998r. Ha 17.6% mpes
2008r. Pe3ucreHTHOCTTa ce € yBelIMUYWIa B IoBeueTo yacTu Ha EBporma, kato cera pocrura
yectota >20% B crpanure or lleHtpanna, 3anagHa u FOxnHa EBpoma, koero ce cmsAra 3a
BHCOKa cTenieH. EnuacTBeHO B cTpanute oT CeBepHa EBpomna s € <10% u ce cMmsTa 3a HHUCKA.
Bbeirapus cnaza KbM CTpaHHUTE C BUCOKM HMBA Ha pe3UCTEHTHOCT: >15% 3a clarithromycin,
24% 3a metronidazole u kaTo TakaBa, cTaHIapTHATa TPOWHA KOMOHMHAIIMS BEUe HE € METO]T Ha
n300p 3a epajuKalys B CTpaHaTa, ako HE € MPOBeJieHa aHTHuONorpama. Ako Bce nak ce nuzoepe
ta3u cxema (MIII+Clarithromycin+Amoxicillin/Metronidazole), e ymecTHO jeyeHHETO na
npoawsku 10-14 nuu npu Bucoka no3a Ha UIIIT (2x40mg) u eBeHTyanHo JoOaBsiHE Ha IPO-
wii npebuotuk. IIpuema ce, 4e ¢ Te3n MEPKU YyCIIEBAEMOCTTa Ha TpoilHaTa KOMOWHAIMs
MOJKeE J1a ce yBesnuu cpeaso ¢ 10%.

Cnopen npenopbkute Ha Maastricht 4 ot 2014 1, n300pbT Ha TEpaeBTUYHA cXeMa 3a
epanukanus Ha H. pylori ce 6a3upa Ha nokanHarta pe3ucreHTHOCTTa KbM Clarithromycin (¢wur.
1).
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®durypa 1. Cxemu 3a JieueHHE CIIOpET JJOKATHAaTa pe3ucTeHTHOCT KbM Clarithromycin

Maastricht 4 -2010 npenopskn 2a
epagmkanng Ha Helicobacter pylori

SN

Permonu ¢ HACKA PE3HCTEHTHOCT PerdoHH ¢ BHCOKA PE3HCTCHTHOCT
kbM Clarithromycin kbM Clarithromiycin
1ra maaas-HIIT1 - Clarthromycin IFspea nunusa: BAcMyT 9eTBOpHA
Amoxicillin / Metronidazole (axo He € BH3IMOXKHA
ANTepHATHBA OCHSAOBATEIIHA HIIH NOCHEN0BATENHA HIH HECHbARANLA
brcMyT OasHpana eTBopHa 6HCcMYT JeTBOpHA)
JHEAS-b eTBOP!

2pa MHH%_‘I na Bmopa nunus: HIIII-

Levofloxacin/ Amoxicilli Levofloxacin/ Amexicillin

l l

Tpema nunua: BasApada CaMo HA TECT 32 IYBCTBHTENHOCT /PE3HCTERTHOCT

Jleuenne npu Bucoka Clarithromycin pe3ucrenTHoct
UIIII- Clarithromycin 6a3upana TpoiiHa Tepamus ©0e€3 MpeIIecTBaIio

M3CJIeIBAHE HA YyBCTBUTEIHOCTTA HE TPAOBa Ja ce mpuiara B 00JaCTH C PE3UCTEHTHOCT 15-
20%

2.2.1. IIbpBa JIMHUSA HA JIeYeHHE
e Bismuth-6asupana derBopHa KOMOMHAUMsI (EMIUpUYHA  epaauKaIys, 0e3
aHTHOMOTpama)
[Mpoxbmxutennoct 7-10 nau

HNIIII CrangaptHa no3a 2 x nHeBHO /2 X 20 mg
Bismuth subcitrate (subsalicylate) 4 x 120 mg
Tetracyclin 4 x 500 mg
Metronidazole (Tinidazole) 3 x 500 mg

Bismuth-cpabpikarnata yeTBOpHa KOMOMHAIMA € JICYUSHUETO Ha M300p B CTPAHHTE C
BHCOKa PE3UCTEHTHOCT. Hsma ommcaHa pe3ucTeHTHOCT KbM bismuth, pe3ncTeHTHOCTTa KbM
tetracycline e psimkoct B EBpoma, a gecrara in Vitro pesucteHTHOCT KbM metronidazole Moxe
Ja ce Mpeojojee uYpe3 yAbbKaBaHE Iepuoja Ha JedeHueTo. Bompeku romemusi Opoit
TabJMeTKH, KBMIUIAWBHCHT € 3aJOBOJIMTEJIEH M HE Cca ONUCaHM CTPAHUYHU eQEeKTH,
MIPEBUILIABAIIY T€3U MPHU CTaHIAPTHATA TPOHHA KOMOWHAIMSL.

[Ipy HEBB3MOXKHOCT 3a TPWIOKEHHUETO W (HEMOHOCHMOCT, ajleprust u Jp.), ce
MpenopbrYBa MocCienoBaTeaHa Tepanus (5+5) nin Hechabpkaia OMCMyT-4€TBOPHA TEepaITusl.
[TocnenoBarenHara cxema Ha JIEYEHUE € aJIeKBaTHA alTEPHATHBA, JOPU B CTPAHUTE C BUCOKA
pesucteHTHOCT KbM clarithromycin u B HsKOM mNpoyuBaHMs epaaukanusaTa goctura 90%.
YBenu4yaBaHeTo MPOABIKUTETHOCTTA Ha JICYEHUETO HE BIIHsE BbPXY €(PEKTUBHOCTTA MY.

o IlocnenoBatenrna Tepanus (Sequential Treatment) - o0mo 10 jHEK
MOCJIEI0BATEIIHO
[IepBUTE 5 THU
UTIIII 2 X cTaHAapTHa J03a
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Amoxicillin 2 x 1000 mg

+
3a ome 5 qHH
HIIIT 2 X cTaHJapTHA J1032
Clarithromycin 2 x 500 mg
Metronidazole (Tinidazole) 3 x 500 mg
e Hecbabpxkama OHCMYT, 4YeTBOPHA Tepanusi WJIM €JHOBPEMEHHA Tepanus
(Concomitant Treatment) — 5 g0 10 guau
UTIIII 2 X crangapTHa 103a /2 x 20 mg
Amoxicillin 2 x 1000 mg
Clarithromycin 2 x 500 mg
Metronidazole 3 x 500 mg

IIpu Ta3u cxema NepUOABT HA JICUEHHE MOXKE Ja C€ ChbKpaTh Ha 5 IHU. B pasnuuHu
pOoyYBaHMs, €(PEKTUBHOCTTA i € CXOJHA CbC CEKBEHTHUS PEIKUM.

2.2.2. Bropa JuHHs HA JleYeHHe
[Ipu HeycrienieH MbPBH epaiuKallMOHEH Kypc, ce npenopbuBa Levofloxacin- 6azupan
PEKUM KaTO BTOPA JIMHUA HA JICHCHHUC!

e Levofloxacin- 6a3upana Tpoiina koMOuHaMs (a1TepHaTHBA 1)

[Ipoasmxurennoct 10 qan

NIIIT 2x20mg
Amoxicillin 2 x 1000 mg
Levofloxacin 2 x 500 mg

Epanukanus ce nmoctura B > 80% oT cnyyauTte, KaTo e(heKTUBHOCTTa OCTaBa CTaOMIIHA
BbB Bpemeto. Ilpu 3amsma c¢ Moxifloxacin (HO HEe W JApyr TmpeacTaBUTEN Ha
(bIyOpOXUHOJIIOHUTE), PE3YATaTUTE CBHINO ca 3aaoBonuTenHU. OCHOBEH mpobjeM ocTaBa
pa3BUBaIaTa C€ PE3UCTECHTHOCT KbM XHHOJIOHUTE, KaTO HE € MPENOPhUMUTETHO Ta3u cXeMa Jia
ce Tpuiara pH MaueHTH ¢ OOCTPYKTUBHU O€I0ApOOHH 3a00JIABaHus, JICKYBaHU C TSX.

e Levofloxacin- 6a3upana nmociexnoBaTe/iHa Tepanus (aaTepHaTuBa 2)
[Tpunara ce KakTo CTaHIapTHaTa CekBeHTHa Tepamus 3a 10 guu, karo Clarithromycin ce
3amens ¢ Levofloxacin. Epaaukanus e nmocturnata B >95% ot ciydaute npu jo3a ot 2x500
mg JIHEBHO:

[IepBUTE 5 THU

NIIIT 2x20mg
Amoxicillin 2 x 1000 mg
¥

3a owie 5 1HU

NIIIT 2x20mg
Levofloxacin 2 x 500 mg
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Metronidazole (Tinidazole) 3 x500 mg

Axo e mpunoxxena crannaptaa UIIII-clarithromycin 6a3upana TpoiiHa Tepamnus,, U Ts
€ HeyCIIeIlIHa, Ha BTOpa JMHUSA ce nmpwiara Bismuth-cbabpikaiia yeTBopHa KOMOMHAIMS WIIH
Levofloxacin- 6asupan pexum.

IIpn naumenTu ¢ aneprusi koM Penicilliny Amoxicillin Mmo:xxe 1a 0bae 3aMeHeH ¢
Clarithromycin B cbOTBeTHHTE CXeMH.

Hanp. UIIIT + Clarithromycin(2 x 50 mg) + Metronidazole (2 x 400 mg) wm HWIIIT +
Clarithromycin(2 x 500 mg) + Levofloxacin (2 x 500 mg)

[Tpu npenumnza excriozuius Ha Clarithromycin, ce nmpenopbuBa 7-gHeBeH Kypc ¢ UIIIT +
Bismuth subcitrate + Metronidazole + Tetracycline

2.2.3. Tpera J1uHMsA HA JeYeHUe
Crnen Ba HEyCIIEIIHM OMHTA 32 €pPaJUKaIMs, MALMEHTUTE CJeBa fa ObJaT HACOYEeHU
3a MUKpPOOMOJIOTHYHO H3cienBaHe (cien OWorchs) W aHTHOWOrpama, 3a Ja c€ OIpeaein
gyBCcTBUTENHOCTTa Ha H. pylori kbM paznuuHuTe aHTHOAKTEpHATHU cpeacTBa. Kbm neueHue
ce MPUCTHIIBA CIIE/] TOBA, KATO HEYCIelTHa epaJuKaIlIOHHA CXeMa HUKOTa HE Ce MOBTapsl.

2.2. KoHTpOJ1 HA JIeYeHHeTo

Onenkara Ha epajMKalMsTa ciel JedeHue TpsOBa Aa ce U3BBpIIBA Haii-paHo 4
CEJIMUIIH CJIe]I CTIMpaHe Ha JICUCHUETO, a Hail-100pe Ha 2-pus MecCell.

JuxartenHustr TecT U (eKadHus aHTUTeHEeH TecT (JabopartopHo-0a3upaH, c
MOHOKJIOHAJIHM aHTHTEAa) ca HEMHBA3MBHHUTE METOJH, NMPETOPhYAHU 32 OICHKA edeKTa OT
JICYECHUETO.

[Ipu ciyuaure cbe ctomamHa si3Ba 1 MALT-mumdoM, KakTo ¥ MO MpeneHKa Ha
JIEKyBalIMs JIeKap, KOHTPOIBT MOXKE J1a C€ OCBHIIECTBH U C €HIOCKOIICKO MIpOCHesiBaHEe C
omoncum.
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V. OCTPU KPBbBOU3J/INBU
OT I'OPHUA TACTPOUHTECTHUHAJIEH TPAKT

1. OblI1 JAHHH

KpwBouznusu ot ropuus [ UT ce mpuemaT mnpu KbpBeHE, MPOKCHUMAIHO OT ligamentum
Treitzi. Pasmenar ce Ha HEBapUKO3HO M BapHKO3HO KbpBeHe. CheTaBisaBaT 70% OT BCHYKH
racCTPOMHTECTUHANHU KpbBou3nuBU. [lentuunurte s3Bu (66%) u epo3uu (15%) ocraBar
OCHOBHA TpuurHa B HaJ 2/3 3a kbpBeHe oT ropuust [ UT. OcHoBHHTE pUCKOBH (haKTOpH 32
BB3HUKBAHETO UM Ca :
— Ilpuewm Ha nekapctBa karo HCIIBC u anTUTpOMOO3HHU J€KapcTBa
— H. pylori undexmus

Brorpeku Hampenbka B TepamnusiTa U NpopuiakTUKaTa Ha KPbBOU3IMBUTE, YECTOTAaTa Ha
CEpPUO3HUTE YCIOKHEHUATA U CMBPT OCTABAT BUCOKU HABCAKBJIE MO CBETA, BKIIOUUTEIHO U Y
Hac. CmbpTHOCTTA OT KpbBOoM3iuBHU OT ropuust I UT ce 3ana3zBa nocrosinHa - okono 10% 3a
nocienuutre 50 roauau. IIpu BB3pacTHUTE M MBKETE, KAKTO W OOJHUTE CHC CEPUO3HHU
npuIpyx)aBamy 3abomnsiBanust T4 ce ABku Mexay 40-50 %.

2. IMATHO3A
2.1. IIbpBOHAYATHATA OLIEHKA HA MALMEHTHTE ¢ KbPBEeHEe OT FOPHHUA OTHAe] HA

I'MT Bxirousa:

- Omenka Ha XEeMOJAMHAMUYHOTO CBCTOSHHE U  PEAaHUMAIMOHHH  MEPONPUSTHS
(pecycumranusi), ako ToBa ¢ HeobOxomumo (mync Hax 100 ymapa/min, apTepuaiHO
namsirane (AH) mox 100 mmHg

- Ou3MKaJIHU CUMITOMHU

- JlaBopaTopHH MoKa3zarenu

- MakcumaiiHo O6p30 U3BBHPINBAHE HA TOPHA €HIOCKONHS C JUATHOCTHYHA U TEPAIEBTUIHA
(axo € BB3MOXKHO)

2.1.1. AnamMHe3a W (U3MKAJIHO W3CJeIBAHE, BKIIYUTETHO 3aABJLKHTETHO
PEKTAJIHO TylIMpPaHe
- IlpuyuHa 3a KPpbBOM3/JIMBA - MpPEIEHKA 3a MPUYMHATA HA KPHBOM3IWBA (aHAMHE3a 3a
si3BeHa 00JecT, 4epHOAPOOHO WM Jpyro cepuos3Ho 3abomnsiBane, nmpuem Ha HCIIBC,
AHTUTPOMOO3HH JIEKAPCTBEHU TIPOTYKTH)
- Jlokaau3zaums M TeKecT Ha KPHLBOU3JIUBA
O XeMaTeMme3a — BepOosTHA JIOKATHM3AIMs XPaHOMPOBOMA, CTOMAaX, AYOJIEHYM (TO-TEKKO
KBbPBEHE)
O MeJleHa — BepOSTHA JIOKATTU3aIUs YOICHYM, ITHJIOP, MEKEJIOB JUBEPTUKYIT
o xeMaroxesus (OTHENsIHE Ha SICHA KPBbB WM ChCHpEIM Tpe3 aHyca) — BEpOsTHA
JIOKaNU3alust TyoJeHyM, ThHKO YepBO (MaCUBEH KPHBOU3IINB)
Texka kpbBO3ary0a 1 MOBUIIIEH PUCK 3a )KUBOTA HA MAIMEHTa Ce MPEAroiara npu:
- HSIKOJIKOKPATHO IMOBPBIIAHE HA CBEXa KPBB , HIKOJIKOKPATHU MEJICHU, XeMaTOXE3Hs
- (Qu3MKaTHU CHUMITOMH Ha TMPEANIOKOBO W IIIOKOBO CBHCTOSIHHME:  yCKOpsSIBaHE Ha
ChpJeUHaTa YectoTa ¢ moBede oT 20 ymapa/min u crmagaHe Ha cuctoiaHoTto AH ¢ 10-20
mmHg npu npomsiHa OT JIeTHAJIO B CEIHAIO WM M3MPAaBEHO TMojoxkeHue; mynac Haa 100
yaapa/min, AH mox 100 mmHg 3a cuctomunoTo u mox 70 mmHg 3a quactomHoTO
- (¢usukamHu Oee3u 3a XUITOBOJIEMUS/IIIOK, aHEMUS
TexxecTTa Ha KPHBOM3IINBA, Bb3 OCHOBA Ha OTKJIOHCHHSTA B XeMAaTOJIOTHYHUTE MTOKA3aTeIH U
XeMOJMHAMHYHUTE OTKJIOHEHHUS C€ OIICHSBA KaTo
- Jlex
o Epurponuru >3,5 T/I; xemornooun >100 g/l; xemarokpur 0,40 — 0,35 L/I,
o P>100 ya/min; cuctomno AH >110-100 mm Hg
[Ipennonaraema kpbBo3aryoa 1o 300 ml
- CpeZlHO TeXbK
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o Epurporuru 3,5-2,5 T/1; xemorinooun 100-80 g/l; xematokpur 0,34-0,25 L/I

o Cucromao AH 100 — 80 mm Hg

[Ipennonaraema kpbBo3aryoa 300 mo 800 ml
- Texbk

o Epurponuru <2,5 T/1; xemornooun <80 g/l; xematoxkpur 0,25 —0,15 L/I

o Cucroxno AH 80 — 60 mm Hg

[Ipenmonaraema kpbBo3ary6a Haa 800 ml.
ITpu TEXKO CHCTOSHHE € 3aab/DKUTENIHO mpociensBane Ha IIBH u uacoBa aumypesa, u
nokaszatenure Ha ObOpeuHaTa QyHKIHS.

2.1.2. CnemiHa eHI0CKONNSI (OCHOBEH TMATHOCTHYEH METO/)

Ompenens ce Karo CIeliHa, ako € M3BBPIIM 10 24 Yac OT MPeanosiaracMoTO HAadaylo Ha

KPBBOU3JIHBA

- W3BbpiiBa ce B YCIOBHUSATA Ha aKTUBHO HAOJIOJICHWE W PEaHMMAIIMS Ha MalleHTa B
OOJIHMYHO 3aBeJIEHHUE

- [Ipu KpbBOU3IMBHU, NPEICHEHN KATO JIEKU U CPEIIHO TEKKH, C€ M3BBPIIBA YCIIOPETHO C
peaHUMAIIMOHHUTE MPOLEAYPH U (apMaKOIOTHYHO JICUCHHE

- [Ipy KpbBOM3IMBHU, NMPEICHECHN KAaTO TEKKH U IIOKOBU CHCTOSHHS CE€ W3BBPIIBA CIC]
CTaOMIM3MpaHe Ha XeMOJAMHAMHKATA U OBJIAJ[IBaHE Ha IIOKA

OCHOBHH LIEJIH.

- YCTaHOBSIBaHe Ha N3TOYHHKA HaA K’BpBeHe

- OIICHKA Ha aKTUBHOCTTA M TEXKECTTAa Ha KbPBEHE (MPOrHOCTUYHU KPUTEPUH 32 PEIHMIUB HA

KBPBEHETO U MPESIKUBSIEMOCT)
- €HJOCKOIICKO JI€YCHHE

Kaacuduxkanusara na FORREST 3a aktuBHocTTa Ha KbpBeHeTo OT 1994 r. (mpunara ce
3aJIBJIKUTEIHO 32 OLIEHKA Ha TEXKECTTA MPU S3BEHO KbPBEHE)

AKTHUBHO KbpPBEHE:
la - aprepuasiHo KbpBEHE (CTPYHHO)
Ib - kanunsipHO KBpBEHE (CTHYAHE, ChII3CHE)

benesu 3a kppBeHe (MpeAmecTBaio KbpBEHE)

IIa — cb10OB UyKaH - BUIUM KPBBOHOCEH ChJ]
[Ib — koaryny™m (BbpXy IpearnosaraeM U3TOYHUK, TOKPUBAII] s13Ba)
IIc — xemMaTHHOB Hajen (BbPXY MPEANOIaraeéMusi U3TOYHUK, TOKPUBAIL 513Ba)
III. be3 nanHu 3a KppBeHE (HaIUIE ca MOP(OIOrHYHU TPOMEHH, MIPEIoIaraéM U3TOUYHUK Ha
KBbPBEHE — A3BH, €PO3UH)

2.2. OueHKa Ha PUCKAa 32 MO-JIOLIA MPOrHO3a U PellINB HA KbPBEHETO
-  Knuanuynm: XemoauHaMMyHa  HECTAOMJIHOCT, aKTHMBHO KBbpPBEHE (XemaTemesa,
XEMaTOX€e3Msl, HAKOJKOKpaTHa MEJIEHa, €THOBPEMEHHO MEJIEHA U XeMaTeMe3a)
- EHpockorcku: pa3Mep M JoKalu3alys Ha s3BaTa U aKTUBHOCT Ha KbPBEHETO-
BHCOKO pHCKOBU 3a penuauB Ha kbpBeHeTro ca F I, F Ila, F IIb. Ilpu Tsax pexwbpBene ce
HaOmonaBa ot 43% 1o 55% cpemy 5% mpu F 1II, a cmepTHOCTTA € choTBeTHO 7% - 11%
cpemy 2%.
— JHpyru: Bw3pact > 60 1, chobTcTBamiM 3a00isBaHUS  (CEPUO3HH, MHOXKECTBO;
YepHOIpoOHA HEJOCTAThYHOCT, ObOpEeYHa HETOCTATHYHOCT), ATKOXOJIN3bM
— Kom06unupanu 6anoBu cucreMu
[Tpu BuCOK pHCcK ce Hajara (apMaKOJIOTWYHO, CIEUIHO E€HJIOCKOICKO JIEYeHHE WU
WHTEH3UBHU T'PUXKH, @ IPU HUCHK PHUCK CE 3a1l04Ba JIEKAPCTBEHA Tepanusl.
Glasgow-Blatchford Risk Score ot 2000 r. (Ta6:x. 1) e Haii-100pe BaIuaMpaH U ce
MpernopbyBa OT MEKIYHAPOJHUTE EHIOCKOICKM AacolMallii 3a OIIEHKa Ha TeKecTTa Ha
KbpPBEHETO INpenu eHaockonus. HyknaTta oT crnemHa XOCHUTalIn3alys U JEUYEHUE Ce Hajlara
IIpU CKOp > 6, MOpajy pUCK OT TEKKO NPOTHUYAHE U HEOOXOJUMOCT OT JICUCHHE.
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Ta6muma 1. Glasgow-Blatchford Risk Score 3a omnenka Ha TexecTTa Ha KbpPBEHETO OT TOPEH
I'UT.

PuckoBu MapkepH Npu XOCUTATU3ALUS ban

Ypes

>6-.5 <8.0

>8.0<10.0

>10.0 <25.0

| WIN

>25

Xemorno0uH (g/L) -Mmbixe

>12.0<13.0 1

>10.0<12.0 3

<10.0 6

Xemorsio6un (g/L) -sxenn

>10.0<12.0 1

<10.0

Cucroino AH (mm Hg)

100-109 1

90-99 2

<90

w

JApyru noxasarejim

[Tync >100 / min

Menena

CuHKOII

YepHoapoOHO 3a00msiBaHE

NN

CppredyHa HELOCTaThYHOCT

3. JEHEHHUE

Jleuennero OuBa (hapMaKoJIOTHYHO, €HAOCKONCKO M omnepaTtuBHO (Pur. 1). ObmuTe
TEpaneBTUYHH W PEAHUMAIMOHHM MEpOIPHATHS 3alo4BaT MpEeAd IOCTHIIBAHETO B
OOJTHMYHOTO 3aBe/ICHNUE W MPOIBIDKABAT CIIE XOCTIUTATN3AIUATA.

- Cnopen mocnennure npenopbku ot 2015 r. Ha EBpomneiickara acommarus o
racTPOMHTECTHHAIHA €HIOCKOIHS ITOCTaBsIHETO HAa HA30TacTpalHa COHJA W MPOMHBKA HE ce
npernopbuBaT. KpbBonpenusane ce o0chkaa npu xemoriaooun nox 70 g/L, mpu oueHka Ha
pHUCKa OT ChPJIEYHO-CHJIOB MHIIUJAEHT U IPYT'H PUCKOBU (HaKTOPH.

3.1. ®apmMaKoJIOrH4YHO JeYeHUe C AHTHCEKPETOPH M Ba30aKTHBHH JIEKAPCTBA.
IIpoBexkma ce MO BCSIKO BpEeME — CAMOCTOATENHO HMIM B KOMOMHAIMS C E€HIOCKOIICKA
XeMmocTasa (peau, o BpeMe U Clie]] €HJO0CKOMHATA)

3.1.1. AHTHCeKPETOPHA Tepanus
HIIIT — ocHOBHO CpeACTBO 3a JICUCHUE
- mo- edpextuBHU OoT H2 Omokepure 3a mpenoTBpaTsABaHE HA pPEUUANB Ha KBbPBEHE -
HaMaJIsiBa HyXJaTa OT MMOBTOPHA €HIOCKOIICKA XEMOCTa3a U CIICITHA XHUPYPTHUs
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-  TpWIOXKEHH 1.v B JTHEeBHa no3a A0 3 mo 80 mg bolus, mocnenBaHu OT NMpOIBDKATETHA
nHpy3ust oT 8§ mg/ yac 5 1HU cien OBIaAsBaHe HAa KbPBEHETO .
- camo Bucokarta no3a WIIII uHTpaBeHO3HO HamalsiBa XUPYPrHYHUTE WHTEpPBEHIMHU, Oe3
MIPOMSIHA B CMBPTHOCTTA
H2 6nokepu
— Morar ga obaar nosiesnu npu CS, o He npu [
— famotidine - 1o 40 mg/4 yaca wu ranitidine 1o 600 mg/nHEBHO

3.1.2. JleueHnne ¢ Ba30aKTHBHHU JIeKAPCTBEHH NMPOAYKTH

- Terlipressin - B mo3a 1- 2 mg/na 4 4aca i.v. bolus 3a 24-48 vaca, ciex ToBa 1 mg/ Ha 4
yaca 00110 3a 5 1HU

- Octreotide - 50 pg i.v. bolus ¢ mocienBaina uady3us Ha chinata go3a 3a lgac (50 pg/l
yac) oT 124aca 10 5 nau. [IpenapaTbT MOXe Aa c€ MPUIIOKHU U TTOJIKOXKHO.

- Somatostatin — uH(py3us or 6 mg Somatostatin (2 ¢uakona or 3 mg ) B 500 ml
¢dbuznonornueH cepym 3a 24 yaca. EZHOBpeMEHHO ¢ HAyajaoTO Ha MPOIBJLKUTENIHATA
nH(y3us ce npmwiara 6oiyc - 1 dpaakon ot 0.25 mg (3a manueHT ¢ Terio 75 kg e paBHO Ha
3.5 mcg/kg /ugac). IloBropHa Oomyc mo3a Moxke Aa Obae HampaBeHa | min mpenu
€H/IOCKOIICKOTO M3CJe/IBaHe. boiryc o3uTe ce BhBEXkAaT OABHO MHTPAaBEHO3HO (>1 min).
[IpoabxuTenHOCT Ha JiedeHHeTo ¢ uHPy3un e muHumanHo 48 4 go 120 yaca (5 nHm).
Honyctumu ca 4 6oiyc 1031 npe3 nbpBute 12 yaca u ome 4 - 3a octaBamure 108 yaca

3.2. EHI0CKONCKO JieueHne (eHI0CKOICKAa XeM0CTa3a)

— CpenactBo Ha MEPBU U300P MPU AKTUBHO KbPBEHE WK Oelie3H 3a KbPBEHE U PEKbPBEHE

— Hma mpeauMcTBa mpes BCUYKHM JAPYTH METOAM - EHIOCKOIICKAaTa Tepamus € BUCOKO
e(eKTUBHA TP BUCOKOPUCKOBH MalMeHTH (IbpBOHAavYaiHa xemoctasa B 70%)

— HawmassiBa mo-HaTaTHITHOTO KbPBEHE, PEIUIUBUTE OT KbPBEHE, TPAHCHY3UUTE U HYK1aTa
ot xupyprus o6mio ¢ 60%. [TogoOpsiBa mporHo3aTa

— Engockorcka Tepanus MOXe Ja He Ce U3BBPIIU MpH JTUIca Ha SCHU Oelie3u 3a KbpBEHE U
HHUCBHK PUCK — IIPH sI3Ba CbC CHCUPEK - MOkE camocTositennHo UIIIIT.

CpIiecTBYBaT MHOYKECTBO €HIOCKOIICKM MEeTOu. JIumncBa sICHO MpeJuMCTBO Ha €IMH METOJ
npeJ IpyT: eNeKTpo- /Tepmokoarynanus, jdasep /AIIK, MHXeKIMOHHA Tepanus ¢ pa3iIuyHH
CKJIEpO3MpAIllY BEILECTBA, IOCTaBsSHE HA KIUIICOBE, IUTUPAHE U JP.

[IpernopbuBaT ce KOMOMHALMKM MEXJy Pa3IMYHUTE EHIAOCKOINCKH METOJIU (MHXKEKIMOHHA
Tepamnus + TepMaliHa + OCTaBsHE Ha KIIMIICOBE)

3.2.1. Ilpn HeBapMKO3HO KbpPBeHe
— llpu ycnemHa eHZ0CKOIICKA XeMOCTa3a

o kiauHU4HO npocnenssane , UIIII - PO B no3a crnopen npuunHara, epagukanys Ha
Hp npu no3utuBeH TecT (MIpH HETaTUBEH TECT — MOBTOPHO M3CJIEIBAHE), KOPEKIIUS
Ha JIeueOHM CXEMH C JIEKapCTBEHH Ipernapatd, CBbP3aHU C IMOBMIIEH PUCK 3a
KbpBEHE

o Huckara no3a ACK (mog 81 mg) 3a BTOpHYHa ChpAEYHO-CHOBA MPO(UIAKTUKA
TpsibBa na ce Bb3craHoBU BefHara nipu F llc u IIl, naif-pano cien 3 auu — npu
BHUCOK PHUCK OT PEKbpPBEHE

— Ilpu Heycnex: nepcucCTUpAINO WIN PELUIUBUPALLO KbPBEHE
- AprepuanHo kbpBeHe (Forrest la) — onepatuBHO JeueHue
- TloBTOpHa €HIOCKOIICKa XeMocTa3a: NpU ycleX — HaOJII0JeHHEe M KOHCEPBAaTHUBHO
JIEYEHUE, TIPU HEYCIIEX — ONIEPATUBHO JIEUEHUE
— Ilpu ocTpu epo3uBHU XEMOpPAarMyHU TacCTPUTH, YCTAHOBEHH EHIOCKONCKH U H
HEOBJIaJIIBAaHE HAa KBPBEHETO CJeJ peaHMMAIMOHHUTE IMPOLEAypH, C€ NMPEMUHABa KbM
XUPYPTUUYHO JICUCHUE.

— Cnen oBnajsBaHe Ha KbPBEHETO CE ITPOBEXKIAa BTOPUYHA NPOPUIAKTHKA:
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o Epanukanus va H. pylori
o Ilporexkmms ¢ UII (eguamuna mo3a) mpu npuem Ha HCIIBC, anTHTpOoMOO3HA

Tepanus.
KbpBene ot ropen I'HT
JlekapcTBeHU
____________ NPOAYKTH
¢ < UIIIT
XoCTuTaIu3aIus - ,BaSOOIaKTI/IBHI/I JIIT
- 1
‘,—"— 1
XeMoMHaMUYHA KOPEKIIUs £ 1

Y
Bene3n 3a HEaKTUBHO KbpBeHE <€€— EHJIOCKOIIN J+——> DBenesu Ha aKTHBHO KBPBEHE

| | |

Jleuenue Ha s3BaTa ¢ UIIII,

Ba30aKTHBHUTE JIEKAPCTBA CE CIIUPAT P Enjorepanust

v

IToBTOpHA eHpOTEpanus A\

¢ Vcemex

Xupyprus |(— Heycnex

@urypa 1. TepaneBTUYeH aAropuThbM IPU HEBAPUKO3HO KbpBeHe oT ropHus ['UT

3.2.2. Ilpu BapuKO3HO KbpPBeHe
Ennockoncka xeMmocTaza — OCHOBHO E€HIOCKOIICKO BPB3KOBO JIMTMpaHe Ha (oHa Ha
HenpekbcHata HQy3us ¢ Terlipressin i Somatostatine
AnTnOuoTHIM (MHQpEKLUs), JakTylno3a (eHuedanonarus), KOpekuus Ha ObOpeuHaTa
byHKIHS
[Ipu ycnex — HaOnroA€HNE C MOCIEBallla BTOPUYHA NTPOPUIAKTHKA
AKO KbpPBEHETO MPOIBJIKABA WIH PELUAUBHpPA CE€ MPENOPbUBA BTOPU EHIOCKOIICKU OMUT
B paMKuTe Ha 24-484 Ha (hoHA Ha JIeKapCTBEHA Teparus
IIpu Heycnex - a1TepPHATHBHO JICYeHHE
banonHa TammnoHasa - caMo NpU MacHBHO KbpPBEHE KaTo “MOCT” KbM JA€()UHUTHBHOTO
JIeYeHue
JXuBorocnacsiBaiia Tepanus B 3aBUCUMOCT OT ONUTa B CTpaHaTa M CHCTOSIHUETO Ha
oomuust: TIPS, xupypeuuno newenue uiu mpaHcnianmayus

XI/IpprI/IQHO JCYCHHUC CC 06C’L)KI[8. IIpU OYaKBaHa ;[o6pa MMPOrHo3a Ha ManucHTa.
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V. XPOHUYHU BB3NMAJTUTEJHU 3ABOJIABAHUSA HA YEPBOTO (XB34)

1. KPATKA OBIIIA XAPAKTEPUCTUKA HA XB34

XB3Y BriroyBaT rpyma oT 3a00JsIBaHUS, HAH-YECTUTE OT KOUTO ca YJIIEPO3HUS KOJIUT
(YK) u 6onecrra Ha Kpon (bK). CpaBuurenno psako (10-15%) Bb3mamuTeIHUST MpoIieC
npotuya ¢ Oene3n Ha JBere 3abonsiBanHus. ETHonorusta He € mM3BecTHa, MOpagl KOETO BCE
Ollle JIMIICBAa €THOJIOTMYHO JiedeHue. Te ce pa3BuUBaT B pe3ysTaT Ha TIE€HETUYHA
MPEIMCIIO3UIMS KbM NATOJIOTHYHO B3aMMOJCHCTBIE MKy UMyHHATa cUcTeMa c (haKTopure
OT OKOJIHATa Cpela, BKIIOYUTEITHO HOPMAaJHHUTE JIyMEHHH 4YpeBHHU Oakrepuu (OakTepuaiHu
auturenu). @akrtopure OT BBHIIHATA Cpela UrpasT poJsITa Ha IYCKOB MEXaHU3bM
(BB3ACHiCTBHE BBPXY MMYHHaTa cuctema). Jucperynanusara Ha uMmyHHaTa cuctema Ha CUT
BOJM JI0 aKTUBHO XPOHUYHO Bb3MasieHue u nectpykuus va ['UT.

XB3Y ca conuanHO 3HaYMMHU 3a00JIsIBaHMA. 3aMo4YBaT MPEIUMHO B JIE€TCKa U MJjaaa
aKTMBHA BB3pPACT M MPOABIDKABAT Mpe3 IeNids KUBOT. 3a0oysgBaHHATa Ca XPOHHUYHU C
nporpecuBHO yBpexaane Ha ['UT, cucteMHM M M3BBHUPEBHU IMPOSBU U MHBAIUAU3UPAHE.
[Ipotnyar ¢ pa3iIuyHU MO MPOABIHKUTETHOCT M TeXecT (Pa3u Ha aKTUBHOCT, JIOKAIHU U
CUCTEMHHU YCIJIO)KHEHHS, HIKOM OT KOUTO ca ’KMBOTO3acTpaulaBallid. PUCKBT OT pa3BUTHE HA
KOJIOPEKTAJIeH KapIMHOM TpHU JABETe 3a00JsBaHUS M KAPLUMHOM Ha >KIBbYHUTE MBTHUIIA MPU
VYK (B xomOunanus ¢ IICX) HapacTBa IpOrpecuBHO € MPOABIDKUTEITHOCTTA HA 3a00JISIBAHETO.
OnepaTuBHUTE MHTEPBEHIMU ca 4ecTU. BCHMUKO TOBa OTKBbCBA OOJieqyBalIMsAT OT HEroBaTa
cpena, 3aTpyIHsABa €KeIHEBHATA M COLMAIIHATA MYy aKTUBHOCT U TPYAOCHOCOOHOCT (B OKOJIO
70%), Hajara 4ecTu XOCIUTAIU3AINH U MPOIBIDKUTENHO JiedeHne. KauecTBOoTo Ha KUBOTaA €
PSA3KO HaMajeHO. Bb3HUMKBAT TEKKH ICUXOJOTMYECKU U couuanHu npodiemu. Heobxonnmu
ca 3HaYUTETHU (PUHAHCOBH Pa3XO/H.

XB3Y ce cpemar mpeaMMHO B pa3BUTUTE CTpaHU. YecToTata UM HEMPEKHCHATO
HapacTBa, npeJuMHO 3a cmeTka Ha BK. Yectorata Ha BK e 50/ 100 000 nymwu HaceneHue, a
Ha YK - okono 160/100 000 mymu wacenenue. Ilo-romsima € yecTtorara B CTpaHHUTE Ha
Cesepozanangna Epoma. Ilo nanHum Ha EBpomeickoTo KonaOOpaTMBHO MpOyYBaHE
HoBopeructpupanute ciaydau ¢ BK B FOxna EBpona ca 3.9/100000 nymmm cpeury 7.0/100 000
nymm HaceneHue B CeepHa EBpomna, cborBeTHO 32 YK - 8.7 10 10.7/100000 B FOxHa EBpOna
u 11.8/100 000 mymm nHacenenue - B CeBepHa EBpoma. 3a bowirapust nurcBaT TOYHH
eMHUIEMHOJIOTUYHU JaHHU 3a JIBETE 3a00JI1BaHUsL.

[To nmanan Ha H3OK 3a romummuusg Opoil OonHM 1o 3a00JsiBaHUs, BKJIIOYEHHU B
Hapen6a 38 3a 2014 1, ca oruerernn 1101 330J1 ¢ BK u 2515 — ¢ YK. B kiunnunara
MpaKTHKa ce HaOroJaBa TEHACHLMS 3a HapacTBaHe yecToraTa Ha bK B milama Bb3pacT mnpu
OTHOCHTEJIHO 3amna3eHa yectora Ha YK.

BbK ce xapakTtepusupa cbC CETMEHTHO BB3MaJIeHHME M JECTPYKLHMs Ha LisjaTa CTEHa
(TpaHCMypallHO) Ha 3acerHaTHs/Te ydacTblid. Moke na 3acerHe Bcska vacT Ha [UT- ot
yCTHAaTa KyXHHa /10 aHyca, HO Hal-4eCTO aHraxmpa TEPMUHAJIHHS WIeyM U lekyma. YK
BKJIIOYBA XPOHMYHO BB3MaJIEHHWE M S3BM HA JIMraBUIaTa Ha Je0eiI0To uyepBo. 3amoyBa OT
peKTymMa M C€ paslpocTpaHsBa TOCJIEIOBAaTeNIHO JI0 TBHKOTO uepBo. [loHskora
pasrpaHMYaBaHETO MEX]y JABETe 3a00JIIBaHUS € TPYJHO M MOXe Ja ObJe M3BBPLICHO NMPH
mpociensBaHe B xoja Ha 6onectTa (cMsiHa Ha Buaa bK wnu YK BB Bpemero).

Hexnacuduupano Bw3manmurenHo 3aboisBane Ha depBoro (B3YH) e tepmun 3a
0o003HaUY€HHE Ha Majka 4acT OT CJIydauTe, MPH KOUTO OKOHYATEIIHOTO pasrpaHUyaBaHE
mexay YK, BK u gpyrute konutu He Moxe Ja Ob/e HampaBeHO ChC CTaHJApPTHUTE
U3CIIeABaHMSL.

Henerepmunupan konut (HK) e TepmuH, M3M0a3BaH OT MAaTOJIO3UTE 33 OMMCAHUE HA
MaTepuaau OT KOJEKTOMUS, B KOUTO UMa XMCTOJIOTMYHM JaHHM KakTo 32 YK, taka u 3a bK.

N3BbpHUpeBHUTE M35BM Ha XB3U ce HabOmomaBar B okosno 60% ot marnuenTtute. Haii-
YECTH Ca Te3W Ha ONOPHO-JIBUraTelHaTa CUCTEMa, KoXaTa M OYuTe, a Hal-pelKku —
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MMAHKPEATHUT, BACKYJIUT, MEPUKAPIUT U MHUOKAPAUT, ABTOMMYHHAa XEMOJIMTHYHA aHEMHS M
TpoMOO3HTE.

XB3Y Haii-uecTo ce IposiBsiBA B Kpas Ha IOHOIIECTBOTO M HAyajoOTO Ha 3psiara
BB3pPACT, C €JHAKBa 4ecToTa B ABaTa nosia. CUMITOMHUTE BapupaT CHOpE] JIOKAIA3ALUATA,
MPOTHYAHETO M TEXKECTTa Ha 3a00JsIBAHETO, HAJMYMETO HA €KCTPAWHTECTUHAIIHU MPOSBU U
MIPOBEXKIAHOTO JICUEHUE.

Jluncea 3mareH cranjapt 3a auarHo3ata Ha XB3UY. Ts e koMiiekcHa u ce 0a3upa Ha
KJIIMHUYHUTE CUMITOMU U OeJe3u, KaKTO U Ha Pe3yaTaTUTE OT €HJOCKOICKUTE, XUCTOJIOTMYHH,
PEHTTCHOJIOTUYHN/U300pa3UTETHN U JIAOOpaTOpHU M3CieBaHMA. BrirouBa yTOUHSBaHE Ha
Buna Ha XB3Y, 3acerHarus oprad M pa3snpoCcTpaHEHUE, aKTUBHOCT U aHTAKUPaHE Ha APYTH
OpraHu.

CoBpemenHoTo jedenue Ha XB3Y ce 6a3upa Ha pa3npoCTpaHEHOCTTA, AKTUBHOCTTA U
€CTeCTBEHHs XOJ Ha OosectTta. MHOMBHIyanHaTa OLEHKAa Ha HEONArONMpHUSTHUTE PHCKOBU
(bakTopu nmoxarnomara ONTUMU3UPAHETO My. TepaneBTUYHHUTE LIEH ca:

1. Jledenue no mbiIHA (IBIOOKA) PEMHCHS C C ITBIHO O3/IpaBsSBAaHE HA JIMTABUIIATA, a HE
CaMo MOBJIMABAaHE HA CUMIITOMUTE BKJIFOUBAILO:

- Knunuuna pemucus (<3 nedexanuu/mHEBHO 0€3 KbpPBEHE) - HOpPMaJIM3UpaHE Ha
WHJICKCA HAa KIIMHUYHA aKTHBHOCT

- Enoocxoncku 30pasa easuya
- Xucmonoeuuna pemucus (JUICa HA OCTPO BH3MAJICHHUE)

- JlombHUTETHY MOKAa3aTeNu 3a OLIEHKa Ha 03/]paBsila JuraBuua (IbjIHa pEeMUCHS) -
Hopmainnu ¢exannn Mapkepu - KalIpOTEKTHH U JaKTO(hepuH

2. [Mlonnbpkane Ha crabWiHa peMUCHs 0e3 KOPTUKOCTepOMIW — 3a Ja ce
M30erHaT/HAMaJIST YECTUTE XOCIHUTAIHM3AINH, YCIOXKHEHHMsITa Ha YK WM Ha JICUEeHHUETO,
XUPYPrUYHUTE WHTEPBEHIMU (ONpelessiHe Ha ONTHMAjJHOTO BpeMe 3a XUPYPrus),
TUCTUIA3HUATA U HEQYHKITHOHUPAIIIOTO YEPBO.

3. [TomoOpsiBaHe Ha KAYECTBOTO HA KHBOTA

CrpiiecTBYBaT J0Ka3aTeNICTBA, Y€ PAHHOTO WHTEH3MBHO JedeHue npu XB3Y c
MMYHOMOJYJIATOPH W/MJIM OMOJIOTHYHH CPEJICTBA € CBBP3aHO C TOBHUIEHA BB3MOXKHOCT 3a
MYKO3HO O3[paBsBaHE M PAaHHO IOCTUTaHe Ha TpaliHa pemMucusi 6e3 KOPTUKOCTepOouau. 3a
paHHa WHTEH3WBHA TEPAITUs ca IMMOKa3aHU HE CaMO CIyYauTe C YMEPEHOTEXKa U TexKa Ghopma
Ha 0osiecTTa, HO M Te3U C OYaKBaHa TpaifHa MHBAJIUAW3ALUS U/WIN T€XKKa OOJECT CKOpO Cllel
MOCTaBsHE HA JMArHO3aTa.

Jleuennero Ha ycioxHeHusiTa Ha XB3U - crtpuktypu, creHo3u (¢puOposHn),
BB3MAINTENICH TyMOp, adcriecH, QUCTyH, MAIMTHEHA JereHepanus, nepdopaius, MaciBHA
XeMoparus, TOKCHYHa AUaTalus, € OrnepaTuBHO.

OOmm KaTeropuu ¥ ONpEeNiCHWs C€ H3IOJI3BAT W TPH JBETe 3a00NsIBaHUS 32
MpocCJiesIBaHe Ha TEPANEeBTUUHUS ePEKT:

1) Pemarnic ce mpuema mpu mosiBa Ha CUMIITOMH TPU TAIWEHT B KJIMHAYHA PEMHUCHS —
CIOHTaHHA WM clel (apMakolornyHo JiedeHue. [loTBbpikaaBa ce upe3 pe3yiaTaTd oOT
nabopaTopHH, OOpa3HW U CEHIOCKOICKH W3CleABaHusA. ToW OwBa paHEeH TpU TOsBa
HaKJIMHUYHA CUMITOMHM JO0 3 Mecella clel IOCTUTaHe Ha peMucus Ha ¢QoHa Ha
¢dapmaxosornyHo jeuenue. Penancure ca Heyectu (<1/roauuiHo), yectu (>2/TOIUIIHO) WU
MIOCTOSIHHU (TepcucTipane Ha cumntToMuTe Ha akTuBHAa BK nnn YK 6e3 nepuoa Ha pemucus).
2) Pedpakrepno na koptukoctepounu XB3Y (bK unu YK) ce mpuema npu akTHUBHOCT Ha
3a00JIIBaHETO, HE3aBUCHMO OT JICUCHHETO C npeann3oioH a0 0.75 mg/kg/mueBHO 3a mepuoj
Hag 4 ceIMUIIH.

3) 3aBucumo ot koptukocteponan XB3Y (BK mmm YK) BK Bxmtousa: 1. HeBb3moxkHO
penyuupane Ha KC mox mo3a, ekBuBajieHTHA Ha TIpeIHn30J10H 10 mg/nHeBHO (Miu Oyae30HU,T
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moa 9 mg/mueBHo 3a BK) mpe3 mbpBuTe 3 Mecenma OT HAYalOTO HAa KOPTHKOCTEPOWHATA
Tepanus 0e3 akTUBHpaHe Ha 3a00msBaneTo wiK 2. Penaric, HacThiwa 10 3 Mecela OT CIupaHe
Ha KC. OuenkaTa 3a KOpPTHKOCTEpPOUIHATA pepaKkTEpHOCT WM 3aBUCHMOCT TpsOBa Ja ce
HaIpaBH clie]] U3KITI0UYBAHE Ha CHEIM(PUUHU 32 3a00JIIBAHETO YCIOKHEHHUS.

Pannara auarnosa, JieueHUETO, MPOCIECASIBAHETO U IPIKUTE 3a manueHture ¢ XB3U
ca TPyAHU M M3UCKBAT MYJTHAMCUUIUIMHAPEH noaxol. I1o Ta3um npuunHa, 1o unenus CBAT Te
CE U3BBPIIBAT B CHECIUAIM3UPAHH [ICHTPOBE, IPUTEKABAIIN ITBIHUS HAO0p OT HeoOxoaumaTa
amaparypa, pa3HOOOpa3HH MEIUWIUHCKA (OCHOBHO TacCTPOCHTEPOJO3HM U XHUPYp3H) U
HEMEJIMIMHCKHU CHEIMAIIUCTU C ONUT U HAl-BUCOKO HMBO HAa KOMIIETEHTHOCT 3a M3BBHPIIBAHE
Ha IUIOCTHATa JUArHOCTUYHO-TEPANEeBTUYHA JIEHHOCT U MBJIHUS 00eM HEOOOXOIUMH TPUKU
3a nmaenture ¢ XB3Y.

2. BOJIECT HA KPOH (BK)
2.1. KJIACHOUKALUS

3a knacudunupane Ha BK ce u3nonza Mounpeaiickara knacudukanus ot 2005r., KosSTO
BKJIFOYBA CJICJTHUTE KATETOPHHU:

Bb3pact npu nocraBsiHe Ha JUarHo3aTa A1 <16

(roauHM) A2:17-40
A3 > 40

UToxanmzanys L1 Uneym
L2 Konon

L3 Uneym u Konon

.4 N3omupan ropen [ UT (mogudukarop)

[ToBenenue B1 HectpykTypupalio, HENEHETPUPALLO
B2 cTpykTypHpamio
B3 Ilenerpupariio

Monudukarop P: [IepnananHo 3acsraHe

A. Bp3pacT npu nmepBarta quarsHosza: Al jou na 16 r., A2 or 17r. 1o 40 r., A3 Han 40 r. BeB
BpEMETO C€ TIOBHWIIaBa Opos Ha CJlydyauTe, NPOrpecHpamid oOT HeNeHeTpuparia/
HECTPUKTYpHpaIa 00JIeCT KbM CTPUKTypHUpAIlla U IIEHeTpHupala 00JecT.

2.2. OHNPEIEJEHUS

2.2.1 Knmanyna akTuBHOCT. AxtuBHaTa bK OuBa Jyieka, ymepeHa M Texka
(trabm. 1). 3a omenkara ¥ ce umsnomBa Crohn's Disease Activity Index (CDALI).
AxtuBHa Oonect HabK ce mpuema mpu croiiHoct Ha CDAI >150, a xnuHu4Ha
pemucus - mpu CDAI <150.

Tabmuia 1. Crenienn Ha aktuBHOCT Ha BK.

Uleka YMepeHa Texka

ExBuBanent Ha CDAI ExBuBanent Ha CDAI Frausanent na CDAI
150-220 220-450 > 450

3ary0a Ha TenecHa Maca noj; MlarepmurenTHo nospbiane |Kaxekcus (MTM > 18
10% Wy 3ary0a Ha TejecHa Maca |Kg/m2) WM JaHHH 3a
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Hagl 0%

00CTpyKIIUs, Uiau abciec

be3 manHu 3a 00CTPyKIIHUS,
MOBHIIICHA t, MeXUApaTalus,
a61oMUHATHA

HeedextuBaa Ttepamus 3a
exo 3a00JsIBaHE WIIH
HaJIMYMe HA PE3UCTEHTHA/

[lepcuctupane

n/unun CRP—00HMKHOBEHO, HO
HE 3a1bJDKHUTEITHO
Hag I'PT

3a6. CumnroMuTe Ha O6Cpr1(I_II/I$I HC BHHAIru Ca CBBP3dHHW C BB3NAJIWUTCIIHA AKTHUBHOCT,

KaJIMIPOTEKTUH
/v CRP—uan I'PT

€3UCTEHTHOCT/ Maca WiIn
P 0oJie3HeHa Maca; 0e3 sIBHa CHMITOMHTE Ha (oHa Ha
00JIC3HCHOCT
O0OCTPYKITHSI WHTEH3MUBHO JIEUECHHE
DekajieH KalIpOTEKTHH Dexanen dekaleH  KaJMPOTCKTHH

u/vunu CRP-toBumien/u

HCO6XOI{I/IMO € U3CJICABAHC C JOIIBJIHUTCIICH BU3YyAJIU3HUpall MCTOL

OTroBopsT Ha JedyeHHeTo ce onpenens npu HamaneHue Ha CDAI >100 Toukwu, a penarc - npu

nosutrenrie Ha CDAI ¢ max 100 Touku OT W3X0AHATa CTOMHOCT.

2.2.2. Peuuaus.

PerunuBbT mnpeacTaBisBa IOsSBa HAa HOBM EHJOCKOICKM JIE3UH CJEJ
XUpPYprudHa pe3eKLusl.

MOp(i)OJ'IOFI/ILIHI/ISIT peunuanB BKIIHOYBA HOBHU, XAPAKTCPHU 3a bK ne3un CIICa
IIbJIHA PE3CKOHUA Ha CHAOCKOIICKM TMNPOMEHCHOTO YCPBO, OOHMKHOBEHO B HEO-
TCPMHUHAIIHUA UIICYM W/WIIM Ha MSICTOTO Ha aHACTOMO3aTa. Te3H JIe3un ce YCTaHOBABAT
CHAOCKOIICKHU, PEHTI'CHOJIOTUYHO HJIN XUPYPTHYHO.

Enoockonckusm peunavB ce OLIEHSABAa U CTENEHyBa CHOpe] KpUTepUUTE Ha
Rutgeerts u cpTp. oT ctenen 0- HsAMa je3un A0 cTeneH 4 - nudy3HO Bb3NAJICHHUE HA
wieymMa € IO-TOJEMH $3BM, HOIYJM WIN CTECHEHHE Ha JyMeHa. Bcuukn
MOCTONIEPATUBHU MPOMEHH, Bu3yanusupanu upes exorpadus wiu KT/MPT, cbiio He
ce MpHueMar 3a creurueH HHAUKATOP 3a PELUINB Ha 3a00JI1BaHETO.

Knunuuen perunus e nosiBa Ha cumnromMu Ha BK cien mbiHa pesexuus Ha
MaKpOCKOIICKa 0ojecT. 3a U3K/II0UBaHE Ha MOCTONEPATUBHU MOTUIMTETHU HAPYIIECHUS
Wi MaynabcopOuus Ha JKI'BYHM KHCEIIMHH € HeoOXOIMMO TOTBBP)KIaBaHE Ha
BB3MNAINTEIHUTE, IEHETPUPALIU U (PUOPOTUYHH JIE3UH.

2.2.3. Jlokaqm3upaHa 00JiecT ce pueMa MpH 3acsiraHe Ha YepBOTO MO-MaJIKO
oT 30 cm. OGMKHOBEHO ce OTHAcs 3a Wieo-leKaiHaTa jJokanu3anus (1o 30 cm uieym
+ JeceH KOJIOH), HO M 3a U30JMpaHaTa Ae0eloupeBHa, €BEHTYaIHO M MPOKCUMAaTHATa
THHKOYpEBHA OOJIECT.

2.2.4. Pasnpoctpanena BK. Pasnpoctpanenara bK BkirouBa 3acsraHe Ha U
nmoBede oT 100 cm oT 4epBOTO, HE3aBUCUMO OT JIOKanHu3aiusaTa. T.H ,,cuBa 30Ha” € 0e3
SCHO pa3rpaHMYaBaHe Ha HOpPMajiHa OT 3acerHaTara JIMTaBUIA Ha Pa3NpOCTpaHEHHE
mexay 30 u 100 cm.

2.3. JHUATHO3A
2.3.1. Kaunuuunu 0ese3n. Kiimunyaure Oenesu Hali-ueCcTO BKIIOYBAT:
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- XpoHuvHa auapwus (Haa 6 CEIMUIIM) W/WIH KOpeMHa 00JIKa, TTOCJICIBAHA OT PEIyKIIUS
Ha TeJleCHA Maca, PEKTAJIHO KbpPBEHE, IMEpUaHATHU WM aHaaHu (uctynw/bucypu wWin
abcuecu; adtu (s3BH) B ycTara

- HannaTopHa KOp€MHa 00JIKa WK ITOBHUIIICHA YYBCTBUTCIIHOCT, IMaJIIIKpalia c€ mMaca

- CucteMHU OIUIaKBaHUS - OTIAJHAJIOCT, AHOPEKCHs, TaXUKapAUs WU TOBHILICHA
TEeMIIepaTypa; aHeMusi;

- Wzsiu u3BBH ['UT - Gonku 110 cTaBUTE, KOKHU U OYHH ITPOMEHU
2.3.2. HavyajHu JaGopaTOpHH H3CJIeBAHUS

TbpcaT ce mposBM HAa OCTHP W/WIM XPOHHYEH BB3MAIUTENCH MpPOIEC, aHEMHS,
JeXuapaTanys, MaTHYTPUIUS U MalaOcopOuus; yBpexkIaHe Ha IPYrd OPTaHd U CHCTEMH.
BxutouBaT mbeiHa KpbBHA KapTUHA, OMOXMMUYHM HM3CIe/IBaHUs, (eKayeH KaampoTrekTul, C-
peaktuBeH mnpoteuH /CYE; MskmouBa ce uHpeknus (OakTepuu, Napa3uTH, BUPYCH) -
mukpoouonornynu, BKI. Clostridium difficile TOkcHH, MMyHONOTMYHM M CEPOJIOTUYHU
u3cneABaHusl, TyOepKyInHOBa Mpobda / rama- HUHTEP(PEpOHOB TECT.

[ToBumenust CRP e mokazaren 3a akTUBHa OOJIECT WM OAKTEPUATHO YCIOKHEHHE.
CroitHoctute Ha CRP Moxe na ObIaT M3MONA3BaHU MpPU OMPEIEISIHE HA JICUCHHETO U MPHU
IIPOCIIEIBAHETO Ha nanueHTuTe. [1onesHu ca 3a OlleHKa Ha pPUCKa OT pesalc.

2.3.3. ®ekanen KaJanporekTuH. [loBumenuTe pexaaHu HUBA Ha KaJIMPOTEKTHH
0Tpa3sBaT MHTECTUHAIHOTO Bb3najseHue u npu bK nmar 90% npeznckaspaiia cTOWHOCT 3a
€HJIOCKOIICKY aKTHBHA 0OJIECT.

2.3.4. OCHOBHM IUATHOCTHUYHH H3CJIeIBAHUS
2.3.4.1. ITppBa JMHUS U3CIICABAHE 3a JIOKa3BaHE HA JMAarHo3ara W OIICHKa Ha
TEXECTTa € WIICOKOJIOHOCKOMHS ¢ OMOIICHH OT TEPMUHAIHHS WIEYM M OT BCSKA 4acT
Ha J1e0e0To 4epBO 3a ThpPCEHE Ha MHKpOCKONcku mpomeHu 3a BK ¢ mocneasamio
XHMCTOJIOTUYHO U3CJIE/[BAHE.

2.3.4.2. VacnenBaHus 3a OICHKA Ha JIOKAJIHM3AIMATA U Pa3lIPOCTPAHCHOCTTA HA
BK B ropHus racTpOMHTECTHHAJICH TPAKT U THHKOTO Y€PBO BKJIFOYBAT:

- ®ubpracTpoLyoA€HOCKONHS ¢ OMOIICHU U MOCJIEABALIO XUCTOJIOTHYHO U3CIIEIBAaHE

- O6pazun uscneasanus: KT/MP - eHreporpadus uiam eHTepokin3a; abJOMHMHAIHA
exorpadus, KOHTPacTHO - ycuieHa abgoMuHanHa exorpadus u Doppler exorpadus .

- KanchIHa CHIOCKOIIUA

- JIBoitHo-0anonnara enrtepockonus (IBE) - mpu HeoOxoaumocT OT OHOIICHMYEH
MaTepHall 3a XUCTOJIOTUYHO U3CIIEABaHE

- JnarHos3a Ha ycloXKHEHHsTa — 0030pHA peHTreHorpadus, abJoMHUHAIHA eXorpadus,
KT wnu MPT nHa kopem/Manbk Ta3; uctynorpadus

IIpornocTuynu gaxkropu

PuckoBute Qaktopu 3a ompenensiHe Ha TEXKKO MPOTUYAHE Ipe3 MbpBaTa rojiiHa OT
JMarHOCTHIIMPaHe Ha 3a00JsBaHETO ca: TpallHM WHBAJIMAM3MPAILM CHUMITOMH M HapyIIEHO
KauecTBO Ha XHUBOT, YECTU eK3allepOalvy, pa3BUTHE HA HEOOpAaTHUMH TMEHETPHUpAIIH W/UIU
CTPUKTYpHpAIIX JIe3UH U HEOOXOJUMOCT OT HMOBTOPHH KYpCOBE C KOPTUKOCTEPOMIH WIIU
OTIepaTHUBHO JIEUEHHUE.

Hskon or Te3um mnpeauKTUBHU (aKTOPH KbM MOMEHTAa Ha JWArHOCTUIMpAHE Ha
3abonsBaHeTo KaTto Miana Bb3pacT (mox 40 r1), Hyxaa or KC mpu nuarHoctunmpane Ha
OonecTTa, TNEpHAHATIHO 3acAraHe, TIOTIOHOMYIIEHE W pa3NpOCTPAHEHO THHKOUYPEBHO
3a00JsIBaHe Ca acOLMMPAaHM C BUCOK PUCK OT MHBaIMIM3alus (HyKJa OT XOCHHMTaIM3alLluy,
nBa win noseue kypca KC, MMyHOMOIynaTOpu WM ONEPATUBHO JIEYEHHME) B IBPBUTE 5
TOAMHU CJeJl TOCTaBsgHEe Ha AuarHosarta. [Ipu Hanmmuue Ha Ba WM MOBeYE PUCKOBU (pakTopu
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MPH €JIMH TAIMeHT TPsOBa Ja ce OOCHIM PAHHO BKIIOYBAHE HA MMYHOMOYJIATOPH H/HIU
OMOJIOTUYHU CPECTRA.

2.4. JIEYEHUE
2.4.1. W3noa3BaHM J1eKAPCTBEHH MPOTYKTH
24.1.1. Koprtuxkocrepounu (KC)

- Prednisolone — mo 100 mg/aueBno wiu 0.75 - 1mg/kg/nueno wiu apyr KC B
€KBHBAJICHTHA J103a
- Budesonide - cromamniHo-yCTORYMBH KAIICYJIH: NbPEOHAUANHA (UHOYKYUOHHA) 003a — 9
mg/aaeBHo PO (jexa 10 ymepeHa aKTUBHOCT, IPU 3acsraHe Ha WIEYM W/WIN BB3XOJSII
KOJIOH)
- Budesonide- ctomaniHo-yCTOWYUBY IPaHYIIH: NbPEOHAYAIHA (UHOYKYUOHHA) 003a — 9
mg/naeBHo PO (Jeka 10 ymMepeHa aKTUBHOCT, NPW 3acsraHe Ha WICYM W/WIU BB3XOJISII
KOJIOH)
- Methylprednisolone fl. 3a Beno3HO npuIOKEHHE

2.4.1.2. Mesalazine craomamHo ycroiiunBu Tadaerku 500 mg — no3a
10 4 g/nHEeBHO.

2.4.1.3. AmyHoMoOayIaTOPH (MMYHOCYIIPECOPH)
- Tuonypunu - Azathioprine — 2-2.5 mg/kg/ nuesno PO wim - Mercaptopurine - 1-1.5
mg/kg/auesHo PO miu 1o3upane criopes MeTabOIMTHUTE HUBA.
- Methotrexate - mbpBoHauanHa (MHAYKIHOHHA) g03a 25 mg IM wmm SC/cenMuyHo;
noaabppxkama go3a — 15 mg IM unu SC/ceamuuno

2.4.1.4 AHTHOMOTHIIH
Metronidazole tabl. 250 mg; Ciprofloxacin tabl. 500 mg.

2.4.1.5. BuoJIOTUYHH CpeACTBA
- unxuouropu Ha TNF anda
Adalimumab — npu HenekyBaHM WM HeycremHo JiekyBanu ¢ infliximab; [Tepgonauanna
(unoykyuonna) ooza: 1. 80 mg npe3 cenmuna 0, mocneasanu ot 40 mg mpe3 ceamuia 2 wiu 2.
160 mg npe3 ceamuiia 0 (moa ¢popMara Ha YETUPU UHKEKIIUU B PAMKUTE Ha €THO JICHOHOIIHE
WIK KaTo JBE WHXXEKIIMW JHEBHO B JBa IOCIEIOBATEeTHH IHH), ciel koeto 80 mg mpe3
cenmuna 2; Ilooovporcawa 0oza : 40 mg npe3 ceqMuIla Uiu BCIKa
Infliximab - ITepsonauanna (unoyxyuonna) oosza: 5 mg/kg untpaBeno3Ha uHoysus Ha 0, 2 u
6 cenqmury; Ilooowvporcawa doza: 5 mg/kg uHTpaBeHO3HA HH(DY3US HA BCEKH 8 CEIMUITI

- AHTHU — UHTCTPUHOBH

Vedolizumab - ITvpsonauanna (unoyxyuonna) oosa: 300 mg narpaBeno3na nHpysus Ha 0, 2,
6 (u 10) cenmurty; [1ooovparcawa ooza: 300 mg nHTpaBeHO3HA MH(Y3US HA BCeKH 4 wiH 8
CEeIMHIIA

2.4.2. JleyeHue criope] pa3snmpocTPAHEHOCTTAa H AKTHBHOCTTA HA (0JiecTTa
2.4.2.1 BK ¢ nieonexkajaHa JoKaJIn3anus
2.4.2.1.1 C Jexka akTUBHOCT

- Ilpenmounranoro nedeHue - Oyme3onma 9 mg/mueBHo. [lon3ara or MecanmazuHa €
orpanuueHa. E¢exTuBeH € B 103U HE MO-Majlkud OT 4 g/mHeBHO. AHTHOMOTHUIIUTE HE ce
NpEnopbYBaT MOPAAN YECTH CTPAHUYHH €PEKTH.
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2.4.2.1.2. C ymepeHo u3pa3eHa aKTUBHOCT

- Bynesonna 9 mg/nuesno win cucreMin KC (eqnakBa eeKTHBHOCT). AHTHOMOTHIIN - TIPH
ChbMHEHHE 32 CeNTUYHH ycinoxHeHus. [Ipu numnca Ha edexT e Bb3mMoxkHO komOuHupane Ha KC
¢ Tuonmypunu wujau MerorpekcaT. AHTH-TNF Tepanusi wjiM AHTH-WUHTErPUHOBH -
aJITEpHATHBA [IPU AKTUBHOCT M CTEPOMIHA 3aBHCUMOCT, pe(PaKTEPHOCT WIH HETTOHOCUMOCT.

[TonGopbT Ha JeUeHUE 3aBUCU OT KIIMHUYHUTE OCOOEHOCTH, MPEAULITHHS OTTOBOP KbM
TepanusiTa, (eHoTHNa Ha OoyiecTTa W ChIbTCTBAIIMTE 3a0omsaBaHus. OcoOeHO BHUMaHHE
TpsiOBa a ce 0ObpHE Ha cTpemMeka KbM MUHUMaHO npuioxeHne Ha KC (Henmoaxonsmm 3a
MOJITbPYKaHE HA PEMUCHSI), BBIIPEKH Y€ T€ OCTaBaT KJIt0ouoBH 3a JiedeHneto Ha bK. EdexTuren
Meton 3a MuHMMH3upaHe Ha KC Tepamms e paHHOTO BKiItouBaHe Ha aHTH-TNF/ anTH-
MHTETPUHOBH Tmpenapatd. KoMOMHHUPAHOTO Jie4eHHE C WMYHOMOAYJIATOp M OHOJOrMYHA
Tepanusi 3a MOCTUraHe M MOJAbpKaHEe Ha peMUCHS B M30paHM cllydyad IOKas3Ba MO-T00pH
pe3yaTaTi OT MOHOTEpAIUATa ¢ OMOJIOTUYHA TepaIHs.

2.4.2.1.3. Texxkka aktusHa BK

[IspBOHauanno neyenue: cucreMun KC

[lpu penanc W akTHBHOCT Ha 3a0oisBaHeTO - aHTH- | NF/aHTH-MHTErpuHOBH
JIEKapCTBEHU MPOAYKTH ¢ MU 0e3 umyHomony.aarop. Ilpu penku penancu - noBrapsiHe Ha
KC kypc ¢ nobaBsaHe Ha umyHomoaynatop. [Ipy HaaMunMeTo Ha CENTUYHU YCIIOKHEHUS WIN
JIOKAJIHU BB3NAJUTEHH IPOMEHHU € YAa4HO J00aBsiHe HA AHTMOMOTHMIM - CTaHAApTHA /1032
unpodIokcanuH wiu MmeTpoHunaszon ksM KC.

IIpe3 mocinegHuTe TOAMHU 4Ype3 OMNPEAETSHETO Ha KIMHUYHU KPUTEPUM 3a JIOIa
IIPOrHo3a (KbM MOMEHTa Ha JuarHo3aTa Ha 0ojiecTTa) ce MPOMEHM Ipara 3a BKJIIOUYBAHE Ha
OMOJIOTMYHA M HMMYHOMOJyJaTOpHa Tepanusd. MMaiiku mnpenBui, 4e NPOIBIIKUTEIHOTO
JiedueHne ¢ OMOJIOTMYHU CPEJICTBA C€ CBBP3BAa CHhC 3HAUMTENHA PEAYKIHS HAa XUPYPTHUYHHUTE
HaMeCH U XOCIUTAIU3ALMUTE, BEPOSATHO € TO3MU Mpar Jia ce peAyLupa Olle HoBeye.

2.4.2.2. BK ¢ 1oxanu3anus B KOJIOHA

AxtuBHa BK — nbpBa nunus - cucremuu KC

Penanc wnm peuumuB - Tepamus Ha u300p ¢ aHTH-TNF/aHTH-HHTErpuHOBH
npenaparv ¢b¢ Wi 0e3 HMYHOMOAYJIATOP, P YMEPEHA WM TEXKKO M3pa3eHa aKTUBHOCT
Ha 3a0onsBaHeTro. Ilpu penku pemancu — moxe aa ce oochau nosrapsiHeTo Ha KC kype ¢
no0aBsHE HA UMYHOMOIYJIATOP.

[Tpu mpoawbmkaBamu cumnromu Bbipekn KC ( cbe mnm 6e3 MMyHOMOIyJIaTop), U
akTuBHOCT-aHTH -TNF / anTH-NHTerpuHOBa Tepanus.

ANTepHaTHBA € XUPYPrUYHOTO JIeYeHHEe. AKO MAIlMEHTUTE HE OTTOBOPAT WM 3aryosT
OTrOBOp KbM OMOJIOTHYHATA Tepanusl - XUPypruuHo jeueHue. B Hiakou ciryyau 3a005BaHETO
€ TOJIKOBA TEXKO M arpecMBHO, YeCTO B KOMOMHAIMs C TEpHaHaJeH Celcuc), 4e
MPEKbCBAHETO Ha IMacaka € HEeoOXOAMMO 3a KOHTPOJI Ha OIUIAKBaHUSATA, CJell KOETO
OuoslornyHaTa Tepanus Moxe J1a Obj1e 6e30MacHO M3MONI3BaHA.

Hsma nokasarencTtBa, ye mMecanazuH € eexTuBeH npu aktuBHa BK B kosioHa, HO Bce
ollle € CHOPHO MHEHHUETO 3a J00aBSIHETO HA TONMKAJIEH Mecaja3MH KbM OCHOBHATa Teparmus
Ha bK, 3acsrama jeBus wim I1UCTAIHUSA KOJIOH.

2.4.2.3. BK ¢ pa3dnpocTpaHeHO TBHKOYPEBHO 3acsiraHe

- Cucremun KC c paHHO BKIIIOYBAaHE Ha CHIIBTCTBAI MMYHOMOAYJIATOP (TUOIYPUHU WU
MetoTpekcar). AHTH-TNF/aHTH-UHTerpuHOBM ¢ WIM 0e3 a3aTHONPHWH TIpU peEJarc,
yMepeHa MJIM TeXKa aKTHUBHOCT Ha 3a0oisiBaHeTo. PaHHOTO BKIIIOYBaHE Ha OHOJIOTMYHA
Tepanusi € MPEernopPbUUTENIHO MPU MAIMEHTH C JIOIIM MPOTHOCTUYHHU (DAKTOPH U € 0COOEHO
e(peKTUBHO TIpU HalMeHTH ¢ mnocromnepatuBHa BK. AJTepHATHBHO Jie4eHHE — XUPYPIHUs.
JIOI'BJTHUTEIHO JIEYEHUE - €HTEPATHO XPaHEHe

Bo3nanutenHuar ToBap € mo-rojisiM mnpu pasnpoctpasHeHo (>100 cm), OTKOIKOTO Mpu
JOKanu3upaHo 3abonsiBaHe. ONEpaTUBHOTO JIEUYEHHE KPHUE PUCKOBE OT CHHAPOM Ha KbCOTO
yepBo. Iloaxonsima antepHaThBa € W3MOJI3BAHETO HAa EHTEPATHO XpaHEHE ¢ WiIU 0e3 aHTH-
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TNF Tepanus npeau u3BbpIIBaHE HA MHOKECTBEHU CTPUKTYPOIUIACTUKU. TO3M XUPYpPrUdeH
MOAXOJ € HaW-IPUJIOXKKUM TpPH CTapH, MH30JUPAaHU U  (PUKCUPAHU CTPUKTYPH.
CrnenonepaTuBHOTO JICUEHHE € KIIIOYOBO 3a MpeAoTBpaTsABaHe Ha penamnc. Morat ma Obaat
u3nons3Banu aHTU-TNF U uMyHOMOAYJaTOpH B 3aBUCHMMOCT OT HMHTEpBajia OT MpPEIUIIHATa
orepanusi Wik OT NepHoja Ha ITUArHOCTUIMpaHe Ha OoJiecTTa O MOMEHTAa Ha OINepalusTa,
T KaTo Te3u ¢akTopu MoraT Jda mnpeackaxar arpecuBHocrra Ha bBK, xosto
ImocToncpaTruBHaTa TCparus me MOIII/I(bI/ILII/Ipa.

2.4.2.4. BK, 3acsirama xpaHonpoBoja, croMaxa M JyoJeHyMma
- CucreMman KC um umyHoMoay/aTopu (THOIYpUHH WJIM METOTPEKCaT), 3aeJHO C
uHXUOUTOp Ha mpoToHHaTa nomna. AHTH TNF/aHTH-MHTErpHHOBH NMpenapaTH -3a TEXKH
Wiy pedpakTepHU ciaydad. AJTepHaTUBHA Tepanus. JuaTanus v XUpyprus ca METOAM Ha
n300p TIpHu OOCTPYKITHSL.

JlurcBaT JaHHM OT KOHTPOJMPAHU IPOYyYBAaHMS 3a €(PEKTUBHOCTTA Ha Pa3IUYHUTE
TEpalleBTUYHU PEXKUMH, BBIPEKH 4e Jokanusauusara B ropuus ['MT ce aconuupa c noma
mporsosa. ETo 3amo mpu Te3u NanMeHTH NparbT 3a BKIKOYBaHe Ha aHTU-TNF Tepanus e
HUCBK.

2.4.3. JleueHue criope] eCTeCTBEHUS X0/

Hoga nen npen neyenuero Ha BK e cTpemMexbT Aa ce NpOMEHU €CTECTBEHMs XOJ Ha
6onecrra. [larmenTTe ¢ mpeanonaraemMa Jioma nporHo3a (HaIeIHH pUCKOBH (DaKTOpH MMaT
Hail-rojsiMa mossa OT paHHOTO BKJIIOUYBAHE HA MMYHOMO/YJIATOPH WM OMOJIOTHMYHA Tepamusl.
Bendky OMONOTrMYHM Mpemaparu ca 1mo-e(peKTUBHHU, KOraTo ca BbBEACHHU IO-PaHO B XO/a Ha
Oorecrra.

Wupukanuy 3a crapTupane Ha OMOJIOTUYHA TepaTys

AnTtu-TNF npenapaTu ca BTopa JUHMS Ha JEUSHHUE NIPU MALMEHTH C YMEPEHO TeXKa U
texka (opma Ha BK (CDAI >220), npu kouto mbpBa iuHus Ha JjeueHue (KC wu
MMYHOMOJYJIaTOpH) € Ouia HeycnellHa, KOHTPauHJUKUpaHa WM HMMa HETOJEPaHTHOCT.
AHTU-VUHTETPUHOBUTE JIEKAPCTBEHUW MPOAYKTH C€ Npujarat Mpd HEOTTOBOPWIIU, pECIL
HETOJIEpUpAIIY MTPEAX0IHA Tepanus, BKI. aHTu-TNF npenaparn.

[IpoTrBOMNOKa3aHud 3a CTAPTUPAHE HA JICUCHUE Ca:

BpeMeHHOCT W nakTaiusi, akTUBHA WJIHM JIATEHTHA TyOepKyso3a, CENCUC WU Jpyra
TeXKa UHDEKIHsI, OCThP UM XPOHUUYEH BUpYCeH xenaTtut, undekmus ¢ HIV, onkonoruunu u
XEMATOJIOTUYHMU 3a00JIABaHUS, AaBTOMMYHHU U JIEMUEIMHU3HpAIIX TMPOIECH, 3aCTONHA
cbpaeuna HegoctaTbuHoCcT (NYHA III-IV). IlpocnensBaneTo Ha ManMeHTUTE € C KIMHUYEH
TIperJie]] U JIabopaTopeH KOHTPOJI Ha BCEKU 6 Mecela U eHJOCKONHs/ 00pa3Ho M3Ce/IBaHE Ha
Bceku 12 mecena. Kpurepuu 3a npoabpikaBaHe Ha JICUEHUETO Ca MOBIUSBAHE HA KJIIMHUYHATA
cUMIITOMaTHKa, OnoxumudHa (Hopmammsupane Ha CRP u pexamauTe Mapkepu), €HIOCKOIICKA
peMucus W JMraBU4YHO o37ApaBsiBaHe, BkI. cmaa Ha CDAI< 150. IlporuBomokaszanusi 3a
MpoIbbKaBaHEe Ha JICUYCHUETO Ca aJeprudHu U MHPY3UOHHU PEaKIUy, 3HAYMMH OTKJIOHESHUS B
nabopaTopHUTE TOKA3aTeNH, TEKKH HWH(GEKIHMH, TOosSBa Ha KOXHHU, HEBPOJOTHYHU WIH
ABTOMMYHHU 3a00JISIBAHUS, OHKOJIOTUYHH 3a00JIIBaHUS.

TepaneBTHYHHM npenopbkH npu usnoasBaHe Ha aHTH-TNF JekapcrBenu
NPOAYKTH:
- Bcewuku antu-TNF npenapat umar cxogHa epuKacHOCT M MpouiI Ha HEXKEIaHH
edeKxTH, ero 3amo H300pBT ce Oompenens OT JIOCTHIHOCTTA, HAaUMHA Ha MPUIOKEHUE,
MPEATIOYNTAHNATA HA MTALIUEHTA.
- CkbcsiBaHE Ha MHTEpBaja Ha MPWIOKEHHWE WM YBEJIMYAaBaHETO Ha Jo3aTa IpuU
axtuBHa bK ca moxxomsanm npeay nNpeBKIOYBaHE HA IPYr Npenapar oT ChIlara rpymna
- [Tpu1 HEMOHOCUMOCT/ HETOJEPAaHTHOCT KbM omnpezeneH aHTH-TNF npemnapar, ocobeHo
TEXKO U3pa3eHa, CMsAHaTa ¢ Apyr e noaxonsaul nzoop. Ilpu numnca Ha oTroBop ciel cMsHaTa
TpsOBa 1a 6bAaT OOCHACHU XUPYPTUYHU METO/IM Ha JICUCHHE.
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- [IspBuyHa surica Ha OTroBOp (ciex 12-cenMuueH Kypc Ha JICYCHHE) W HaJW4Hhe Ha
aKTHBHA OOJIECT - 1a ObJIe M3MOI3BaH antepHaTuBeH anTu-TNF mpemnapar.

- Bropuunata 3aryba Ha OTroBOp € TIOKa3aHHE 3a TEPANeBTHYHO JIEKAPCTBEHO
MOHHMTOpHpAHE/U3CIeIBAHE HAa AHTHU-JIEKAPCTBEHU aHTUTENa M IMOcieiBallla MpeleHKa 3a
71030Ba ONTHUMU3AIM, J100aBIHE HA WMYHOMOAYJATOp, NMPEBKIIOYBAHE KBbM alTEpHATHBEH
anTu-TNF npenapart uinu npeBKIIOUYBAHE HA AHTU-UHTETPUHOB JIEKAPCTBEH NPOIYKT.

- Jleuennero ¢ antu-TNF mpenapaTtu € epekTUBHO MpU aKTHUBHA Bh3NaIUTENHA (Gopma
Ha BK, HO TpsbBa ga Obae mpuiaraHo BHUMATENHO NPU MAIMEHTH ChC CHUMIITOMH Ha
00CTpYKIIHSI.

- HeoOxonumo e MoHMTOpUpaHe, paHHA OUAarHo3a M JIeYeHHE Ha OMOPTIOHUCTHYHUTE
uHpexknuu  npu  aHTU-INF  Tepamusita ¢ aHTHOMOTHIM,  TyOepKyJIOCTAaTHIH,
MIPOTUBOT'EOMUYKOBH U TPOTUBOBUPYCHU CPEICTBA.

TepaneBTHYHH NpPeNnopbKH IPH H3NO0J3BaHe HA OHONMOJO0HU JIEKAPCTBEHU
NPOAYKTH

EdukacHocrra Ha OHOMONOOHHUTE JEKAapCTBEHHW MPOAYKTH € €JHaKBa C TE3UW Ha
pedepeHTHUS JIEKapCTBEH MPOIYKT, Npu u3nomsBaHe cbriacHo KXII. Crpannunute edextn
Wi 3aryoara Ha edekT Ha 0a3a MMyHOT€HHOCT KbM OIpe/ieleH OWOJIOTMYEeH MPOAYKT He
MOXE Jla C€ OdYakBa Ja Objae NpeojoisiHa 4upe3 OuomnonoOHus mpoaykrt. llpuemmuBo e
MpeBKIOYBaHe OT pedepeHTeH KbM Ouonono0eH mnpoaykT. Jlumcear gocTaThb4yHO
JI0Ka3aTeJICTBO 3a OOpAaTHOTO MPEBKIIOYBAHE, 3a IPEBKIIOYBAHE MeEXAy OHONOJ00HU
MPOJYKTU WJIM PA3TUYHU MHOTOKPATHHU NMPEBKIHOYBaHUA. OT MMYHOJIOTMYHA IJIEHA TOYKa
IIPEBKJIIOYBAHE [0 HE-MEAMIMHCKM NPUYMHM B paMKuTe Ha 6 Mecela OT CTpaHa Ha
omnpezenieH OHONOTHMYEH MPOAYKT He € xkemareiaHo. [IpeBkirouBaHeTo oT pedepeHTeH
MPOAYKT KbM OMONO00eH TpsiOBa a ObAe MPEaIIeCTBAHO OT OOCHKIaHE C MAIIMEHTA.

2.4.4. Jleyenne Ha peJiamnca
[TbpBOHAYATHOTO JICYEHUE € CHOOPA3HO C MPEIUITHATA YCTICITHO M3I0I3BaHa TePaItusl.
ITpu paHeH penanc — MMYHOMOIYJIATOP, aKO TOM € yMepeH WiH TeKbK - anTH-TNF/anTn-
HHTErPUHOBA Tepanmusi.

2.4.5. Pedpaxrepna Ha KC BK
- AxtuBHa BK, pedpakrepna Ha KC - anTu-TNF/anTH-uHTerpHHOBH C win 06e3
MMYHOMOJYJIATOPH (THOIYPUHH WM METOTpeKcar). Bcuuku OMOIOTMYHO TmpemapaTtd uMmar
cxonHa eQeKTUBHOCT 3a JjedeHue Ha pedpaxtepHata Ha KC BK camocrostrenHo u B
KOMOWHAIHMS ¢ UMYHOMOTyJIaTOP. AJITEpHATHBA - XUPYPTHUs

2.4.6. TlonnbpkaHe Ha (apMaKOJIOTHYHO HHAYLUHUPAHA PEeMHCHSA
npu BK
N360pbT 3aBHCH OT CIEIHUTE OCHOBHHU (DakTopa: Xo/aa Ha OosiecTTa (HadaJlHA U3SIBA,
yecToTa M TeXECT Ha MPUCTBIUTE), PA3NPOCTPaHEHHETO  (JIOKAIM3UpaHa WU
pasnpocTpaHeHa), e(QeKTHBHOCTTa M TOJepaHca KBbM MpEeIIIecTBamaTa Tepamus - 3a
MHAYKIUS HAa PEeMHCUS WIM TOAIbprKallla; HAaJIMYHMEeTO Ha OMOJOIMYHM WM €HAOCKOICKH
IMPpU3HAIK HAa BB3MAJICHUEC, PUCK OT Bb3HUKBAHC Ha YCIIOKHCHUA

2.4.6.1 Pemucus nocrurnata ¢ KC npu nspsu T1acbk Ha BK
2.4.6.1.1. lIbpBU U360p
Hsima moctaTh4yHO TOKa3aTeNncTBa 3a epUKACHOCTTA Ha Mecala3nHa KaTo MO IbpiKalia
pemMucusiTa Tepamnusi.

2.4.6.1.2. TIpu peaanc
WNurensudunupane Ha nmogabpxamiata tepanus. KC He TpsOBa na ObIaT M3IM0I3BaHA
32 MOAABP)KAHE HA pPEMHUCHUSA. AJNTEPHATHBHO JIEUEHUE — XUPYPIUsA IPHU JIOKAIU3ZUPAHO
3a00/1sBaHE.
- IIpu pa3npocTpaHeHo 3a00/19BaHe - PAHHOTO MPIJIOKECHUE HA a3aTHONPUH
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- IIpu 3aBucumoct ot KC - THOMyprHM Miu MeToTpekcat ¢ win 6e3 antu-TNF/ anTu-
MHTETPUHOBA Tepamnusi, aITeHaTUBA - XUPYPT U

- Penanc mpu sedeHne C a3aTHONPHMH WM MePKANTONMYPMH —103ara aa Obje
ONTHMU3HUPaHa JI0 TI0sIBA Ha JIEBKOITICHHMsI, ChOTBETHO > 2,5mg/kg 3a azatuonpun u >1.5mg/kg
32 MEpKanTOIypUH WIM CMsSHAa Ha Tepamusra ¢ MeToTpekcar widm aHTH-1NF/anTh-
HHTErPUHOBA Tepanus. AJIEPHATUBHO JICUCHUE —XUPYPIHs

- Penanc mnpu neuenne ¢ aHtu-TNF — mpoxwbikaBane Ha anTu-TNF/anTn-
HHTETPUHOBO JIeYeHHe- CAMOCTOSITEIHO WM B KOMOMHAILIUA C a3aTHONPHH; MOCIEAHUS J1a
ObJie U3IOJI3BaH KaTO MOHOTEPAIHS - IPH MAIMEHTH, HEJIEKYBAaHHU C THOIYPHHU

2.4.6.2. IIpoaAbJKMTETHOCT HA MOTbPIKAIIATA Tepanus

[Ipy manpeHTH B pEeMHCHSA Ha TOIbPIKAIIO JICYCHHE C a3aTHONPHH, NPEKbCBaHE Ha
JICYCHUETO MOXKe J1a ObJie 00CHACHO clie]] 4 TOIUHHM clie] HacThIIBaHEe Ha pemucusTa. [lomsara
W PHUCKOBETE OT NPOAB/DKABAHETO HA a3aTHONPHH TpsgOBa jJa ObJaT Ja Ce OLCHAT
WHAWBUIYAITHO U OOCHJICHU C ManueHTa. PUCKBT OT pa3BuTHe Ha TUMEPOM € MUHUMAJICH U
TpsiOBa nma Obae choOpazeH ¢ (akra, 4e MoBede OT MOJIOBUHATA IMAIMEHTH Oe3 Teparus
pernancupar B paMKUTe Ha 3 TOJUHHU.

He morat ma ObJaT AajJeHd NPEHOPBKH 3a MPOIBIDKUTCIIHOCTTA HA JICUCHHETO C
METOTPEKCAT WM OMOJOTHYHUTE IpEenapaTH, BBIPEKU Y€ C€ MPEABIDKIA MPOIBIDKUTEITHA
ynotpeba, ako e HeoOxoaumo. [lon3ata u puckoBeTe OT ToBa TpsAOBa Ja ObIAT OOCHICHU 3a
BCEKH MAI[UECHT.

2.4.6.3. TepanmeBTHYHH HACOKH 3a H3MOJI3BAHETO Ha
JIEKapcTBa 3a noaabp kaHe Ha pemucus npu bK

Mecasia3un He ce npenopbuBa nopaau junca Ha epextuBHOCT. KC He ca eexkTuBHH.
byne3oHubT MOXE J1a OTJIOKM HACTBIIBAHETO HA peJlalic Clie] MHAyLHUpaHa PEeMHUCHS, HO
camMoO B KpaTKocpodeH ruiaH. He e edexkTuBeH B MOAIBPKAHETO W B MPOABIDKEHHE Ha 12
Mecena. Toll Moxe Ja 3aMeCTH MPETHH30J0H B CIydyauTe Ha 3aBUCHUMHU OT CTEpPOUIM
MAIUEHTH U Jia TOA00pH TOJIEPAHTHOCTTA.

AzaTuonpuH B 103u 2-2.5 mg/kg e edekTuBeH 3a MOATBbpKAHE HA PEMUCHUSATA.
Jlokazan e crtepoup-cruecTsBamusi My ehekT. PaHHOTO My BKIIIOYBaHE MOXKE Ja Moa00pu
u3Xoja OT JjeuyeHuero. MepkantonypuH B no3a 1-1.5 mg/kg e ¢ eqHakBa Ha a3zaTHONpUHA
edeKkTUBHOCT. MeToTpekcar, npuaaral MyCKyJIHO, € €peKTUBEH 3a MOAIbPKAHE HA PEMUCHS
[IOHE NpU NalMeHTH, NPU KOUTO PEMHUCHITa € IOCTHrHaTa ¢ Hero. JIbIrocpoyHOTO
IpocieisBaHe Ha Te3W MAIUEHTH HE IIOKa3Ba IOBUIIEH PHUCK OT TEXKO YEPHOIAPOOHO
yBpexJaHe. [IpekbcBaHETO Ha JIEUSHUETO € TIOCJIEABAHO OT BUCOK IPOLIEHT Ha PEJIalCH.

AnTH-TNF (MHpAMKCMMA0, ananuMymald) WM aHTH-MHTEIPUHOBH (Ber0JIM3yMad)
ca e(peKTHBHH 3a NMOJAbP)KaHE Ha PEMUCHUSTA NPH MALMEHTH, OTTOBOPWIIM HA UHIYKIIMOHHATA
tepanust. CToiiHOCTTa Ha KOMOMHUpaHaTa Tepanus Ha UMyHoMmoxayaTopu ¢ aHTu TNF/ antu-
MHTETPUHOBH TIpenapaTH Bce omie ce o0chkaa. [lox BHMMaHue TpsOBa Ja ce B3eMe IIO-
BUCOKHSI PUCK OT TIOsSBa HAa OIMOPTIOHHCTUYHU HWHQPEKIMH W JUMGOMH B pe3yaTaTr oOT
KOMOWHHUPAHETO HM.

BompocsT 3a u300p Ha MOMeHTa Ha 0e30macHO crnupaHe Ha OMOJOTMYHOTO JIeUEHHE
cJIe]l IEPUOJ Ha NMPOIBIDKUTENIHA peMHUCHs € criopeH. JlanHuTe coudat penanc Ha noHe 50% ot
MAlUEeHTUTe CJieJ €JHOTOAMIIHO TpeKbCcBaHe Ha JiedeHuero. OnNTuManeH NOIXOoJ €
UACHTUGUIMPAHEe Ha NOATpyHaTa NalMeHTH C Hali- HUCBK PUCK OT pelanc Ha 0Oasa
OMOJIOTMYHM M EHJOCKOICKM MapKepH, KOUTO Ja OCTaHAaT Ha MOJIbpiKallo JIeYEeHHE C
HUMYHOCYTIPECOP.

[Ipy manueHTH C penanc, MOBTOPHUAT Kypc € OMOJIOIMYHO JiedeHHE OOMKHOBEHO
IIOCTUTa PEMUCHSL.

2.4.7. Xupypru4Ho JjieueHue
B crmyyanrte Ha ycnoxxHeHa O6onect Ha KpoH XupyprudHOTO JIeYeHHE HA PAaHEH eTal €
aJITepHATHBA Ha JIeKapCTBEHATa Tepanus. MyNTUANCIUILUIMHAPHU CPELIH 32 OOCHKAaHE Ha
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TEpaneBTUYHU CTPAaTerMM 3a OTIEJIHUTE TMAalMeHTH ca NPEnopbUYUTETHH OCOOEHO Tpu
KOMIUTMIMpaHuTe cirydau Ha BK.

BbropocsT 3a mo-Bucokara 4eCcToTa Ha MEPUONIEPATUBHU YCIIOKHEHHSI TIO BpEME U CIe]
nedyenue ¢ antu TNF nekapcrBa ocraBa ciopeH. IHTepBanbT Ha 6€30MacHOCT OCTaBa 1a Obe
onpeaeineH. [Ipeaunsonon B 103a 20 Mr AHEBHO WM €KBHUBAJIEHT 3a IIOBEYE OT 6 CEAMMIHU €
pucKoB ¢akTop 3a xupypruunu ycioxHenus. Eto 3amo KC tps6Ba na 6paaT cripeHu, ako e
BB3MOXKHO. A3aTHONIPHH MOXeE Ja ObJIe U3MOJI3BAaH 0€30MaCHO B TIEPUOTICPATUBHUS MIEPHO]] U
CcJIe]l TOBa.

TIOTIOHOMYIIICHETO € TJaBEH PUCKOB (DaKTOp 3a TMOCTOMEPATHBEH pEarnc U BCUYKH
MalUeHTH TpsoBa Ja ObJaT HAChpUYaBaHM AKTHUBHO Jla CIpaT MYyUIEHETO Mpeau ONepalusTa.
[Tpu manueHTy chC 3HAYMTENIHA 3ary0a Ha TErJIo MOXe J1a 0bJie 0OMHUCIEHO MPEIONEePaTUBHO
EHTEepaIHO WIM MapeHTepasHo XpaHeHe. Huckure HuBa Ha cepyMHHs allOyMUH OOMKHOBEHO
ca pe3yiaTaT Ha HEKOHTPOJIMPAaH CEeINCHC ¢ Wiu 0e3 MpuIpykaBalla MaaHyTpulus. B te3u
CJly4au € yMECTHO JIpeHUpaHE Ha CeNTUYHHUSA (DOKYC 3a€HO C EHTEPAIHO XPaHEHE.

2.4.8. Cneumajnu rpynu nauuentu ¢ BK
2.4.8.1. IlocT-onepaTuBHM pelHIUBH

[pu nurca Ha JieYeHHe CiIe]] onepalus SHIOCKONCKU PEIHINB ce HabaromaBa B 65-
90% B cneaBammre 12 Mmecema, a cinex 3 romguHu — 80-100%. IlpenukTopu Ha TOCT-
OIepaTHBEH PELUIMB Ca: TIOTIOHOMYIICHE; MPEIXOJHA YPEBHA OIMEpals; IMeHETpUpalna
Oosiect; mepuaHaigHa OOJECT; PE3CKIMs Ha TOJISIM THHKOYPEBEH CETMEHT; JIUICA Ha IOCT-
OIEPATHBHO JICYCHHE.

WneokosoHOCKONMATA € 3J7aTe€H CTaHAapT 3a JUarHo3aTa Ha IOCT-ONepPaTUBHUS
peunaus. IlpenopbuBa ce na ObJe HampaBeHa B IMbpBUTE 6-12 Mecema ciiel ONeparusra.
EHI[OCKOHCKI/IFIT peuuanB MNpeAICCTBa KIMHUYHUA. HporH03aTa € Jiolnia npu HaJIU4YueC Ha
TEKKH CHIOCKOICKM W3MeHeHus. AOmomunHanHata exorpadus, MP-enreporpadus wu
KarcyJjiHaTa ¢HIOCKOITUS ca alTepHATHRA B OIICHKATa Ha MOCT-OMEPATUBHUS PCIIU/IHB.

[Mpodpunaktukata € 3aabDKUTENHO (apmakosoruuHa. CpeiacTBo Ha u300p ca
THomypuHuTe. Te ca mo-e()eKTUBHU B CpaBHCHHE C MecajasdH (caMo TpU HM30JIMpaHa
WieajgHa Pe3eKIns) U UMHUIa30JI0BUTe aHTHOMOTHUIHM (TTO-TPYAHO ce moHacAr). JleueHueTo ce
3armoyBa 2 CeJMMLM CIIE] olepanusTa U npoAb/bkaBa nmoHe 2 roguHu. [Ipu texkure ciydan
CE M3I0JI3Ba OMOJIOTMYHA TEPAITHSL.

2.4.8.2. ®ucryauzupama BK

Ilepuanannu pucmynu - MPT Ha ManbKk Ta3 € CpeACTBO Ha M300p 3a MOCTaBSHE Ha
JMarHozata B KOMOWHAIMsS ChC CUTMOUIOCKONMS 3a OILEHKa Ha JyMEHHaTa aKTUBHOCT Ha
Oosecrra. AHOpeKTanHaTa exorpadus Moxe aa Obae antepHaruBa. Hali-uecto ce pucrynure
ce pasziensaT Ha npocmu U yciodchenu (knacugpuxayus Ha Parks). Ilpemu 3amouBane Ha
TeyeHue TpsOBa Ja ce M3KIIIOYM HAIWYHME Ha TiepuaHalieH abciec. AKO WMa TakbB, TOH ce
npenupa. IIpocture ¢uctynm ce jekyBaT caMo MNpH cumnromaruka. llpemopbuBa ce
noctaBsiHe Ha CeTOHOB KaTeTbp WK (UCTYJIOTOMHS B KOMOMHAIMS ¢ MeTpoHuaazon 750-
1500 mg/n wmum uunpoduokcarma 1000 mg/nH. TuonmypuHMTE ca BTOpa JHMHUSA, a
OMOJIOTUYHATA TEPAIUS — TPETa JIMHHUS.

[Tpu ycnoxkHeHa nmepuaHaiHa 6onect ce nmoctaBs CeTOHOB KaTeThp B KOMOMHALUS C
AHTHOMOTUK M THONMYPHUHH - ITHPBA JIMHUSA. BroornyHara Tepanus € BTopa JIMHUS Ha U300D.
AKO0 MMa aKTHBHA JIyMeHHa 0oJecT, TO Ts ce JeKyBa. Qyenkama Ha egekma om ieyeHuemo e
KJIMHWYHA - JIMICA/HAJIMYMe Ha CEKperus OT (Qucryigata u ¢ o0pa3Ha MeEToIuKa —
npocnesBaHe Ha 3aTBapsHe Ha ¢uctynnus xon (MPT, KT). 3a mognbpxaiio jedeHue ce
M3II0JI3BAT THOITYpUHH, OnonornuHa Tepanus i CeTOHOB KaTeThp, KAKTO U KOMOWHAIINS OT
JIeKapcTBEHa Tepanus U apeHax. [lomabpikaiioTo gedeHrne IpoIbikaBa MMOHE eHa TOAMHA.
IIpu nurca Ha OTrOBOp KbM OMOJIOTMYHATA Tepanus ce NpenopbyBa 100aBsHE HA a3aTHONPUH
WIA METOTpeKcaT B KOMOHMHaIus ¢ aHTHOMoTuiM. IIpokTekToMusita € mocienHa Onmus 3a
neuenue. Ilo oTHomeHue Ha JpyruTe (UCTYIM HSAMA AOCTATBYHO ONUT, HUTO KIMHUYHU
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npoyuBanud. [logxoasT € MHAMBHyalIeH MPH Bcekd nauueHT. OOUKHOBEHO JeKapcTBEHATa
Tepanusi BbpBU yCIIOPEIHO C OllepaTUBHATa HaMeca.

2.4.8.3. CTpukTypH
[lpy mamMeHTH ¢ KbCH CTPUKTYPU MOXKE Ja ce OOChIM EHJIOCKOICKa OalloHHA
JMTATALYSL.

2.4.8.4. IlcuxocoMaTHYHU HAPYIIEHUS

TpeBoxHOCTTa, AepeECHATa U IICUXO0-COLUAIHUS CTPEC ca M0-CKOPO MOCIEACTBHE OT
BbK, a He npuunHa. CTeneHTa Ha IICUXOJOTHYEH JAUCTPEC KOPEJIUpa ¢ TEXKECTTa Ha O0IecTTa U
IIpe/ICKa3Ba KauecTBOTO Ha JKUBOT. llpenoppuMTenHo € OlLiEHKAaTa Ha JAENpecusTa Ipu
OonHuTEe B ek3alepOalus U Te3u ¢ KopeMHa Ooika 1o BpeMme Ha pemucus. JKenatenHo e
CJIEJICHETO Ha MALMEHTUTE 3a pa3BUTHE HAa TPEBOKHOCT M JENpEcUs U IPOBEKIaHE Ha
CBHOTBETHO JIeUeHUE IIpU HeoOxoauMocT. M300pbT Ha ICUXOTEPAeBTUYHUS METO/]] 3aBUCH OT
MICUXOJIOTUYHOTO HAapYIICHUE U TPAOBA J1a C€ M3BBPIIBA OT ChOTBETHH CIIEIIHAJIHCTH.

2.4.9. Kopexkuusi Ha 1epuIUTHTE MPH MaJIadcopous

3.  VJLEPO3EH KOJIHUT (YK)

3.1. KIACUDOUKALIUA

3a xnacudunupane Ha BK ce u3nonza Monpeanckara kiacudukamus ot 2005 r., KosSTO
BKJIFOYBA CJICJHUTE KATETOPHUH:
A. Bw3pact npu mbpBata quarnosa: Al no 16 r., A2 16 r. -40r., A3 Han 40 1.
E. Pasnpoctpanenoct: E1 — mpoKTUT (BB3NAJIMTEIHUAT TIpoliec 00XBaia camo pexkryma); E2
— NSIBOCTPAHEH KOJHT, U3BECTEH OIllE U KaTO JAUCTANCH (Bb3NAIUTEITHUAT MPOIIEC € TUCTAIHO
ot flexure lienalis); E3 — pasmpoctpanen komut (nmpokcumanHo ot flexure lienalis, Bk
MAaHKOJIUT).

CrhllecTBYBaT JOKA3aTeNICTBA, Y€ Bb3pacTTa Ha AuarHoctuimpanHe Ha YK nma Bpb3ka

Cc u3xoJa Ha 3a0onsBaHeTO. J{MAarHOCTUIMpAaHUTE Tpeau 16-ToauIIHa BB3pAacT HUMAT TO-
arpecuBeH KJIMHUYEH XOJ, JOKAaTO JHAarHo3ara B MO-KbCHA BB3PACT € CBHP3aHa C MO-HUCHK
pucK OT KojekroMus. YK, ycTaHOBEH B MHOI'O MJIaJia Bb3pacT MMa pa3iuvHa €THUOJIOTHS U
IIPOrHO3A.

3.2. ONPEJAEJIEHUSA
3.2.1 Kaunuyna axktuBHocT. KimHuynata aktuBHOCT (TexkecT) Ha YK ce

KjIacupuIpa KaTo peMHCHs, JieKa, yMEepeHa WM TekKa. ToBa moJpa3zelsHe

oTpa3siBa OWOJIOTMYHATa AKTUBHOCT, a HE OTrOBOpa OT IPOBEXKIAHOTO JIEUCHHE.

TepMuHBT TEXbK (WIM ,,0CTBP TEXbK KOJIHUT) ce NpeanoyuTa Ipen

,»OYIMHHAHTEH" KOJIUT.

Pemucusita BKIIOYBA MBIHO H34Ye3BaHe Ha cuMmnroMute (Opoil Ha AedekaruuTe
<3/nHeBHO, 0e3 pPeKTaTHO KbpBeHEe M 0e3 Hajluuue Ha CIEIIHU MO3MBH 3a Jedexalus) U
BB3CTAHOBSIBAaHE Ha JeOeloupeBHATa JIMTaBUIA TPU  EHJOCKOICKOTO  H3CJIe/IBaHE
(EHIOCKOTICKM HOpMayHa Jurasuia). Jlumcara Ha OCTHpP BB3MAIUTENCH HHPHUITpPAT B
XHMCTOJIOTHUEH MaTepual € B MOJKpera Ha peMUCHSTA.

YK ¢ ymepeHa akTUBHOCT TpsiOBa Jia c€ pa3TpaHUyH OT TO3M C JieKa aKTUBHOCT MOPaIn
pasnanyHaTa Tepanus U HeliHaTa e(peKTUBHOCT.

[Ipemuiarat ce MHOTO MH/IEKCH 32 OLIEHKA Ha TEKECTTa Ha 3a00JIIBaHETO, HO HUTO €/1MH
OT TSX HE € W3IS0 BaluaupaH. B exxeqHeBHaTa MpakTHKa ce Mmpujarat Moaupukalud Ha
opurnHamHUTe Kputepnu Ha Truelove m Witts, a HanmocneabK W U3MOJI3BAHUS B KIMHUYHUTE
npoyuBaHus Moauduiupad nHaekc Ha Mayo (tabmn. 1). EBpomneiickaTta acoruarus 3a Kpon u
konut (ECCO) ot 2012 r. npenjara 3a olleHKa Ha aKTUBHOCTTA (TEXECTTa) Jla c€ U3MOJ3Ba
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KOM6I/IHaHI/IH OT KIHMHHUYHH

nmapaMETpu, BKII. XUCTOJIOI'UA .

Ta6muna 1. Maaexc na Mayo.

MPOsIBH, J1Ta0OpaTOpPHH JaHHH,

o0pa3HM U E€HJIOCKOIICKH

Munekc

Mayo ! 3

Uecrota  Ha Hopmanna 1-2/nHeBHO 3-4/ nHeBHO 5/ mHEBHO

nedexanum/ iH > HOpMAJIHO > HOpMAJTHO > HOPMAJTHO

EBHO

PexTanHO He Cmabo Buanmo N3zpazeno

KnpBene

Myxko3a Hopma Jleka YMepena CrioHTaHHO
paHuMOCT paHuMOCT KbPBEHE

OO6ma oleHka Hopwma Jlexk YK Ymepen YK Texbk YK

Ha JieKaps

TpaeH TepaneBTHYeH OTrOBOP ce MpHeMAa NPH JOCTUTaHEe HA O3]paBsiBaHe Ha
JuraBunara (KIMHAYHA, OMOXMMHYHA, EHJOCKONCKA W XHMCTOJOTHYHA PeMHUCHS).
[IbpBoHayaHUAT edeKT OT Tepamuara ce€ NpueMa NpU MOHIKABaHE HA HHJIEKca Ha
aKTUBHOCT ¢ nioBeue oT 30%, 3aeHO ¢ HaMaJIsIBaHE HA PEKTAJIHOTO KbPBEHE U €HJIOCKOIICKUS
cyounpaexc (0 wmu 1).

3.2.2. Peppakrepen Ha Tepanus YK

Ocsen KC-pedpaxreproct, YK Moxe 1a 6bae peppakTepeH U Ha UMyHOMO1YJIaTOpU
- aKTHBHA OOJIECT WJIM peJarc, HE3aBUCUMO OT JICYEHUETO C THOIYPHUHM B aJI€KBATHU 03U
(namp. azatuonpuH 2—2.5 mg/kg/nHeBHO niau Mepkanronypus 1.5 mg/kg/nHeBHO mpu numca
Ha JIEBKOIEHNU ), Hali-MaJIKo B IPOABIDKEHUE Ha 3 Mecela.

[Ton pedpakreper aucTaneH KOJUT ce pa3dupa NepcrucTUpaHe Ha CUMIITOMHTE TIOpaIn
BB3IAJIEHUE, OTPAaHUUYEHO B PEeKTyMa (MPOKTUT) WM JIIBOCTPAHEH KOJUT, HE3aBUCHMO OT
neyeHueTo ¢ nepopanuu u jokaau KC u ¢ Mecanasus 3a 4-8 ceaMuIm.

3.3. IMATHO3A
3.3.1. Kinnnununute 0eJie3n HAl-4eCcTO BKJIIOYBAT:

- KbpBaBa nuapus, peKTaTHO KbpPBEHE W/WIM CICUIHU MO3UBHU 3a Ae(eKarus ; HOIIHU
nedexanuu
- B cnyuaute ¢ jeka wiu A0pH ¢ yMEepeHa aKTUBHOCT (DM3MKAIIHOTO U3CJIEIBAHE MOXKE
Ja Ob1e 0e3 OTKIIOHEHUS
- CucrteMHUTE OIUIaKBaHUS - OTHAJHANIOCT, AHOPEKCHs, TOBWIIEHA TEMIIEpaTypa,
TaxuKapaus, MPOMEHH B aTePUATHOTO HaJlAraHe, 3aryba Ha TeJecHa maca ca NpOSIBU Ha
TEKKa aKTHBHOCT
- W3BBHUYPEBHU NPOSBH.

[ToBedeTo OT CUMNTOMHUTE Ca B 3aBHCHMOCT OT BB3MAJICHHETO Ha PEKTyMa, KOETO
BHHATM € aHTaXUPaH, HE3aBUCUMO OT PA3MPOCTPAHEHUETO Ha 3a00JisiBaHEeTO. Bb3masieHusT
PEKTYM Ch3/1aBa HEBB3MOXKHOCT 32 3abpKaHe Ha ChABPKUMOTO, BKII. TA30BE U TEUHOCT.

3.3.2. Hauajanu jJadopaTopHu u3cjaeIBaAHUA
CVYE, mpnHa KpbBHa KapTwHa, , cepymHo xensizo, JKCK, depurun, C-peakTuBeH
nporenH (CRP) u OumoxumuuyHM moKazatenu U 1p.; Mukpobuonocuunu W3CIeIBaHUSA-3a
ypeBHu maroreHu, BkiA. Clostridium difficile toxin. HeoOxomuma e oreHka Ha

44



MMYHU3AIUOHHUS CTAaTyC KbM PA3JIMYHN BHPYCHU 3a00JSIBaHHS M TYOCpKYJI03a; N3KIIOYBAHE
Ha nHpexnusa ¢ nuromeranosupyc (CMV), mapazutu.

3.3.3. dekajleH KAJINPOTEKTHH - HAACKICH MapKep 3a HHTECTHUHAIHO
Bb3MajeHue u npu YK

3.3.4. OCHOBHHM THATHOCTHYHM H3CJIACABAHUA

KosoHockonusi ¢ MHOXECTBO OHONCHU - 3a MPEANOYUTaHE C WJICOCKONUS U
CerMEHTHU OWOIICHH, BKJ. Ha PEKTyMa € OCHOBEH auarHoctuueH metoi. Ilpm texsk YK -
0630pHa  peHeenocpaghus Ha KOpeMa M TOTBbp)KJaBaHE Ha aKTUBHOCTTa upe3
cuemoudockonus ¢ Wi 6e3 OUOTICUS KaTo IIbpBa JUHUSA u3cineasade. [Ipu ocTbp TEKBK KOTUT
momasina KOJIOHOCKOTHS HE ce MPernopbuBa Mopaau puck ot nepdopanys. XucToa10ri4yHOTO
u3cilelBaHe  IOTBbPXKJaBa  JMarHos3ara, ONpelenst  aKTUBHOCTTa M OTKpHUBa
UHTpaenuTeNnanta Heomazusa (aucrutasusi). [lpu Bcsika ycTaHOBEHa €TeHO3a Ha 1e0esoTo
4yepBo TpPsiOBa 3a ce uzkioun KPK.

[Ipy HEBB3MOXKHOCT 3a €HJOCKOIICKO M3Clie[IBaHE Ha JeOe0TO 4epBO MOXKE Jia ce
NpWIOKAT OOpa3HMW W3CIEABAHUS, KAaTO JBOWHO-KOHTPACTHO PEHTICHOBO W3CJICJBAHE -
upuzocpagus, KT u/mnu MP kononorpadus. AGaomuHannara exorpadus e nosiesHa 3a
MOHUTOpPHpAHE Ha aKTUBHOCTTa Ha 3a00JSBAaHETO, pa3NpoCTpaHeHocTTa M edekra oT
JICYEHUETO.

Heo6xoaumo e n3kimouBane Ha nHpeknus. [Ipu chbMHUTENHA AMAarHO3a € HEOOXO0IUMO
MIOBTOPHO €HJOCKOIICKO M XUCTOJIOTMYHO MU3CIIE/IBAHE CIIE]] UHTEPBAJ OT BpEME.

IIporHocTuynu gpaxkropu

UnentuduuypaHeTo Ha NALMEHTUTE C JIOIIA IPOrHo3a (HaBpeMEHHa OLEHKa Ha
(dakTopuTe, CBbP3aHU C IMPOrPECUPALL] XO/) € OT M3KIIOUUTENIHA BaXKHOCT 3a ONpEJelsiHe Ha
MOBE/ICHUETO C L€l HaMaJsIBaHE Ha Mporpecusta Ha 00JIeCTTa, KOJEKTOMUSITA U Pa3BUTHETO
Ha KOJIOPEKTAJICH KapI[THOM.

dakTopuTe, NpeACcKa3Baly HEOJATONPUITEH X0/ U PUCK OT KOJIEKTOMUS ca: Bb3pacT
nog 40 r., "Hyxma or KC mnpu aumartHosata, pa3npoCTpaHEH KOJMT, IIBbJIOOKH SI3BH,
NepCUCTUpPaHEe Ha XUCTOJOTMYHMUTE U JTAOOpaTopHU Oese3d 3a Bb3MNaJICHHWE KAaTO MOBHILEH
¢dexanen xammporektiH, CYE wnax 30 mm (nmoBumen CRP) u Hucek anOymus,
[IceBpomonumno3ata W OUCIUIA3UATA, KAKTO M HEPYHKIMOHUPAIIOTO YEpBO (THUIl ‘‘OJIOBHA
TppOa”) ¢ HapylleHus B NepMeaOWINTeTa U XpPOHMYHA BOJHUCTA AMApHs ca MO-KbCHHU, HO
CBIIO TaKa BayKU MPOTHOCTHYHH (DaKTOPH.

3.4. JIEYEHHUE HA YK

Jleuennero Ha axkTMBHMA YK € B 3aBHCUMOCT OT TE€XECTTa Ha aKTUBHOCTTA,
pasnpoCTpaHeHUETO, XapakTepa My (4ecToTa Ha peJamncure, €BOJIONUS Ha OojecTra,
TEPANEBTUYEH OTIOBOP, HEXKEJIAHUTE JIEKAPCTBEHW PEAKLMU, HAJINYMETO Ha W3BBbHUYPEBHU
MIPOSIBY, BB3pPACT HAa JUATHOCTULIMPAHE U MPOIBIIKUTEITHOCT Ha 3200 I5BaHETO).

Bb3moxkHOCTHTE Ha CBBPEMEHHOTO JieueHMe Ha YK ocurypsBaT axkTHUBHO
MIPOTUBOBB3MAIUTETHO Bb3ACHCTBHE Ha MSACTOTO HAa BH3MAIUTEIHUTE TPOMEHU(TIPOKTUT, JISIB
KOJIUT) - ONTHMAJHA JIOKaJlHa Tepanus B KOMOWHAIMSA ChC CUCTeMHO npuioxkenue Ha JIC),
KaKTO M HaBpeMEHHa paHHa MMyHoMmopyiupama/anTu-TNF Tepanust npu yMepeHO TEeXbK U
Texxbk YK camocrtosTenHo winm B KoMOMHanus. MoepHHTE TepamneBTUYHU aJTOPUTMH,
BKutouBaiy aHTU-TNF B koMOMHA1IMA ¢ UMYHOMOJIyJIaTOPH, Ca C BUCOKa €()EKTUBHOCT MpHU
PaHHO MIPUJIOKEHUE TIPU BUCOKOPUCKOBHU NAIIUEHTH.

3.4.1. M3noa3BaHu JeKAPCTBEHU MPOAYKTH

3.4.1.1. Mesalazine
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1. Mesalazine - cromaniHo yCTOWYMBH TaOJETKH: MbpBOHAYATHA (MHIYKIIMOHHA) 103 -
1.5 g - 3.0 g/aaeBno PO, makcumanno — 1o 4.0 g/maeBHO npu TexbK YK; momabpikama go3a -
1.5 g/ nuesno PO

2. Mesalazine - cToManiHO yCTOWYWBH TPAaHYJIH C YIBJDKCHO JICMCTBHE: IMbPBOHAYAIIHA
(uaaykuuonHa) no3a - 1.5 g -3.0 g/aueBno PO; nogawspikaiia go3a -1.5 -3g/maesHo PO

3. Mesalazine ¢ JIOKaJHO JI€HCTBHE —CYIY3UTOPUU 32 PEKTATHO MPUIOKCHHE:
IbpBOHAYANHA (MHIYKIIMOHHA) 103a - 1.5 g/nHeBHO; mommbpxkama no3a —0.75-1.0 g/aaeBHO
PEKTAITHO

4. Mesalazine ¢ JOKalmHO JACWUCTBHE — peKTadHa cycrneHsus (kau3ma)-4g/60 mi
IbpBOHAYANIHA (MHAYKITMOHHA) /1032 - 4g THEBHO peKTanHo ( Haii-uecTo 8-12 ceamuim)

3.4.1.2. Koptukocreponan (KC)
Prednisone tabl. 5 mg wiu Methylprednisolone tabl. 4 mg 40 mg/nueBno PO, makcumanuo —
1o 60 mg/maeBno PO no cxema ¢ HamansaBaHe 3a 8-10 ceamuiy.
Methylprednisolone 40-60 mg/aueBHo 1V, makcumanuo — 1o 80 mg/nueBro IV
Budesonide ¢ jokanHO nmeiicTBue (peKTaiaHa IsHA): MbpBOHAYaHA (MHIYKIIMOHHA) 11032 - 2
mg (1 BupbCcKkBaHe) /AHEBHO, peKTaaHO (akTuBeH YK -IIPOKTHUT, JISIB KOJIUT)

3.4.1.3. HmyHoMmony1aTopu (MMYHOCYIIpecOpH)
Tuonypunu:
Azathioprine — 2 - 2.5 mg/kg/ nuesno PO
Mercaptopurine - 1 - 1.5 mg/kg/ naesno PO
Methotrexate - mppBoHavanHa (MHIYKIMOHHA) g03a 25 mg IM/ ceaMuuHO; MmOIbpIKaIia
no3a — 15 mg IM/SC ceamuyaHO
JAK KnHa3HM UHXUOUTOPU:
Tofacitinib — uaaykironna no3za 2x10 Mg 3a 8 ceaMuIy, MociIeBaHa OT MOIbpPIXKAIIA 1032
2x5mr PO

3.4.1.4. buonornynu cpeacrea (muxuduropu Ha TNF anda;
AHTU-UHTETPHHOBH)

Nuxudouropu na TNF anda
Infliximab

[IspBOHavasiHa (MHAYKIIMOHHA) 103a: 5 mg/kg uatpaBeHo3Ha undysus Ha 0, 2 u 6 cenmuIy,
noaabprKaIa go3a: 5 mg/kg uHTpaBeHo3Ha UHQY3US Ha BCEKU 8 CeAMUIIN

Adalimumab

[IspBoHavanna (MHAyKIMOHHA) mo3a: 160 mg mpe3 cenmuna 0 (mox dopMara Ha YeTHpPU
WHXEKIIMM B PAMKHATE HAa €IHO JICHOHOIIME WJIM KaTo JIBE€ HWHXEKIMH JTHEBHO B JBa
MocNeI0BaTeTHU JHH), chea koeto 80 mg mpe3 ceamuna 2; [Mogabpikamia go3a : 40 mg mpe3
CEeIMMIIA UIU BCSIKA CEAMMIIA

Golimumab

[IspBoHavanna no3za 200 mg; 100 mg npe3 BTOpa ceammuiia, cien tora mo 50 mg/100 mg B
3aBUCUMOCT OT T€JIECHOTO TETJIO €IMH ITbT MECEYHO

AHTH — HHTEeTPHHOBH

Vedolizumab - ITvpsonauanua (unoyxkyuonna) ooza: 300 mg narpaBeno3na nHpysus Ha 0, 2,
6 (u 10 ) cenmunu; I[1ooovpacawa doza: 30 mg WHTpaBeHO3HA WH(Y3USA HA BCCKH 4 WiH 8
CEeIMHIIA

3.4.2. JleueHue criope] pa3snpocTPAHEHOCTTa H AKTUBHOCTTA HA 60JiecTTa

3.4.2.1. IIpokTHUT
3.4.2.1.1. Jlek u ymepeno mexcvK npoKkmum
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[IspBOHAYAHO (MHIYKIIMOHHO) JiedeHue: KoMOmHMpaHe Ha Mecalla3uH C JIOKaJTHO
nercTBre (CYMO3UTOPUH Mecalla3uH 1g JHEBHO, ajTepHATHBA - pEKTaJHAaTa TIsiHA) C
nepopajieH Mecalla3uH Wi  JIokanHo mnpwioxkenne Ha KC - mo-epexTtuBHO OT
CaMOCTOSITETHOTO MM TIPUJIOKEHHE M CE TPETOpPbhUBa 3a yBelIMYaBaHE Ha €(EKTHBHOCTTA HA
Tepanuara. JIOKaIHO MPUITOKEHHUIT MECAJIA3HH € TI0-€(DeKTUBEH OT JOKaIHOTO jJedenue ¢ KC
3a mocTurane Ha pemucusa. Bropa mmuus: KC: mpu mamueHTH, HEMOHACSIIN JIOKaJIeH
Mecaa3uH; MaIMeHTH, KOUTO HE Ce TOBIHUSABAT OT OpaJieH / JIOKAJeH MeCalla3uH U JIOKAITHU
KC tps6Ba na 6b1aT JIeKyBaHU JONBIHUTEIHO ¢ opaiaHu KC

3.4.2.1.2. Peghpakmepen NPOKTUT - MUMYHOCYIIPECOPH H/WUIH
OMOJIOTMYHHU CPE/ICTBA.

3.4.2.2. JleBocTpaHeH KOJIUT
3.4.2.2.1. Jlek u ymepen nesocmpanen YK

- [IppBOHAYaNHO (MHAYKIMOHHO) JieueHHe: Mecana3uH KiIu3My 1g JHEBHO, KOMOMHUPAHHU C
nepopajeH Mecajaa3uH Haj 2g JHEBHO.
CamocrostenHoro npuioxeHue Ha jokanaun KC mwimm Mecanasus, KakTO ¥ MOHOTEpaIHsATa ¢
MEPOpaICH MECala3hH € MOo-ciad0 eQeKTHBHO OT KOMOWHHMpaHaTa TepopajHa W JIOKalTHa
Tepamuss ¢ MecanasuH. JlokaaHMAT MecanasuH € mno-epektuBeH oT JsokanHus KC.
EnHOKpaTHOTO O3MpaHe HAa MEcalla3uH € TOJIKOBA e(DeKTUBHO, KOJIKOTO M (PPaKIIMOHUPAHOTO.
EdexTuBHOCTTa Ha Mecala3sMHOBHUTE KJIM3MH M IIHA, HA Majkus (10-100pa MOHOCHUMOCT) H
rojieMusi 00eM 3a IMOCTUTAaHEe Ha PEMHUCHS € €THAKBA.
- Bropa nunusa: Cucremnoro npunoxenue Ha KC - ako cuMOTOMHTE HE Ce HMOBIUSABAT OT
Mecalla3uH.
Pemennero 3a BrmouBaHeTo Ha KC kbM cTaHgapTHaTa Tepamusi 3aBHCH OT OTIOBOpa U
TOJIepaHCa KbM Mecajla3uH, MPEANOYNTAHNATA HA MAIMEHTa M ONUTa Ha JICKyBaIlus JeKap.
[TokazaHo e mpu BIOLIABaHE HA CUMIITOMHUTE; IEPCUCTUPAHE HAa PEKTATHOTO KbPBEHE CIE[
10-14 nHeBHa KOMOMHHMpaHA TEpAIUsl C aMHHOCAIUIIMIIATH; JIUTICA HA TPAHO MO00peHHne Ha
Bcuuku cumnromu Ha YK cnen 40 nHeBHa afiekBaTHa Mecajla3uHOBA Teparnusl.

3.4.2.2.2. Teixcvk neeocmpanen Koaum
OOWKHOBEHO € WHIMKAIUS 32 XOCIUTAIM3AIMS W WHTCH3WBHO JICUYCHHE CBC
CUCTEMHA Teparnus.

3.4.2.3. Paznpoctpanen YK
3.4.2.3.1 JIex 00 ymepeno mesxcok paznpocmpanen Koaum

[TbpBoHauanHo nedenue: IlepopaneH MecanasuH B J03a Haja 2g JHEBHO, B
KOMOWHAIIUS C JIOKaJIeH Mecana3uH (pu 100pa MOHOCHUMOCT).

Bropa munus: Cucremuo npunoxxenue Ha KC - ako cUMITOMUTE HE ce MOBIUSABAT OT
Mecalla3uH.

B ciyuait Ha penanc Ha QoHa Ha MOJABpKAIlA TEpamus ¢ MEpopajeH Mecala3uH
>2¢/nH nnn umyHomoaynatopu - KC (nmpeanusosnon 40 mg AHEBHO 3a €Ha CeJMMIIA, CIE]
KOETO J103aTa ce HamalsBa ¢ Smg cexMu4HO 3a o0mo 8 cexamuim). M3monssar ce u apyru
CXEMH, HO € pa3yMHO BCEKH LIEHTBHp Jia MOJI3Ba ONpEJIelIeHa CXeMa, 3a Jja MOKe CTepouIHaTa
3aBUCUMOCT J1a ObJie paHo pas3mno3HaTa. ToBa ylnecHsBa BKIIOYBAHETO HA UMYHOMOYJATOPH.
Kbcure kypcoBe (< 3 ceamuiM) ca CBbp3aHM C PUCK OT paHEH penanc, a J03d Ha
NpeIHU30JI0H < 15 mg AHEBHO He ca e(peKTUBHU IPU aKTUBHO 3a00JIsIBaHE.

3.4.2.3.2 Texucvk paznpocmpanen KOaum - noOKA3aHue 3d
XOCTIUTAIM3AIMS 1 MHTEH3UBHO JICUEHHE.

3.4.2.4 Texbk YK He3aBHCHMO OT pa3npocTPaHEeHUETO
Benuku namnuenta ¢ texbk YK TpsOBa ga ObAaT XOCHHUTAIM3HpPAHH 32 UHTCH3UBHO
JIeYeHHe, MPOBEKAAHO OT MYJTUAUCHUIUIMHAPEH €KUII (FaCTPOEHTEPOJIOr U XUPYPT C OMHUT B
KOJIOIIPOKTOJIOTHATA).
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3.4.2.4.1 Ocmuvp mexsCHK YK (moTeHMaIHO
YKUBOTO3aCTPAIIABAIIO ChCTOSHUE)

OcHoBHO neyeHue: Benosnorto mpunoxkenne Ha KC (mamp. meTunmpenHn3oiod 60
mg/244). Tlo-BuCOKUTE N03H HE ca MO-€()EeKTUBHU, HO MO-HUCKHUTE Ca TMO-MAJIKO €()EeKTUBHHU.
bonycHoto nmpunoxeHue U OpOABIDKUTENHaTa HWHQY3Us ca €IHAaKBO e(EeKTUBHHU.
VYabmkaBaHeTo Ha TepanusTa noede oT 7-10 muu He HOocH mo-ToysiM edekT. CyMapHUST
TepaneBTHYeH oTroBop KbM KC, HE3aBUCHMO OT BUJa Ha JIEKapCTBOTO, AocTHUra 67%. OneHka
Ha oTroBopa kbM BeHO3HU KC - Haii-noOpe u o6exTuBHO ciex Tpetus neH (Oxford score).

3.4.2.4.2. Pegpakmepen na eenosnu cmepouou YK
He3asucuUmMo Om panpocmpaHeHueno
Bropa nuHus Ha nedeHue: ,,criacuTeNHa” Tepanus - HHQIMKcuMal B €IMHUYHA 1032 5
mg/kg (mokazaHa eQEeKTHMBHOCT KaTO Tepamus Ha CIACEHUETO).; IUKIOCIIOPUH WIN
takponumyc (naaukanus u3pbH KXII). Ako HaMma nogoOpeHne B paMKuTe Ha 4-70HU OT T.H.
,,CIIACUTENHA Tepamus - KOJIeKTOMHUA. Tpera JTUHHS Ha JieueHHue Moxke Ja Obae oOchKIaHa
camo B CIICIUAIN3UPAHU IICHTPOBE.
Jonvanumennu mepxku — pPeaHUMAlMOHHM MEPOIPHUSITHS W KOPEKIMS Ha >KU3HEHO Ba)KHU
(GYHKIIUM W OTKJIOHEHUS KbM BeHO3HHTe KC, Hamp. eJeKTPOJIMTHU Pa3TBOpH C MpUOaBEHU
KayneBH (Hai-masko 60 mmol/qHeBHO) 1 KaIIMEeBH COJIM; TITFOKO3HH Pa3TBOPU; aHTHOUOTHIH,
MOKpHBAIK aHAepoOHa W aepoOHa (opa (METPOHUAA30J, TOOPAMHUIIMH, MHUIPO(IOKCAITUH
Wi BaHKoMuIiuH), nedyenne Ha CMV unu C.difficile nndekuus, enrepaino u napeHTepaaHo
XpaHeHe, KOPEKIUs Ha MeUIUTH U JIp; JIOKATHA Tepanus (Mecalla3uH WIA CTCPOUIN) — IIPH
MMOHOCUMOCT; KPBBOIMPEIUBAHE - 32 MOAIbpkKaHe HA XxeMorioouHa Haj 80-100g/1.; 6enTbunu
npoaykta (Human albumin) u mnasma- npu andymus nmox 30 g/1, monmmBUTaMUHHY TIpeTIapaTH,
aHTHCEKpeTOopHU cpenctBa mapentepanno (H2 oOmokepu, MUIIII); HHCKOMONEKyIeH
(bpakmoHUpaH XenapuH — MPOPUIAKTHIHO MOPaTu TPOMOOPHITHOTO CHCTOSTHUE

- [Tpu penyxuust Ha TenecHOTO Terao Hal 10% 1 HEBB3MOXKHOCT 3a IPUEMaHe Ha XpaHa
€ TMO0Ka3aHO TOTAJIHO NMAapEeHTEPATHO XPaHEHe.

IIpn yciokHeHMsI HA TeKKHMA YJIepPo3eH KOJIUT Cce MpernopbyuBa CIEJHOTO
MOBE/ICHNE: TOKCUYHA JuiIaTanus (MErakojioH) - MHTEH3U(UIMpaHe HA (apMaKOIOrHYHOTO
JieyeHne, BAaHKOMHIIMH U IO-paHHa XUpPypruyHa Hameca.. [locTaBsHETO Ha HazoracTpajiHa
conna e Oesnonesno; Ilepdopamnus - xupyprust Jpyru yciaoKHEHUS: MAaCUBEH KPBHBOW3IIWB
(mexkapcTBeHH ~ MPOOYKTH,  XUPYprHs)-  KPBBONpPEIMBAHE, JKEIC3HH  Iperapary;
TpomMOOeMOONMM3BM, BKJI. TpomMOO3a Ha UWHTpalepeOpallHUTe CHUHYCH; aJIeKBaTHA
aHTUTPOMOOTHYHA TEPAITHSL.

3.4.2.5 PedppakTepeH NPOKTUT / INCTAJIEH KOJUT
- [TarueHnTuTe, KOUTO HE OTrOBapsST Ha NEPOPATHUTE CTEPOUIM, KOMOMHHpPAHU C
JIOKaJIeH U TIepopaJieH Mecala3|H, Ce XapaKTepu3nupar KaTo pedpakTepHH.
- TepaneBrnunute onmun: KC - BeHO3HO(Hail-uecTO e(heKTUBHHU), OPATTHO WIIN JIOKAJTHO;
NPWIOKEHNE HAa HUKIOCHOPHUH/ TAKPOJIUMYC I MHIUKCUMAO.

3.4.3. Jleyenne B 3aBHCHMOCT OT €BOJIIOIUATA HA 3200/ 1IBAHETO
3.4.3.1. Pemxamnc

JleyeHneTo Ha penarnca 3aBHCH OT TOBa Jald € MbPBU WIM TOPEACH, KakBU ca
XapaKTepI/ICTI/IKI/ITe My H Hpe}IHIeCTBaHH/ISI TepaneBTquH OTFOBOp; Hpe)IHOI-H/ITaHI/If{Ta Ha
MalUeHTa, BPEMETO 3a HACThIIBAaHE HA penanca, ChIObTCTBamaTa Tepanus (0cobeHo
MMYHOMOJ1YJIaTOPH ), PEJOBHUS MTPHUEM Ha MOJTIBPHKAIIOTO JEUEHUE U IPYTH .
Haganmno rnedenme: MoOke J[a BKIIOYBA JICYCHHETO, OKa3alo ce€ e(QEeKTUBHO MpHU
MPeIIeCTRAINS KypC ¢ ONITUMHU3MPAHE Ha MOTbprKaIiaTa Teparnus
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- Panen peaanc (< 3 mMecena) - IONBJIHUTEIHA WHIYKIIMOHHA Tepamnus (ChlaTta WiIW I0-
MOIIHA); THOIYPUHH; MPOABIDKUTEIHOTO (apMaKOJIOTUYHO JICYCHHE, KOSTO HE BOAH JIO
cBoboaHa oT KC pemucus, He ce mpenopbyBa

3.4.3.2. KC-3aBucumMo 3a00j1siBaHe —a3aTHONPHUH / MEPKANTOITYPHH;
npu aktuBeH YK, antu TNF nponykTu (aganmumymad uinu uHGIMKcHMao)

3.4.3.3. Pedpakrepen Ha Jeyenne YK

- Peppaktepen Ha mnepopannu KC akruBen YK - Vwepeno axmusnusm
pedppaxmepen na KC xonum - antuTNF Tepanus (agmanumymad wim uHbIukcumad), aHTH-
MHTETPUHOBH TIpenapaTH, TO(QAUTUHUO WM TaKpOIHUMYC, Cjlel OOCHKIaHe Ha JApYTrH
TepaneBTHUYHU OINLKU KaTo BeHO3HO npuioxenne Ha KC wiu xupyprusi.

[TocnenoBareHOCTTa B TepameBTUYHATA CTpaTerdst TpsiOBa TpsiOBa mpa Oble
WHAMBUAyaNIu3UpaHa (IOJI, BB3pacT, (GepTwieH crTaTyc M pasnpocTpaHeHue Ha YK,
NPEINOYUTAHHS HA TAleHTa).

[Ipu axtuBen VK TpsiOBa na ce 0OCHAAT APYrd MPUUYMHU 3a MEPCUCTHPAIIUTE
CUMNTOMH KaTo chirbTcTBama nadpekmus ¢ CMV, C. difficile, rymopu.
- Peppakrepen na umynomonysaaropu YK - Vuepeno akmueen - antu TNF Tepanus,
aHTHU-MHTETPUHOBHU penapaTH, ToGpauuTHHUO WK Takpoiaumyc. Komekromusi.

Nuaaukanus 3a 0MOJI0rHYHA Tepanus

Antu TNF npenapatute ca BTOpa JIMHUS Ha JICYEHUE MPHU MALUEHTH C YMEPEHO TEXKa U
texka Gopma Ha YK (menen Mayo score >6 ), npu Koito mepBa auaMs Ha Jeuenue (KC u
MMYHOMOJYJIaTOpU) € Ouia HeyclellHa, KOHTPaWuHIUIUpaHa WIM HWMa HETOJEPaHTHOCT.
AHTUMHTETPUHOBUTE JIEKAPCTBEHM NPOAYKTU C€ MpwiaraT IpU HEOTTOBOPWIM, DPECIL. HE
Tojepupau InpeaxoaHa tepamnus, BKI. aHTU-TNF npenapartu. IlporuBomnokazanus 3a
CTapTUpAaHE HA JICYEHUETO ca: OPEMEHHOCT, JIaKTalus, aKkTUBHA WIN JaTeHTHA TyOepKyJso3a,
CENCHUC WIM ApYyra TeKKa MHPEKIHs, OCTbP WIM XPOHWYECH BUPYCEH XEMaTHT, MHPEKUHUS C
HIV, oHkonormuHu M XeMaTOJIOTWYHM 3a00isBaHUsS, ABTOMMYHHHM U JAEMHEIMHHU3apallu
mporecu, 3actoiiHa cwpraeyHa HemoctaTbyHOCT (NYHA III-1V). IlpocnensBanero Ha
MalMeHTUTe € C KIWHAYEH TMperjiea] W JIabopaTopeH KOHTPOJ Ha BCEKH 6 Mecena u
enjockonusi/ obpazHo uscneaBane Ha 12 mecena. Kputepuu 3a nmpoabkaBaHe Ha JICUSHHETO
ca TOBJMsABAaHE Ha KIWHUYHATA CUMIITOMAaTuhka, OmoxumuyHa (Hopmanu3upaHe Ha CRP u
(dbekamHuTe MapKepH),eHIOCKOIICKa PEMHCHs M JMTaBUYHO O37paBsiBaHe, BKJI.crajg B Mayo
score < 2. [IpoTuBonoka3aHusi 3a MpOJbJKaBaHE Ha JICYEHUETO ca AJEPTUYHU pPEeakUuu U
WHOY3UOHHH PEAKIMK, 3HAYUMH OTKJIOHEHUS B JaOOpaTOpHUTE T[OKa3aTel, TEXKKU
nH(DEKIMY, TosiBa Ha KOXXHU, HEBPOJOTUYHU WM aBTOMMYHHH 3a00JsIBaHMS, OHKOJOTUYHHU
3a00IIBaHUS.

3.4.4. Moaabp:kauio jJeyeHue

[lenra Ha mnoaabpkalaTa Tepamnus € NOAAbpKaHE Ha peMucus (KIMHUYHA U
enpockorncka) 6e3 KC - nmpenopbunTeNHa 3a BCUUKH MAalMeHTH. THTEpMUTEHTHO JICUEeHHUE €
MIPUEMITMBO CaMoO MPH HAKOW MAIMEHTH ¢ OrpaHnyeHa (opma Ha 3a00JaBaHe.
N360pbT HA MOAABPIKALIIATA TEPAMHS CE€ OMPEes OT pasnpocTpaHeHneTo Ha YK, obmus xox
Ha OosiecTTa (YecToTa Ha PEIUIAMBUTE), HEycleXa Ha MpeaxoJHa TMOAIbpKalla Teparus,
TEXEeCTTa Ha TMOCIEIHUS TIAaChK W W3MOJ3BaHATa MpPHU HEro Tepamusi, npodmia Ha
0€30MacHOCT Ha TMOIbpIKAIaTa TePaIHs U CTpATEeTHsITa 3a Tpea3BaHe OT Pak.

[IppBa nuuus - llepopaneH MecanaswH TpHU TAIMEHTH, OTTOBOPWIM Ha JICUEHHUE C
Mecanazud i ¢ KC (mokamno / mepopainHo). - JlokamHuTe Mecajaa3uHH - MPU TPOKTUT U
aNTepHATHBA - JICBOCTPAHEH KOJIHT.

Bropa nunus - KomOuHanusi oT mepopajieH M JIOKaJIHH Mecalla3MHM MOXE Ja ce
H3110JI3Ba KaTO BTOpA JIMHUA TOAABPIKalla TCpaIus.

Munumannata edeKTHBHA TepopaiHa J03a Ha Mecana3uH ¢ 1.2g /mHeBHO, a 3a
peKTanHa Tepanus - (QpakIHOHUpPaHA 032 OT 3 g / CEAMUYHO, HO J03aTa MOXe Jaa Oble
MHAMBUAyaNIU3UpaHa cnopea edexkTuBHocTTa . EQHOKpaTHUAT mpueM Ha Mecaja3uH €
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TONKOBAa €(EeKTHUBEH, KOJKOTO (paKIMOHUpaHUs, Oe3 TOBHWIIABAaHE HA dYeCToTaTra Ha
HeXenaHu epekTu. Bcnuku pasHOBHIIHOCTH Ha MecanasuH ca edextuBHu. Cyndacana3uH He
ce MPEeAoYnTa Mopaau TOKCHYHOCTTa My. HsiMa kaTeropmuHu JaHHU B MOJKperna Ha u3bopa
Ha €JIUH WIH JpPYT TpenapaT 3a MoIbp)kaHe Ha PEMUCHSITA.

TuonypuHure ce nmpenopbpysBaT NpU MALUEHTH ¢ JIEK 10 ymepeH YK, xouto mmar
paHHU WJIM YECTH pesiancH Ha (JOHa Ha JICUCHHE ¢ MECaJla3WH B ONTHUMAJIHA 7032 WJIH KOUTO
He mnoHacaT wMecana3uH, KC-3aBUCMMM TalMEHTH WM MAlMeHTH, OTTOBOPWIM Ha
LUKJIOCIIOPHH / TAKPOJIUMYC TPU UHIYKIIMS Ha PEMHUCHATA
[Ipu orroBopunure Ha anTu-TNF Tepanusd, 3a nmogabp:kaHe HAa PEMHUCHUATA ca MOAXOSAIIN
KaKTO THOITYPUHHUTE, TaKa ¥ NpobbKkaBaHe Ha aHTH-TNF Tepanusra ¢ uiau 6e3 THOMYpUHHU.
[Tpu Te)xBK KOTUT ¢ 0TTOBOP Ha BeHO3HU KC, MUKIOCTIOpUH Wik HHOIUKCUMAO - THOIYPUHU
3a MojIbpkaHe Ha pemucusara [Ipu orroBopminTe Ha MHGIUKCHMAO - JCYCHHETO MOXKE Jia
Obae mpoabiikeHo. [Ipenxoxan Heycrex 0T THOMYPHUHH TOIKPES MOTbPKAIIO JICUSHHUE C
antu-TNF npenapaTti/ aHTH-UHTETPUHOBHU mnpenapaTu. TogaruTHHUO MOXKE 1a C€ MPUIIOKH
pu pepPaKTEPHOCT HA CTEPOUIH, UMYHOMOTYJIATOPY U OMOJIOTHYHA TepaIusl.
JBbATOCPOYHOTO MOAIBPKAIIO JICUCHUE C Mecalla3uH, TUOMYPUHU M OHOJOTHYHA Tepamus
MpOABJIKABA A0 03/IPaBSIBAHE Ha JIMraBuuaTa. Mecala3suH MOXe Ja HaMaJlld PUCKa OT pPakK Ha
neOeI0To YepBo.

AJlmepHamu(mo XUPYPZCUUHO Jiedenue — KOJ1eKmomus

3.5. Cneuuanuu rpynu nanueHT ¢ YK
3.5.1. ITayunt

[TayuutsT € Hecneun(puYHO BbB3MAJCHWE Ha WJICATHHS Mayd M € Cpel] Hall-uecTUTe
YCJIO’KHEHHUS Ha MPOKTOKOJIEKTOMUSTA C WiealieH nay4d-aHaiHa anacromosa (UI1AA).

Jleuenue na nayyuma. 1) Octbp mnayuutr — anTuOumotuuu: Metronidazole wiu
Ciprofloxacin (1o-Manko CTpaHMYHU pEaKlMW); TPOTUBOJUAPUNHU JIEKAPCTBEHU MPOAYKTH ;
2) XpOoHHYEH May4yuT - KOMOMHUpPAHO AHTUOMOTHYHO JieYeHHe (JIBa aHTUOMOTHKA) WM
Budesonide; Infliximab - mpu xponuden pedpakrtepeH mnayuuT.; 3) 3a moaabpKaHe Ha
pemMucus: npobuomuyu.

3.5.2. Ilpu Bb3najienue Ha pekTaaHus ,Manumer” (Cuffitis)
Cumnromure ca MoJ0OHM Ha MAy4YUT, HO PEKTATHOTO KBPBEHE € IO0-XapaKTEpHO.
JlokaiaHOTO JledeHue ¢ MecanaszuH cynozutopuu 1.0 g|/qHeBHO € e(heKTUBHO.

3.5.3. KoJsiopekTajieH KapuHHOM MPH NANHEHTHTE C YT EePO3eH KOJIUT
[Tatmenture ¢ aparorogumeH YK umar noBumeH puck 3a KPK B cpaBHeHue ¢
obmara nonynauus. /Ipogurakmuxa - NpueMbT HA Mecaja3uH MOXe OM HaMassiBa yecToTara
Ha KPK npu 6onnute ¢ YK; yp3oae3okcuxoneBara KucelrHa € Moka3aHa Ipu NpUApY:KaBalll
I1CX.

4. @®EKAJIEH KAJIMIPOTEKTHUH (®K) npu auarHocTHKa M MOHHMTOpPHpaHe Ha
XBY3 B exxkeqHeBHATA KIMHUYHA MPAKTHKA

OK TpsiOBa na ObAe u3MepBaH npu quartosara Ha XBY3 u npenu nmpomsiHa B TepamnusTa
3a nenute Ha Obaemure cpaBHeHus. [Ipu cumnromatnuan XBU3 mammentn K > 250 mg/g
MO€ J1a pazrpaHuyu Tiachbk Mpu XBU3 OT HEBB3MAIUTEIHH YCIOXKHEHUS WIW MOJJIEKAI
CBBp3aH CHHAPOM Ha Apa3HUMOTO 4epBo. IloHmwkenuero Ha PK Moxe na e mpeaukTop 3a
KJIMHUYEH U €HJO0CKOIICKU OTIOBOP KBbM JICUEHUETO. 3a OllEHKA Ha e(eKTa OT TepanusiTa U 3a
IIPE/ICKa3BaHE Ha IBJITOCPOYHATAa PEMHUCHS C€ INpENopbuBa M3MepBaHe Ha HuBarta Ha DK
Mpeayd CTapTUpAHE Ha Tepamnus, KakTo M Ha 3-Th U 6-Tm Mecer cien crapra. llpu
cumnromatnyauTe XBY3 manueHTH, €HJOCKOMUsATa OCTaBa 3JIaT€H CTaHAApT 3a OLICHKA Ha
OojecTHaTa AKTUBHOCT M TOJEMM TEpameBTUYHM IPOMEHHM HE TpsiOBa Ja ce MpaBsT
€MHCTBEHO Bb3 ocHOBa Ha DOK.
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HNBA HA KAJIIIPOTEKTHUH

HNCKHU BHUCOKH

< 100 mg/kg 100-250 mg/kg >250 mg/kg

HuckyTupaiiTe ¢  mauuMeHTta
Janyu  ce  Npuabpka  KbM

Tspcere BB3MOXHA
HEBbB3NAIUTEIHA XBY3 | eparmAta o
Twpcere Jpyru OpUUUHU DHHA OOmucneTe eHIOCKOMHS ™ * HiTn
pa3iInyHU OT BIIOIIABaHE HA p oOpazHa  OlEHKa, 3a Ja
(cTpukTypa,  OOCTPYKIIHS)
XBY3 ONPEAEITUTE CTEIIeHTa Ha
[Ipocnenere cinen 3 g0 6
. 3acsiraHe
Mecena
Ob6mucnere ONTHMU3HpPAHE

W/WJIH CMsIHA Ha TEpamnusiaTa

* 3a oneHka Ha edekra OT TepamusATa M 3a IpeJCKa3BaHe Ha JBJITOCPOYHA PEMUCHS
nu3MepBaiiTe HuBata Ha @K npenu crapT Ha Tepanus, Ha 3-TU ¥ Ha 6-TU Mecel] clie] cTapTa.

** HpI/I nepcuctrupama CHAOCKOIICKAa aKTHUBHOCT - Ja CC o0OMHCIIH OIITUMU3HUPAHE Ha
TCPANICBTUYCH UKW JO30B PCIKUM

Bucokn HuBa Ha (QexaleH KaJMpOTeKTHH TNPH IMPOCIEIASBAHETO ca KPUTEPHHA 3a
BiaomaBane Ha XBU3 wu ca wuHaukauus 3a uHTeH3u(puKauus Ha JedeHuero. Ilpum
CUMITOMAaTUYHM MNauueHTH c¢ ¢uctynu npu Oonect Ha Kpon Moxe na ce obmuciau
ONTUMM3MpPAHE HAa TEPANeBTUYEH WM JO30B PEKUM IPU HOBO IMOSIBSIBaHE Ha (DUCTYIH,
YaCTUYHO MMOBJIMABAHEC WU BB3CTAHOBSABAHC HA CCKPCIIUA HA (1)I/ICTYJ'II/ITG.

5. JIEYEHME HA N3BBbHYPEBHU U35BU HA XB34

5.1. ApTtponarus.

[Moxpaznens ce Ha: 1. Mepudepna: Tum I (4-17%) — 3acsira OCTPO TOJNIEMUTE CTaBU
(OOMKHOBEHO TIJIE3€HHM, KOJEHHM, OelpeHH, KUTKH) MO Bpeme Ha ek3auepOanusita Ha BK;
Tun II- nonmapruxy.aepen (2,5%), npu KOWTO ca 3acerHaTH MaJKUTE CTaBU Ha pbleTe. He
3aBUCH OT akTWBHOCTTAa Ha BK. 2. AkcuHajiHa — BKJIIOYBA CaKpO-WICHT M aHKUJIO3UPAIILl
CIIOHJWJINT.

[Tpu nepudepnara aptponarus seyeHuero Ha bK win YK Bonu no obnexkuaBane Ha
cTaBHUTEe cumnromu. llpu mnepcuctupane Ha apTponarusta IO BpPEME HAa pPEMHUCHS Ce
IpenopbryBa KpaTkoTpaiHo jedyeHne ¢ HUCku no3u HCIIBC mnm mokanHO mpuiioKeHHe Ha
KC. Cyndacanazun e mnokazaH npu mnepcucutpail nepudeper aptput. JleyeHuero Ha
akcuaiHarta aptpornatus ¢ npoabpkuTenHu kypcoe HCIIBC He e mpenopbuuTenHo nopaau
onacHocT oT BinomasaHe Ha BK. B Te3u ciyuaun cyndacanasun, MmeToTpekcaT U a3aTHONPUH
He ca edeKTUBHUM WIM MMaT caMo 4acTuyeH edekT. EpukacHoctra Ha mHGnuKkcamad uau
ananuMmymal npu ankunosupa cnonawiuT U BK/YK, pedpaxrepen na tepanus ¢ HCIIBC
i ¢ HenonocumocT kbM HCIIBC, e no6pe nokaszana.

5.2. Ocreonopo3sa (20-50%).

[Tpenpasnonaramy (akTopu ca XPOHUYHOTO BB3MAICHHE, KOPTHKOCTEPOUTHOTO
JIeYEHUE, PA3MPOCTPAHEHO  THHKOYPEBHO  3acsiraHe WM  PE3CKIUsA, BB3PACTTa,
TIOTIOHOHyLHeHCTO, HHUCKaATa (bI/IBI/I‘-IeCKa AKTUBHOCT U HAJIMYUECTO HA XpaHI/ITC.HHI/I I[G(bI/ILII/ITI/I.

[TanineHTH Ha J€YEHHE C KOPTUKOCTEPOUIN WIIM C HaMaJieHa KOCTHA TUTBTHOCT TpsiOBa
aa Honyan JICUCHHUC C KAJIMMECBU HpO[[yKTI/I 1 BUTAaMUH I[ 3Ha‘{I/IT€JIHa JacCT OT NAIIUCHTUTEC
BB3CTAHOBSIBAT KOCTHATA CU IUTBTHOCT cJie] 3 roauiinHa pemucus Ha bK.
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[lpn nammume Ha BepreOpanHa QpakTypa B MHHAJIOTO, JICYEHHE CE IPOBEKIA
He3aBUCUMO OT T-ckopa.

[lpu >xeHum crex MeHomay3aTa C OcCTeonoposa ymorpebata Ha Oudocdonary,
KaJIIUTOHWH M paJoKCHU(eH HamansBaT KocTHata 3aryba. Ilpm MBkere c ocreomoposa
JaHHUTE HE ca YOeIUTETHH, HO NPHIOKEHHETO Ha OudocdoHatn mMoxe OM € OT moi3a.
[TpenopbpunTENTHO € MAIMEHTHUTE, KOUTO ca Ha JEYCHUE ChC CUCTEMHH KOPTHKOCTEPOUIHU /1A
MOJTy4aBaT KaJaluid ¥ BUTaMuH D npo¢uiakTu4HoO.

5.3. Koxuu u3sasu
Jleuenrero Ha erythema nodosum BkIiOYBa JIeYEHHE HAa OCHOBHOTO 3a00JIABaHE, KATO
OOWMKHOBEHO ce Hajara cucteMHo npunoxenue va KC.

Pyoderma gangrenosum ce siexkyBa c¢bc cuctemun KC win antu-TNF npenaparu.

[Ipu cunopom na Sweet npunoxxkenneto Ha cucteman KC e edekruBno. JleueHnero ¢ aHTH-
TNF nekapcTBa MoXe Ja per3BUKA MMapaJJOKCaTHO KOXKHO BB3IAJICHHUE, KOETO € 00paTuMo
IIPU CHMpaHEe Ha TepanuAra. JIeKapCTBEHHMAT MNPOAYKT CE€ CHMpa WIM 3aMEeHsA C JIpyr
OMOJIOTUYEH TIPOJIYKT.

5.4. OuHu U3IBH

Haii-uectu ca ygeumwvm n enuckiepumvm. ENACKIEpUTHT OOMKHOBEHO C€ IMOJAaBa Ha
neyenue c yokaiHu KC wmmm HCIIBC. Ilpu yBeuta ce mpuiarat cuctemHo KC. Ilpu
PE3UCTEHTHH CIlydyad JIEYCHHETO C WMYHOMOIYJAaToOpu, BKIOYHTETHO U  anti-TNF-
JIEKapCTBEHH MPOJYKTH, MOXKE J1a € OT M0J3a.

5.5. KiabuHo-yepHOAPOOHM 3200/ 1IBAHUSA

[TppBuuen ckuaeposupain xonanrut (IICX) ce cpema no-dyecro npu nanueHtu ¢ YK u
yBEJIMYaBa MHOTOKPAaTHO PUCKA OT pa3BUTUETO Ha XonaHruokapurHom u KPK.
VYp301e30KkcuxosieBaTa KUCEINHA NOJ00psBa MAaTOJIOTMYHUTE YEPHOAPOOHU (HYHKIMOHAIHU
TECTOBE, HO HE IMOBJIMABA XHCTOJIOTMYHUTE IIPOMEHM M IpOorHosara. EHIockorckara
UIlaTalus W/WIM CTEHTUpAaHE ce IMpuwiaraT 3a JedeHue Ha cTpuktypu. [Ipm Hampennaio
4epHOPOOHO 3a00J51BaHE MOKE /1a ce 00CHK/1a TPAHCIUIAHTAIHS.

5.6. Benozen Tpom0emM001M3BEM

PuckbT ot TpOoMOO3a e yBenuueH ABykpatHo npu nauueHTutre ¢ bBK/YK B cpaBHeHue ¢
obmara mnomyjanusa. AHTUTpoMOO3HaTaa MPO(UIAKTHKA € T[OKa3aHa MpU BCHUYKHU
XOCIUTANIU3UpaHu OOJMHM (XemapuH WIM MeXaHuyHa Tpombonpodunaktuka). Ilpu
BB3HUKHAIN TPOMOEMOOIMYHHM YCIIOKHEHHs JIeYeHHeTo TpsOBa Ja ce M3BBPIIU IO
ChOTBETHUTE CTaHJAPTH, KaTO C€ UMa MpeJa BUJ NOTEHIUAIHO MO-TOJIEMHS PUCK OT KbpBEHE.
JIbn0okaTa BeHO3Ha TpoMOO3a Ha Kpakarta U OenoapoOHaTa TpomOeMOosus ce cpemar Haid-
4yecTo. BONIMHCTBOTO OT Cilyd4auTe Ha BEHO3€H TpoMOeMOOIM3bM ca IO BpeMe Ha
ex3zauepOarmsa. Ilpm OomHHMTE C TEXbBK TJIAChK, OCTpa TEXKa OOJecT WM aKTHBHA
¢uctynusupama ¢popma Ha bK e HeoOxouma npouiiakTHKa ¢ HUCKO-MOJIEKYJIEH XeTapuH.

6. BPEMEHHOCT H XB34

DepTUINTETHT OOMKHOBEHO HE € 3aCETHAT, ako 3a00JSBaHETO € HeaKTHBHO. JKeHuTe,
MPETHPICIIA ONeparys UMaT MOBUIICH PUCK OT HapymieHa (DYHKIWS Ha MaTOYHUTE TPHOW.
[Ipu MBxKETE peKTaTHATA EKCIM3UA MOXKE JIa IOBEE 10 UMIIOTEHTHOCT.

[Tpenn KOHIIEIITUS ce MPEeTopbuUBa JIOCTHTaHe Ha pemucHs. Ex3anepOarmnre TpsoOBa
Ja ce JeKyBaT aKTHBHO, 3a Ja ce MpenoTBparsaT ycnokHeHus. bK e puckoB daxtop 3a
MPEKICBPEMEHHO paXKIaHe U paKJIaHe Ha Jiella ¢ HUCKa TeJiecHa Maca.

AKO KOHIIETIIHATA € 10 BPEME Ha PEMHCHS, PUCKBT OT BIOMIABAHE IO BpeMe Ha
OpeMeHHOCTTa € KaKTO MpH JIMIICA Ha OpEMEHHOCT. AKO 3aueBaHETO € 0 BpeMe Ha
ex3arepOanus, 2/3 OT )KEHUTE UMAT MOCTOSTHHA aKTUBHOCT Mpe3 OPeMEeHOCTTa, a OT TAX 2/3 ce
BJIOIIABAT OIIIE ITOBEYE.

52



IIpu meycnoxuena BK, 6e3 mepuanamna 0oyiecT W JIMIICAa HA AKTHBHOCT B PEKTYM,
polopaspelnieHueTo Moxe JAa Obae BnaranumiHo. Lle3apoBo ceuenuwe TpsiOBa na ce
npearnovyere Npu IepuaHaigHa OoJjecT WM peKTanHo 3acsraHe. Muamkanus 3a LlesapoBo
CEUYEHHE € HAJIMYMEeTO Ha Wieo-aHalleH nayd. [lanueHTku ¢ uiaeoctomMa MoraT Jia poIsT 1o
€CTECTBEH ITBT.

Hnouxayuume 3a onepayus no epeme na OpeMeHHOCMMA CAd Cvbujume, KAKMO Npu
aunca Ha OpeMeHHOCT — oOCTpyKuus, nepdopaius, KpbBOM3IUB win adcuec. [Ipu Texka
00J1ecT pUCKBT 3 IJI0/I1a € MO-TOJISIM OT PUCKa OT ONepalusTa.

DapMaKoIOTHYHO JICYEHHE 10 BpeMe Ha OpeMEHHOCTTa TpsAOBa Ja MPOIBIIKH, KaToO
roJji3ata ce MpeLEeHsBa CIpsIMO pHUCKoBeTe. M3kiroueHue mNpaBH METOTpEKcaT, KONTO e
TEpaTOTCHEH.

AHTHOMOTHIIUTE TpsAOBa Ja ce Ha3HayaBaT 3a HaW-KpaTbK MEPUOA OT BpeMe.
Terpauuknuaure u cynpoHamuanuTe TpsOBa ga ce u30arBaT. MeTpOHUIA30J1 € OTHOCUTEITHO
Oe3omaceH ciel MbpBUs TpuMmecTbp. Mma naHHM, uye (IyOpOXMHOJIOHUTE, MPHUJIAraHu B
I'BPBUSI TPUMECTBP, HE BOAAT O Mai(opManuu, CIIOHTAaHHH a0OpPTH M JIPYTU YCIOKHEHHUS.
AMOKCUIIWIIMH U KJIaBYJIaHOBA KUCEJIMHA MOTaT Jia Ce MpuaraT o BpeMe Ha OpeMEeHHOCT.

KC npemuHaBar mianeHrapHata Oapuepa, HO TaM ce MeTaboIM3MpaT B MHOTO IO-
HUCKO aKTHBHH MeTabonutu. IIpenHu3oH U mpeaHH30JI0H ce MeTaboiu3upaT mno-0np3o B
cpaBuenue c¢ apyrure KC. Hsama manHum 3a Oe3omacHocTTa Ha OyA€30HHAA MO BpeME Ha
OpeMeHHOCT. A3aTHONPHUH/6-MEPKANTOIYpPUH CE€ MPUEMAT 32 OTHOCUTEITHO OEe30MacHU

WNudnukcumad u aqanumymad ce cMaTaT 3a OTHOCHTENHO Oe3onacHu. [Tocnencrusita
BBPXY IJIOJIa ¥ HOBOPOJIEHOTO He ca sicHU. [IpenopbruntenHo e na ce u30ArBaT B MOCIETHUS
TpUMECTbp Ha OpemeHHOCTTa. [lanMeHTKUTe M MapTHHOPHUTE MM TPsOBa 1a OBIAT HAITBIHO
nHbOpMHUpaHe 3a MOTEHIIMATIHUTE PUCKOBE.

MecanazuH MOK€ Jla C€ H3MOJ3BAaT MO BpeMe Ha KbpMeHe. MeTpOHHIa3oll H
UnpodIIoKcalyH ce OTACNAT ¢ KbpMaTa U He ca npenopbuntenHu. KC ce oTkpuBaT B HUCKU
KOHIIGHTPaUH B MIIIKOTO. [IpernopbhunTesiHo € KbpMEHETO J1a CTaBa 4 4aca Cliel] OpaTHHUS UM
npueM. A3aTHONPUH/6-MEpKaNTOMypUH HE ca OTKpUBAaT B MAaWYMHOTO MIIIKO M MOTraT Ja
O0baat npennucBanu. MHdaukcumad cbllo HE ce OTKpHUBa B KbpMara. Hsma xaTeropuyHu
JAaHHU 32 BB3MOXKHOCTTA 3a M3IMOJI3BAHETO HAa TO(GAIMTUHHO MO BpeMe Ha OpPEeMEHHOCT M
KbpPMEHE.

7. JEUEHUE HA AHEMUWSATA IIPU XB34

AHeMmUsTa € €/IUH OT Hali-4YeCTUTE M3BBHUPEBHU CUHAPOMHU Ipu nanueHture ¢ XB3Y.
Omnpenenst ce cnopen kpurepunte Ha C30. OcHoBHuTe BHUaoBe aHemus npu XB3Y ca:
KeNsa30-AePUIIITHA; aHEMUS P XPOHUYHO Bh3MAJCHUE; aHEeMUs TpU Ae(PUIIUT HA BUTAMUH
B12, npu nedunur Ha ¢osveBa KUCENMHA, aHEMHsI CbC CMeceHa etuoisiorus. llo-psaxo
aHeMUsTa MOKe Ja € TMpHYMHEHa OT mpueM Ha JsekapctBa (Sulfasalazine, azathioprine,
methotrexate, KaJIIMHEBPUHOBU HHXUOUTOPH).

OcCHOBHU TIOKa3aTelu, M3Moi3BaHM 3a cKpuHuHr Ha aHemusara ca: [IKK, CRP,
cepymer (eputun. Ilpu pemucus wnm jeka OoyiecT - Ja ce W3CIeABAT MUHUMYM Ha 12
Mecella; MpU aKTUBHOCT — MoHe Ha 3 Meceua. [Ipu puck or paszBurue Ha BuTaMuH B12
nedurmt unu AeuuT Ha (oTHeBa KUCEMHA — JIa C€ U3CJIeIBAT U TE€3H TMOKa3aTelu.

[Ipu HanMuue Ha aHEMUS € MPENOPBUUTEIIHO J1a C€ U3CIEABAT CIEIHUTE MOKA3aTeIn:
I[NKK+JIKK, MCV, MCH, RDW, petuxynonutu, cepymen ¢eputun, xemnsnzo, KCK c
n3uucisBaHe Ha TpaHchepuHoBo Hacuinane, CRP. Ilo-pa3mmpenu uscnenaBaHusi BKIIIOYBAT:
HMBO Ha BuTamMuH BIl2, ¢onueBa kwucenuna, xanrornoowd, JIJIX, kpeatuHuH, ypes,
pa3TBOpUM TpaHCPEpUHOB peuentop. J(MarHOCTUYHHUTE KPUTEPUU 3a >Kene3eH aeduiut
3aBUCAT OT HAIMYUETO WJIW JIMTICaTa Ha BB3IMAJICHUE B JOEIIOTO YEPBO.

- [Tpu Gonuu Ge3 naHHU 3a BB3MAJEHHE, CEPYMHO HUBO Ha (eputnH <30mceg/L mnum
TpaHcdepruHoBO Hacullane <16% ca B MojAKpena Ha keje3eH AepuiuT.
- [Tpu Hanuuue Ha BB3MAJICHNE, JOJTHATA TPAHHIIA HA CepYMHUS (DepUTHH, ChOTBETEH Ha
HOopMautHH xkene3Hu aena ¢ 100mcg/L. [1pu Hannyre Ha OMOXUMHYHU WM KIMHUYHUA JaHHU
3a BB3MNAJICHHE, AUATHOCTUYHUTE KPUTEPUU 3a aHEMHsl IMPU XPOHUYHO BB3MAJICHHE ca
cepymeH ¢peputuH >100meg/L u TpancdepunoBo Hacuiane <16%.
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- KomOuHanusa Mexay UCTUHCKA KeNa30-AeUIIUTHA aHEMUSI U aHEMUS TIPU XPOHUYHO
BB3MAJICHHE, TPSIOBA J]a Ce MMa NpeIBHI, ako cepyMHust pepuTrH ¢ Mexay 30 u 100mcg/L.

Jleuenne Ha aHemwusTa / Kene3HHs AePUIMT TpsOBa Ja ce MPOBEXKAA NMPU BCUUKH
MAIUEeHTH C XeMOrJoOuH noja pedepeHTHUTE rpaHULU. TepaneBTUYHUAT MOIXO0J] 3aBHCH OT
CUMITOMUTE, TEXKECTTa W CTHOJOTHATa Ha aHeMW4YHHUs CcuHapoM. I[IbpBaTa cThIKa B
JleueHneTo Ha aHemusita € JiedeHueto Ha camus YK wmnm BK. Konkoro mno-texko e
000CTpSIHETO, TOJKOBA IMMO-TOJIIMA € BEPOSITHOCTTA OT Pa3BUTUETO Ha aHemus. [lanmenTure ¢
aHemus TpsOBa aa ObIaT H00pe MpocieasiBaHu-, 10 BpeME Ha PeMUCHs MOHE BEIHBXK Ha 12
Mecella, a MpH Jieka akTUBHOCT — MOHE Ha 6 Mecelia.

JleyeHue ¢ Kens30 ChIBPKAIIO JEKApCTBEHO CPEACTBO TpsiOBa Ja ce Ha3HAYu IpU
yCTaHOBEHA JKeNsI30/1e(pUIIMTHA aHeMUsI, a CHIO U MPU HATUYHE HA Kelle3eH Aeuuur 6e3
anemusi. M3uucnenne Ha oOmiata HykJIa OT JKEJs30 C€ OCHOBaBa Ha TeJecHaTa macca u
M3XOJIHOTO HUBO Ha Xemoryioouna: 1. mpu xemorio6us 1o 100r/n u TenecHa maca oz 70 kr —
obmara Hyx1a ot xkensi30 € 1000mr; mpu TenecHa mMaca Haj 70Kr — o01maTa HyK/1a OT KeIsI30
e 1500mr; 1. TTIpu xemornmobun mexay 70-100r/m u Tenecna maca mox 70 kr — oOmiara Hyxaa
oT xeisizo € 1500mr, a mpu TenecHa maca Haj 70kr —2000mr.

HNHuTpaBeHo3HOTO mMpuiio:keHne Ha kejsizo (cmopen KXII) e mo-edexTuBHO M ce
MOHAcs TO-A00pe OT TmepopainHus npueM. AOCOIIOTHA UWHAMKAIMS 32 JICUCHUE C
MHTPABEHO3HO JKeisi30 € aHeMusi (xemornmoouH mox 100 g/L) m HEMOHOCUMOCT WU
HEaJIeKBaTEeH OTroBOp KbM IiepopaiHo JeudeHue. [lapeHTepanHo IliedeHHE C JKENs30 B
KoMOuHanwms ¢ epurpornoetud (cropen KXIT) Mmoxke na ce Ma mpeaBul IPH OTACITHU CITydaH,
IpU KOWTO € HeoOxoauma Obp3a KOpEKIMs WU KOraro aHeMusita He ce Moaobpssa,
HE3aBHUCHMO OT JICYEHHETO C MHTPABEHO3€H JKEJIE3eH Ipemapar W KOHTPOJ Ha
WHTECTHUHAITHOTO Bb3nasieHue. TpaHcdy3usTa Ha epUTPOIIMTHA Maca TpsOBa Ja ce U3BBHPILBA
B CUTYyaIll{, B KOUTO UMa OCTPO HACTHIIMIIA WIIH T€KKA aHEMUS, XEMOJIUHAMUYHH HAPYIICHUS
U JAPYrd CUMITOMHU W/WIH HEYCNeX OT BCUYKU OCTaHAIM BUAoBe Jedenue. [Ipu nepunur Ha
ButaMuH B12 u ¢onuena kucenmna — 3amectutenHa Tepanus (cropen KXIT).
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VI. XPOHUYEH TAHKPEATUT U
EK30KPUHHA ITAHKPEACHA HEJOCTATBYHOCT

1. XPOHUYEH TAHKPEATUT

1.1. OBIUA XAPAKTEPUCTHUKA

XPOHUYHUSAT NMAHKPEATHT € MPOIBIDKUTEIHO Bb3najicHue u Gudpo3a Ha maHKpeaca,
KOETO C€ XapakTepHu3upa C HEBB3BPATMMU MOPQOJIOTHYHH NPOMEHH, KOUTO MPHYUHSBAT
0oJIKa W/WIKM TIepMaHeHTHa (PYHKITMOHANIHA 3ary0a. 3acaraHero € (pOKajaHO, CETMEHTHO WIH
mudysno. Boam 10 CTpUKTYpW,KOHKpPEMEHTH C TIOCIEABAlla IWiIaTalMsg Ha JyKTyJIHATa
cucTeMa; €K30KpUHHA M €HJIOKPHHHA HEOCTATHYHOCT. Pa3IMuHU TOKCHYHHU, METAOOJIUTHH,
TCHETHUYHH, aBTOUMYHHH U Apyrd (akTOpu UMaT 3HA4YeHHE 3a nosisata My. B EBpoma Haii-
YeCT € aJKOXOJHHAT IMaHKPEaTUT, KOUTO cheramisiBa 55-80% ot mankpeartuture. OT apyra
cTpaHa camo okoyio 10% oT numara ¢ ajJkoxojdeH HpoOjieM MMaT XPOHUYEH IMaHKpPEaTuT,
KOETO MpeJIoara y4acTie B maroreHe3ara u Ha Apyru (akropu. Hali-uecTure yciioxHEHUs
Ha XpPOHWYHHUS ITAHKPEATUT ca MCEBJAOKUCTHTE, a0CLeCuTe, CTPUKTYpUTe U acuuTa. [loBuien
€ PUCKBT OT Pa3BUTHE HA aJICHOKAPIIUHOM, OCOOCHO TP OOJIHH ChC 3aXapeH JAuader.

CoOopHa cratuctuka 3a EBpora nokassa roaumniaa 3aboneBaemoct ot 3-10/100,000. ¥
HAC JIMIICBAT TOYHM JIAHHM 3a YECTOTaTa W TEKECTTa HAa XPOHMYHHS TAHKPEATHT.
3a00JsBaHETO € MPHU3HATO 32 COLMAIHO 3HAYMMO TMOpaJd XpOHWYHATa OO0JKa, HMCKBaIla
MOCTOSIHHO ~ JICYCHHWE C AQHAITCTUIM, TEXKUTEC YCJIOXKHEHHS, HIKOM OT KOHUTO
’KHBOTO3aCTpaIlIaBally, 3abJ009aBamiaTa ce eK30KpUHHATA U €HJOKPUHHA HEJJOCTAThYHOCT,
MOBHIICHUAT PUCK OT PA3BUTHE HA aJICHOKAPIIUHOM M ITOBUILIEHATa CMBPTHOCT.

1.2. JAUATHO3A
1.2.1. KniunuyHure Oese3u
— 3aBucH OT cTaus Ha OojecTTa M ce MPOMEHs IPU IPOrpecusl.
— OCHOBHHTE CUMIITOMH U CHHAPOMH BKJIIOYBAT €MUTacTpaiHa 0oJKa, rajieHe, MOBPbILAHE,
ManabcopOuus, 1uabeT u APyru — MpH YCIOKHEHUS, HAIlp. UKTEP
1.2.2. JlabGopatopHu U (HyHKIIMOHAHHU U3CII€IBAHUS
— MMaT CTOMHOCT TIpH eK3arepOarms, eK30KpUHHA U €HIOKPUHHA HEJJOCTATHYHOCT
1.2.3. U300pa3uTeTHH U3CJAeABAHUS
- KOHBEHIIMOHAJHAa peHTreHojiorus, adaomuHanHa exorpadus (Y3), KT, MPT MP
XonaHruo w/mnu nankpearorpadus (MPXII), , BKIrouuTeNnHO clief] CTUMYJNAIUs CbC
CEKPETHH
1.2.4. EHA0CKONICKH MeTOAH
- HJI0CKOIICKa peTporpaana xonanruonankpearorpadus (EPXII), engockorncka exorpadus
1.2.5. IIyHKIMOHHHU TEXHUKHU
- [IeJICHACOYEHH 0] exorpa)cKu KOHTPOI (MepKyTaHHHU), eHaockoncka exorpadus wim KT.
1.2.6. buoncus c nmoc/jeIBanI0 XMCTOJOTHYHO U3CJIeJBaHe
Buoricus ¢ mocieaBaio XUCTOJIOTUYHO U3CIIEABAHE € “37aTeH CTaHIapT , HO OOMKHOBEHO
HE C€ M3M0JI3Ba 3apai BUCOKUS PUCK OT YCIOKHEHHS.
1.2.7. /IuarHo3a Ha YCJ0KHEHHSATA
1.2.8. CragupaHe Ha XpPOHMYHUS NAHKPEATUT
— KOMOMHAIUs Ha KIMHUYHHU, MOP(OIOTMYHM U (PYHKIMOHAIHM KPUTEPUHU, KaTo Haid-
rosiMa CTOMHOCT MMAaT M300pa3UTETHUTE HW3CIIEABAHUS, HO HETaTUBHHUTE PE3YNITATH HE
M3KITIOYBAT JIEK XPOHUYEH MAaHKPEATUT
[ cramuii: naTeHTEH WK CYOKIMHUYCH MMTAHKPEATHT;
II cranmit: panen wim uHQIAMATOPEH (C TPEIMMHO BB3MAIUTEIHNA IPOMEHN);
II1 ctaguit: KbCEH- TEXKKA KIJI€3HA WHCYUITUCHITNS,
IV craauii: KbCeH- HaNpeHal C OpraHHa UHCY(UIMEHI, MaTaOcopOLus, KaXeKCHsl.
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,Zluazuocm U4eH anzopumosm

[Ipeanountanus kbM Y3 (OCBIIECTBEHO OT eKcrmepTd) Wik aupektHo kbM  KT.
(exorpadckoTO H3CIIEBAHE CE€ MpHEMa 32 CKPUHUHT B HSIKOH JABP)KaBH M METOJ HA U300p
B JIPYTH).

KT e npegnounran npeg EPXP u MPT.

[Tpu nexareropuuHocT Ha Y3 u KT ce mpeuiara 6uorcust Uiy HOBa IWAarHOCTUKA cien 6
Mecena.

buoncusita e “3naren crangapr’, HO OOMKHOBEHO HE Ce M3I0JI3Ba 3apajy BUCOKHS PUCK
OT YCJIOKHEHHS.

Axko nentposete He pasnodnarar ¢ EY3, ce nsnonssa EPXII.

EVY3 c Ouoncusi e Bce omie B EKCHEPUMEHTAJICH MEPHOJI C NPETCHIMH 3a ‘‘37aTeH
crannapt”’. Pomsara ma EY3 06e3 Ouoncust e obemiaBama HO BCe OIIe MPOTUBOPECUUBA
(oyakBa Objemna no3unus) u ¢ orpannyeHus . Ts u MP npoabmkaBar pa3BUTHETO CU U
TECTYBAHETO UM M3UCKBA OIHT.

[Ipy NONMOXUTENHU (PYHKIMOHAIHUA TECTOBUM M HECUTYPHOCT Ha OOpa3HUTE METOIU ce
[IpernopbyBa OMOMCHS.

AKO TakaBa HE c€ OCBHIIECTBU- MOJAbPKA Ce Te3aTa 0e3 JOKa3aTEIHOCT.

Tpyonocmu é ouazcnocmuxama

JIMarHOCTUYHM MPOOJIEeMH NIPU HAYAJIHHU, JIEKU U CPETHO TEXKH MAaHKPEATUTH C
MUHHUMaJIHA MOP(OJIOTrHYHHI IPOMEHH.

[Tpu qudepeHunanyst Ha HayaJlHa MAHKPEacHa MAJTUTHEHOCT.

[Ipu Hanmuue camo Ha 60sKa, Makap U XapakTepHa.

[Ipu cKOpPOILIHM €MU30/1 HAa OCTHP NaHKPEaTHT.

B CCIICKIMATAa Ha AUMArHOCTUYHHM TCCTOBC-B 3aBHCHMOCT OT TOBAa KaKBO CC OIIMTBa Ja
AWaraoCcTuupa KJIMHUOUCTA.

1.3. JIEYEHHUE
1.3.1. EaquMuHHMpaHe HA €THOJOTHYHMSA paKTOp

Cana CC KOHCyMaluATa Ha aJIKOXOJI.

1.3.2. JIlueTnyeH pexum:

Penykuus Ha nunuanus BHoc: 70-100g/24 waca (mpu HENOBIUMsBaHE Ha OIUIAKBAHUSATA
penykuus 10 S0G), Beriuexuapatu 10 450g/24 yaca u NOMBIHUTENICH MPUEM Ha OenTbhlM (HaT
120g/nHeBHO). BuTamuHOTepamusiTa, OCOOEHO Ha MACTHOPA3TBOPHUMUTE BHUTAMUHH €
3anbipkuTenHa. Ilpu TexkuTte (KaxekTWyHH) (opMHM ce Ipujara MapeHTepalHO  W/MIU
€HTEpaTHO/COHIOBO XPaHEHE.

1.3.3. Jleyenue Ha GoJikaTa
EH3uMHU IPOAYKTH - BUCOKATA JO3UPOBKA MOHIKABA TYKTYJIHOTO HaJsITaHe
AHaNTeTUIIN: HEHAPKOTUYHM W HAPKOTHYHM JIEKApCTBEHHM mpoaykTu (paracetamol,
metamizol, KOpTUKOCTEPOUIN B KOMOMHAIHS C JIOKAJIHU aHECTETHIIN; OTIOMIU
Antnokcunantu; Allopurinol (300 mg/nH.)
1.3.4. JledeHue Ha eK30KPHMHHATAa M EHAOKPMHHA TMNAaHKpeacHa
HEI0CTATHYHOCT
1.3.5. JleyeHue Ha ycJa0KHeHHATA — (HAPMAKOJIOTUIHO, CHJIOCKOTICKO, TOJ
exorpadcKu KOHTPOJ WU XUPYPTUIHO

ITAHKPEACHA EK3OKPUHHA HEJOCTATBYHOCT

2.1. OBIIA XAPAKTEPUCTHUKA
[TankpeacHara ek3okpuHHa HeocTarbuHOCT (ITEH) ce pasBuBa npu peauia 3a001s1BaHus

U ChCTOSHUS M C€ JBJKM Ha PA3IMYHHU MMaTOT€HETUYHH MexaHu3MH (Tabu. 1). XpoHUYHUSAT
nankpeaTtut (XII) mpu BB3pacTHUTE U MyKOBUCIIHA03aTa (KHCcTUYHA (UOpO3a) mpH Jenara ca
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Hail-uecTuTe NMpuunHuU 3a nosisata u. [lo-psaako IIEH e nmocnencrBue Ha ocThp HEKPOTUZHUPAILL
MIAaHKPEATUT, INEPUAMITyJJApHU M IIAHKPEaCHU TyMOpPH, M CJIEJ MAaCHUBHU OIEPaTUBHU
MHTEPBEHLIUU Ha racTpouHTecTHHAIHUS TpakT (I'MT), BKIIIOUNTENHO pe3eKus Ha MaHKpeaca.

Tabmuua 1. 3abonsaBanus M NaTOTeHETUYHU MeXaHU3MH cBbp3anu ¢ [TEH.

3a00is1BaHe/CHCTOSTHUE [TaToreneTnyeH MeEXaHU3BM

XpoHHYEH NaHKpeaTuT, MYKOBHUCIMI03a, | 3aryba Ha maHKpeaceH MapeHXUM
YCIOKHEHHWE Ha OCThpP HEKPOTU3MpAI]
MAHKPEATHUT, HACJIEICTBEH MaHKPEATUT

[lepuamnymnapau Tymopu, MHTpanykTaieH | OOCTpyKIMs Ha TJaBHHA [AHKpeaceH
MIAHKPEaceH MYLMHO3€H TyMOp, KapLMHOM | KaHall

Ha ryaBaTa Ha IIaHKpeaca,
N0OpOKa4YeCTBEHU TAHKPEACHH TyMOPHU

I'myrenoBa enteponarus, 6onect Ha Kpon | Hamanena nankpeacHa crumynanus

Zollinger-Ellison cunnpom KucenunHo-menupana WHaKTUBalMA Ha
MAaHKPEACHUTE EH3UMU

l'acTpexkTomus, CTOMAILICH Oaiinac, | ['acTponHTeCTHHAIHA/TTAHKPEACcHA

oOmpHa THHKOYPEBHA pe3eKLus, | XUPYprust

MaHpeacHa Pe3eKIus

IIEH ce npmxy Ha HaMalleHA aKTUBHOCT Ha MAHKPEACHHUTE €H3UMMHU B pe3yJTaT Ha
HEJOCTaThUHA CEKPELMsl WIM aKTUBHUpAHE, KAKTO M NOpaaud PaHHOTO UM pasrpaxiuase. Ts
O6uBa mppBuyHa u BrTOpuyHa. [IppBuuynara I[IEH ce xapakrepusupa C HaMmasBaHe Ha
€K30KpMHHAaTa IAHKpeacHa TbKAaH WM HapyuieHata ¥ uHepBauus. [Ipu Bropmunara [IEH
OCBOOO/ICHUTE TAaHKPEAaCHH €H3MMH HE MOoraTr Ja OKaXXaT CBOETO JACWUCTBUE MOpaau
QHATOMUYHH TIPOMEHH, OCOOCHO Clell XUPYprusi, HEJAOCTAThYHO AaKTHUBUPAHE WIIU
nHakTUBUpaHe. OCBEH HaMajieHaTa ceKkpelus Ha nankpeacHu enzumu npu [IEH e mapymena
U cekpeuusitTa Ha OukapOonature. HopmamHo OukapOoHaTHUTE MpeanasBaT MaHKPEACHUTE
€H3MMHM OT JICHATypalMsITa Ha KHCEJIOTO CTOMAIIHO ChIBP>KMMO, ITOCTHIIBALIO B JAYOJCHYMa
Katro ro  Heyrpamusupar. Ilopanm  HemocTarpbuHaTa ~ OMKapOOHAaTHa  CeKpeuwus
uHTpaxyoAeHanHoto pH cien HaxpaHBaHe Moke J1a ocTaHe no-HUcko oT pH 4, koero oka3Ba
HEraTUBHO BJIHUSHHE BBPXY JIMIAa3HAaTa aKTUBHOCT. Jlpyr HeOmarompusteH edekT Ha
MOHM)KEHATa CeKpelys Ha OMKapOOHATUTE € Bb3MOXKHOTO MPEIUIIUTUPAHE HA HKIITBYHUTE COJIH,
KOETO BOJU JI0 HaMaJlsiBaHe Ha MOCTIpaHIMaIHaTa Jyo IeHallHa COTyOnIn3anus.

Karo usano IIEH ce xapakrepusupa ¢ HeaJakBaTHAa HMHTPAJIyMEHHA aKTUBHOCT Ha
MIAHKPEACHUTE €H3UMHU, BOZCILA 10 MAJIUTECTHSI, OCHOBHO Ha MAacCTUTE U B M0-MaJIKa CTEIIECH
Ha OENTBIUTE U BBIVIEXUAPATUTE U MOCIIE/IBAl] HETaTUBEH €HEPrueH O0anaHCc U MaJIHyTPULUSL.
Hapymeno e u cMuinanero Ha MacTHO-pa3TBopumute BuTamuHu (ButamuH A, I, E u K),
BUTaMUH B 12 1 HAKOM MUKPOHYTPHUEHTH KaTO MarHe3uil, IMHK, KaJIUd U IPYTH, KOETO BOJIU
JI0 TI0SIBAa HA pa3HOOOpa3HU CUMIITOMU (HAIlpU. HaMajieHa KOCTHA IUTbTHOCT, TETaHUs, TJIOCHT,
XenuT, nepudepHa HeBpoNaTus, CbpACUHO-ChJIOBH MIPOSBU U JPYTH).

Tunnynarta knuHnyHa kKaptuHa Ha [IEH mpu XII ce HabmiogaBa camo IpH
HampeHano 3abonsBaHe. KnuHUUHO MposiBeHaTa ManabcopOirs OOMKHOBEHO Ce pa3BHBa B
kbcHusA craguil Ha XII, cpenno cien 10-12 r. oT Ha4anOTO Ha CUMITOMATUYHUTE MPOSBU HA
3abomsBaneTo mpu okoyio 50% ot ciydante. CKOPOCTTA M CTETICHTAa HA PA3BUTHETO U 3aBUCAT
or npuunHuTe. lIpn HacnencTBeH MaHKpeaTHT TO3M NEpuUoAa € no-aAbisr. llamuenture c
aBroumyHeH XII mo-0bp30 pasBuBat IIEH, kosiTo ce yctaHoBsBa B 75% OT ciay4aure, a npu
Jenara ¢ MyKOBHCLIMI03a, T ce OTKpuBa B 85% omie npu paxaaHero uMm. bomHure cbe
3axapeH auabet umat nosuieH puck 3a [IEH nopanu atpodus Ha ek30KkpuHHATa MaHKpeacHa
ThKaH.

HenexyBanara I1EH npencrasisiBa ;kuBOTO3acTpaliaBamo ChbCTOSHUE, KOETO BOIU 110
CepUO3HU Ne(UIMTH M BTOPUYHM 3APABOCIOBHHU Mpobiemu. ToBa mpaBu 3aMecTHTEIHATA
Tepanus ¢ MaHKPEACHU €H3UMU 3aIbJDKUTENHA YacT OT JICYEHUETO HA TE3H MMALIMEHTH.

57



2.2. JTUATHO3A HA IEH
JHunarnozata Ha I[IEH e cpueranne Ha KIWHWYHH O€Jie3W W JIAHHUTE OT MPOBEIACHUTE
M300pasuTenHu, JNa0OpaTOpHH WM JAPYrd U3CienBaHus. YecTo MOXKe J1a oOcTaHe
HEpas3Mo3HaTa TMOpaJd HAJIW4YKWE HA MPOSBU U CUMIITOMH, CXOJHU C TE€3H MpPU JPYrd
3abomnsBanusg Ha [ UT, nporuyamy ¢ HapyIeHUst B CMUJIAHETO.

2.2.1. KnuauuHu 6eJie3u

Hsama cnemuduyen cumnrom, KOWTo aa noka3sa uiau oTxBwpiis [IEH. OmnakBanusta Ha
MalMeHTa B MOBEYETO Cllydau ca HecrnenupuiHu. Te BKIIOYBAT KOPEMHHS TUCKOMDOPT,
0oJika, TOAyBaHE Ha Kopema/diaTyieHnus (MeTeopu3bM), IPOMsSHA B YecTOTaTa M BUIA Ha
M3XOXKIAHMITA, BKIIOUUTEIIHO BOJHUCTA JUApUs, OTHATHAIOCT, 3aryda Ha amneTuT u
n30srBaHE HA ONPEJICIICHN XPaHHU.

Hait-Baxxuusat tunnuen cumnroM Ha texxka IIEH e crearopesra, kodto ce xapakrepusupa
C KalllaB, Ma3HH, TbCKaBH, CBETIIH, IIYIIECTH, 0OEMHU U3NPAKHEHUS C THUJIOCTHA MUPHU3MA.
Hanmuuuero ¥ nupextHo nokassa IIEH. IIposBsBa ce B kpaiinute U Texxku ctaauu Ha XII u
pu oTnaaane Ha okoio 90 % ot ¢pyHKIMOHATHATA THKAH Ha JKJIe3aTa.

[Tpun manmurectust U MaiabcopOIMs ce HaboJaBa 3ary0a Ha TeJIeCHa M MYCKYJIHA Maca,
ocTeoneHust (OCTEOMETpHsI), KIMHUYHU Oese3u 3a JeUIUT Ha MaCTHOPAa3TBOPUMH BUTAMHUHH
(A, E, K, [, xammmii) u Bur. B12. Ocreonarusara/octeonopo3ata ¢ decra. [lpm nmernara
ManabcopOusitTa BOAM OIlle M JO M30CTaBaHE B pacTeka U pa3BUTHETO. HammuueTo Ha Te3u
cuMnToMu mpu nokazan XI1 unm qpyro 3aboisiBaHe / omepaiis Ha TaHKpeaca € JOCTaThYHO
3a nocTaBsHe Ha quarHosara [IEH.

2.2.2. JlaGopaTopHH H3CJeIBAHUS

CraHgapTHUTE XEMaTOJIOTUYHH U OnoxumudHu nicneaBanus kato [IKK, cepymuo
xenszo, KCK, depurun, HuBo Ha ButamuH [l u B12, donuesa kucennna, mpoTpoMOUHOBO
BpeMe (INR), enexTponutu (kanuii, HATpUH, XJIOPUIW, MArHE3Ul, Kajlui), o0l OENTHK U
anOyMHH, JHUIMHUIU, CEpyMHa aMuia3a/Jumasa M JOpyrd HsAMaT AMPEKTHA CaMOCTOSITeNHA
JMarHOCTHYHA CTOMHOCT. Te ca HeoOXOAMMHM 3a OTKPUBAHE, XapaKTepU3UPaHE U KOPEKIU Ha
paznuunute nedunut. [IpemopbuBa ce u3cienBane Ha mpeanOyMuHa, CEpyMHUTE HUBA Ha
umyHornooynunure A, I' u M, antuennomusuymuute anturena (EMA) u antutenara cpeuty
ThKaHHATa TpaHcriyTamMuHasza (anti-tTG) 3a u3kitouBaHe Ha UMyHHU JEQUIIUTH U TIIyTEeHOBA
€HTEepONnaTHs.

2.2.3. HN300pa3uTtenu u3cjieIBaHUsA

W3pazeHn mpoMeHH OT M300pa3UTENHUTE W3CIEABAHMS KaTo a0AoMHHANIHA exorpadus,
KT, MPT, MP-xonauruo-nankpearorpadpuss mwin EPXII, kakTo um enmockoncka exorpadus
cporBeTcTBaT Ha [IEH. Hannumero Ha TeXKM CTpyKTYpHHM HPOMEHHM B IAaHKpeaca KaTo
pasiIupeH MaHKPeaceH KaHall U/Wiv KaluudukaTd moTBbpkaaBa nuarso3arta [TEH.
Ha mpakrtuka I1IEH e mo-decta OTKOJNKOTO ce Mpeamnoiara u JuarHocTuiupa. Jlokazarenctso
3a cpiiectByBaHeTo Ha [IEH (ckpura IIEH) e momoOperneTo oT npuioxeHne Ha MaHKpeacH!
€H3UMH.

2.2.4. DOyHKIMOHAJHH TecToBe 3a onenka Ha [IEH

[Ipy KIMHWUYHO CHMHEHHE MOXKE Jla Ce TpOBeJe NMaHKpeaceH (DYHKIMOHAEH TECT ThU
karo snekata 1o ymepeHa [IEH e cwio kimHn4yHO 3HaunMa. CeKTeTHH-TTaHKPEO3UMHHOBUST
TECT ¥ MHOTO JPYTH TECTOBE BeUe HE CE MpWiIaraT B KIMHWYHATA MpakTHKa. B moBedeTo
nedeOHU 3aBeJICHNS He ca HATMYHU WK ocbliecTBUMH. OT Apyra CTpaHa ce MOHACAT JIOIIO OT
TIAIUCHTHTE U Ca HECUTYPHH (HE ca BATUIANPAHH).

JlHec ce mpemopbuBa H3MOJ3BAHETO Ha HEMHBAa3MBHUTE TecToBe. CemeMaeceT U JBa
yacoBara (ekanHa mnpobOa ¢ M3YMCIsABaHE Ha KoepHIMEeHTa Ha aOcopOIMs Ha MacTUTe
(coefficient of fat absorption -CFA), koiiTo ce mpuemaiiie 3a 3JaT€H CTaHAAPT 3a JUarHo3ara
Ha cTearopes € TPYJAOeMKa W CBBP3aHO C peauila MPeJaHAJTUTHYHU TPEIIKH H3CJICIBaHE.
Manko npuiiokKeHne HaMUpa U ONPEACIITHETO HA XUMOTPHUIICHH BB (EKaTHHTE.
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Haii-u3non3BaHusT TeCT € omnpeaensHeTo Ha ¢ekanHara anda-1 emacraza (emacrtasa 1).
Toli e momeseH mnpu mpocieAsiBaHE Ha CEJIEKIMOHUPAHW CIy4yad 3a JOKa3BaHe Ha
MPOTPECHBHO HApyIlleHWE Ha MaHKpeacHara ¢yHKus. He wu3uckBa chOuUpaHe Ha
M3NpakHEeHus U crienuanHa aweta. C romsima BeposTHOCT m3kiouBa [IEH m mma mobpa
YyBCTBUTEJIHOCT (HAAEKIEH) caMO IpU IAUUEHTH C yMmepeHo Texkka M Texkka I[IEH
(ctoitHoctn mox 200 mcg/g m3npaxHeHus). [lpu auapus tecTbT MOxe Aa Obae (aammBo
MO3UTHBEH.

13-C nuxaTeHUAT TECT ChC CMECEHO-BeprKHH Tpuriaunepuau (mixed-chain triglycerides
-MCT) e antepHatuBa, KOATO B ObJIEIIe MOXKE JJa HAMEPHU MO-TOJISIMO TpuIIokeHue. To3u Tect
e 100Bp 3a olleHKa Ha €(PEeKTUBHOCTTA HAa 3aMECTUTEJIHATa Tepamnus ¢ MaHKPEaCHU €H3UMU
IIPY PE3UCTEHTHU HA JICYEHHE CIy4yau, HO BCE OILE HE € JIOCTBIIEH 3a IIMpOKaTa KIMHUYHA
MIPAKTHKA.

2.3. JIEYEHME HA IIEH

JlexapctBena tepanus Ha [IEH mma 3a men na momobpu Oonkarta, (QpyHKIIMOHAIHUTE U
xpanutenHu aeduuutu. Ta ce mpoBexna Ha ¢oHa HAa OOIIM MEpPKU/IPOMSIHA B HAYMHA Ha
KUBOT.

2.3.1. O0mu Mepku

Baxen Bbmpoc e Heobxoamma nu € auera? YecToTo XpaHEHE ce TOHacs IO-ao0pe.
HamansBane Ha npueMa Ha Ma3HUHUTE ce IpeANpHeMa IpU TexKa creaTopest 0e3 OTroBOp Ha
3aMECTHTEIHO JIedYeHHEe. TeOopeTHYHO CIIOKHUTE (KOMIUIEKCHH) BBIIIEXuApaTH u Gudpu ca
N0JIE3HM J1a oTAaneyaT nossata Ha 3/1, Ho pubpute npu XII ce orpannuasat. Be3aMoxHO € aa
abcopOupar u MOBIUSAT JEUCTBUETO HA EH3UMHUTE.

IIpernopbuBa ce cnupaHe Ha mpuema Ha ankoxoji. OyakBa ce HaMalsiBaHe Ha OoJjKkaTta,
3abaBsiHe BiOIIaBaHeTo Ha maHkpeacHata ¢yHkums (IIEH He mporpecupa) u mo-mo0sp
KOHTPOJI OT 3aMECTUTEIIHA TEPAIUs ¢ MaHKpeacHU eH3UMHU. CIIOpEH 0CcTaBa BBIIPOCA OTHOCHO
[IPEKPATSIBAHETO HA TIOTIOHOIYIIEHETO, HO BBIPEKH TOBA C€ INpPErnopbuBa. YMEPEHO
HamassiBa OoJikata, 0COOEHO MO BpeMe Ha M30CTpsiHE U ycioxHeHusTa. [loHskora e TpyaHO
Ja ce pasrpaHuyaT eQeKTUTe Ha TIOTIOHOMYIIEHETO OT TEe3M Ha ajKkoxosna (4ecTo
€HOBPEMEHHH HABUILIN).

2.3.2. ®dapMaKoJOTHYHO JieYeHHe

3amecTuUTeIHATa TEpanus C MAHKPEAaCHW EH3MMH HMMa 3a LeJ Jja KOpUTHpa JIMMA3HUA
AeQUUUT U CBBP3aHUTE C TOBAa XPAHWUTENHHU Je(QUIMTH, 1@ MOAINOMOTHE CMHJIAHETO MU
abcopOuusATa Ha MaCTUTE, BUTAMUHHUTE, MUKPOEJIEMEHTUTE U JPYTUTE XPAHUTEIIHU BEIIECTBA;
Jla oBJHsie cuMnrTomuTe, cebp3anu ¢ [IEH u mogoOpu xpaHuTenHus cTaTyc Ha MalMeHTa.

VYcnopenHo ¢ maHkpeacHata eH3uMmHa 3amectutenHa tepanus (IIE3T) tps6Ba ma ce
KOpUTHpa JOMBIHUTENHO M JeQHIUTa HAa BUTAMHHH, OCOOEHO MAaCTHOPAa3TBOPUMHUTE U
MHKpoeneMeHTuTe. [IpenoppuuresHo € napeHTepasHo 3aMmecTBaHe npu Texkka [IEH nmm
KIMHUYHA Oee3u Ha ManadcopOius, KakTo W TpH JIOKAa3aHW HaMaJieHM CepyMHH HHBA.
Buramun /] ce HazHauaBa BeHara npu auarsoctunupane Ha [IEH/ nosBa Ha ctearopes. [pu
texxka [IEH e Heo6Xxo1uMo eHTepaiHO XpaHeHe C IBJITH- U CPETHOBEPHIKHU TPUTITHLIEPUIH.
[IpoabIKUTETHUAT IEpOpaJIeH MPUEM Ha AaHTUOKCUAAHTH KaTo celleH, B-kapotuH, Butamul C,
ButamMuH E (é-tocopherol) momoOpsiBa GOTKOBUS CHHIPOM M MOXKE J1a TIPena3u OT PEeLluIuB
Ha OoJKaTa.

ITankpeacHa eH3MMHA 3aMeCTHTEIHA Tepanus

IIE3T e mnokazana npu Bcuuku ¢opmu Ha I[IEH He3aBucumMO OT eTuosorusra.
[TankpeacHUTe €H3UMMH HE ce€ MpenophYBaT 3a Kopekuus Ha 6onkara nmpu XII 6e3 [TEH, Ho
MOXeE Ja ce oTyeTe OnarompusaTreH eQeKT Npu CKpuTa (HEIMarHOCTUIMpaHa JieKa WIH
ymepena) IIEH. Bwnpeku Bp3moxHata npexoana [IEH npu octsp nankpearur, I1IE3T He e
nokazaHa B octpara (asza. Thi KaTO OCTPUAT MAHKPEATUT MOXKE Aa ObJe MbpBa HM3ABa Ha
npexamecTsan, Heauardioctunupan XI1, To Te3n mamuenTu TpsadBa ga ce npeoneHsT 3a [IEH
oTHOBO cien 6-18 mecena. IIE3T ce nmpenoppuBa M NpU aBTOMMYHEH NAHKPEATUT MOPAIU
TOBA Y€ MAalMEHTUTE pa3BUBAT aTpodus Ha naHkpeaca. Ha neuenue noxasexar u OOJTHUTE ChC
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3axapeH nuabetr tun 1 u 2. bnaronpusaren edekT Moxe a ce HaOI0aBa IPH MAUEHTH ChC
CIINH u xpoHnyHa nuapus.

WNunukanunre 3a Ha3HaYaBaHe Ha MaHKpeacHW eH3umu npu XII u apyru 3abonsBaHus
/oniepanuu, cBbp3anu ¢ EITH ca:
- Creatopest WiM KIMHUYHH Oelie3u 3a MajgurecTus (3aryba Ha TerJo, MyCKyJIHa Maca,

OCTEOIEHUsI U APYTH)

- JloxazaHu TeXKU CTPYKTypHHU IIPOMEHH Ha IIaHKpeaca KaTo pa3lIMpEH MAHKPEeaceH KaHaj

W/uny KanudukaT
- Pesekuusa Ha nankpeaca
- Jlanam 3a IIEH ot dekannara enacraza 1 wim 13-C nuxaTeaHHUAT TECT ChC CMECEHO-

BEPW>KHU TPUTITMLIEPUIH.

Ha npaxTthka Hali-4yecTHTe NOKa3aHUSA 3a 3aMECTUTENIHA Tepamus ca NpOrpecuBHATa
penyKIMs Ha TErJIOTO M HaJWYMeTO Ha crearopes. EH3MMHaTa Tepamus MOxke ga Obie
3all04HaTa ¥ IPU MAKpPOCKOIICKM HOPMaJHHM HAa BHJ H3MPaXKHEHHSA, IPU HAJIWYUE Ha
cuMnToMu — (ruaryneHnus, auapusi, kakto u npu XII ¢ romsma maBHoct. KonmdecTtBeHO
M3MEpPBAaHE HAa MACTUTE BbB (heKaJIMHUTE HE € He0OXOAMMO MpeI Ha3HaYaBaHE Ha IIAHKPEacHU
€H3UMU.

Beuuku peructpupaHu npenaparty 3a IpoBEXIaHe Ha 3aMECTUTEIIHA €H3MMHA Tepamus ca
pa3zpaboTeHn Ha 0a3ara Ha EKCTPAaKT OT CBUHCKM IAaHKpeac M IpeICTaBIsBaT CMEC OT
IIpoTeas’a, aMuIas3a 1 JIMIa3a, HApeUeH NaHKPEaTHH WIN aHKPEAIN3HH.

C ornen Ha (UBHONOTHYHUS TPOLEC HA XPAHOCMWIAHE € HEOOXOIMMO CH3MMHHUTE
IIpernapaTd J1a OCUTypSAT AOCTaBSHETO HAa XPAaHOCMMIIATEIIHUTE €H3UMU B JyOJE€HymMa B
ONTHMAJIHO CHOTHOILIEHUE U B TOYHOTO BpeMe 3aeHo ¢ xumyca. [Topaau toBa e TpsiOBa na
OTroBapAT HAa ONPEICJICHW W3UCKBAaHUSA: BHMCOKAa JIMIA3HA AKTUBHOCT IPHU ONTHUMAJIHO
OTHOIIICHHUE C APYTUTE CH3MMH, 3alIUTa Ha CH3UMHUTE OT HEOJaronpHsITHOTO BB3JICHCTBHE Ha
KHCEJIOTO CTOMAIIHO ChIbPKUMO, MUHUMAJIHU pasMepH Ha yactuiure (mof 1.7 mm) 3a aa ce
pa3MecaT ¢ XpaHaTa B CTOMaxa M Ja NPEMHHAT €IHOBPEMEHHO C Hes Ipe3 Mmuiopa, 0bp30
0CBOOOK/1aBaHEe HAa €H3UMUTE B IyOJE€HyMa M ThbHKOTO uepBo npu pH 5.5-6, ocurypsiBane Ha
rojasimMa crneurduyHa aKTHUBHA TOBBPXHOCT 3a JeiicTBUe Ha eH3umurTe. JlaHHUTE OT
KJIIMHUYHHATE NIPOYYBaHUs MOKa3BaT, Y€ B HAl-BUCOKA CTEINIEH TE3U MU3UCKBAHUA C€ IOKPHUBAT
OT IpenapaTuTe pa3paboTeHH KaTO EHTEPOCOIBEHTHH MUHUMUKPOC(HEPU MIH MUKPOTAOIETKU
C KHCEJMHHO-YCTOWYMBO MOKpUTHE. ToBa I'M NIpaBH MPEANOYUTAHU 32 NPOBEXKAAHE Ha
3aMEeCTUTENIHA TePaNHus, 0COOEHO NPU MAUEHTUTE CIE]l XUPYPIHSL.

Pesynrtature or 13C MCT nuxatenHuss TeCT I[IOKa3BaT, Y€ M3IOJI3BAHETO Ha
mppBoHavanHa jg03a 2000040000 E numasza mo Bpeme Ha ocHOoBHO xpanene u 10,000-20,000
E nunasa npu AONBIHNATENHO XpaHEHE MOXKE Aa He € JocTaTbuHa. Cle10BaTeHO MOraT J1a ce
00CHKIIAT W TO-BUCOKH 03U 3a IbpBOHadaimHa 3amectutenHa tepamus - 40000-80000 E
Junasa Ha xpaHeHe. MakcumainHata npenopbuuTenHa no3a € 10000 E nunasza/kg nHeBHO
nopajau puck or (ulpo3a Ha KojioHa. J[Hec Hail-uecTo MpenopbyYUTENIHATa MbPBOHAYAIHA
no3a e 25000—40000 E nunasa Ha XpaHEHe, a MPUEMa - [0 BPEME WIIM HEMIOCPEICTBEHO CIIE]
xpaHeHe. Jlo3ure npu onepupaHuTe OOJHU HE CE€ pa3iuyaBaT OT TE€3M NpHU MalUEeHTUTE Oe3
oreparus.

Nwma nokaszarenctBa, ye e€(PEKTHUBHOTO JIEYEHHWE C aJEKBAaTHU J03M Ha MaHKPEaCHUTE
emsumu npu XII ¢ TIEH mnonoGpsiBa aGcopOuusita Ha MacTUTe M MacTHOPA3TBOPUMMTE
ButaMuHu. OOnekyaBa wiu kopurupa cumntomure Ha IIEH. 3HaunTtenen Opoit KIMHUYHU
n3cieABaHMs MOKa3BaT, ue MOBEYETO MALMEHTH MTOBUILIABAT TEJIECHO CH TEIJIO B paMKUTE Ha 1
roJuHa OT 3alo4YBaHETO Ha 3aMecTuTesnHara Ttepanus. [lomoOpsBar ce OMOXUMHYHUTE
MOKa3aTelIu, KOPErupar ce€ MPOTEeMHUTE M  MUKpOHyTpueHTHTe. Hopmanusupar ce
npeanbymuHa u ¢epuTuHa (MapKepy 3a MAJHYTPUIIMSI) KaKTO MPH OOJHUTE ChC CTeaTopes,
Taka U MpH Te3u Oe3 creatopes. Ontumusupa ce Meraboin3Ma MpH MaHKPEaTOreHHUs WK
npunpyxasani 3. Ocen kinHuyHoTOo nonoOpenue, [IE3T monoOpsiBa u kayecTBOTO Ha
xuBoTa. HamansaBa cBbp3aHUTE ¢ MaJHYTPULMATA YCIOXKHEHUA U cMBpPTHOCT. He mosnusiBa
YeCTOTa W TEKECTTa Ha OOJIKOBUTE €Mu30[d, HO mpu 4Yact oT Oomuute (ckpura [1EH)
JIEYEHUETO € YCIIEIIHO.

[Tpu npoBexgaHeTo i He € HE0OXOIMMO OTPaHNYABAHETO HA MAa3HUHUTE C XpaHaTa.
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Onenkata Ha epekTa OT MbPBOHAYATHOTO JICUEHHE Ce U3BBpIA Ha 0a3aTa Ha KOPEKIIHs Ha
cumnromute (auckoMdopT/60aKa B KOpema), Opoid, KOHCUCTSHITUS 1 BHUJI Ha H3MPAKHCHHSITA,
tesiecHo Terno/UTM um napyru Oene3u Ha MajHyTpulus/mManabcopOuus (Hamp. anOyMuH,
xosectepoit). KIIMHUYHOTO mojoOpeHne Ha maluueHTa € JOCTaThbueH KPUTEepHUil 3a OLlEHKa Ha
TEPANeBTUYHUS OTrOBOP W/WIM CHTPYJAHHYCCTBOTO HA TAlHMeHTa (MPUAbPKAHE KbM
Tepanusra).

[Tpu nunca Ha JOCTaThYEH OTIOBOP OT MPOBEACHATA Tepamus, 103aTa MOXE Jla Ce YABOH

WM YTPOU WJIM J1a ce 100aBu mHXHOUTOP Ha mporoHHata nomma (UIIII), (dur. 1). Kakro Oe
MIOCOYEHO, TEXKO HapylleHaTa MaHKpeacHa OukapOonatHa cekpeuus npu XII Bogm 10
HEJOCTaThbUHO HEyTpaliM3upaHe Ha KHCEIMHAaTa OT XHMyca B JyOJ€HyMa, CBOTBETHO
HapylaBa €H3UMHOTO JIEHCTBHE OCOOCHO IMpH NMPHIOKEHHE HAa BUCOKU J03M MAaHKPEaCHU
ensumu. UIIII He ce HazHauaBat nipu ajgekBateH orroBop Ha [TE3T.
TpsbBa na ce M3KIIOYAT U JIPYTU NPUYMHU 32 MAITUTECTHS U ManabcopOuusi, BKIFOUUTEITHO
TIIyTeHOBAa EHTepomnaTHusi, OaKTepualeH CBPbXpAacTeX, UYEepHOApPOOHA I[Hpo3a. 3a
noTBbpkaaBane Ha pedpakreprna [TEH/creatopest ce mpenoppuBa 13C- MCT auxatennus
TECT, aKO U3BBPIIBAHETO MY € Bb3MOKHO (HAJIMYHO).

Ourypa 1. [IpenopbunTenen TepaneBTUUEH NOAX0 (AITOPUTHM) MPU HaMajeHa €K30KpUHHA
[aHKpeacHa aKTUBHOCT
Cmwvnka 1. Knuauuau cumMnToMu, MopdoIOTHYHH, J1a00paTOpHU WM (YHKIIMOHATHU
npoMeHu, norebpxkaaBamuy [IEH
2
Cmwvnka 2: I1E3T ¢ eHTepOCOJIBEHTHH MUHUMUKPOC(PEPU UM MUKPOTAOJIETKH C KUCEIHMHHO-
ycToiunBO nokputue B qo3a 25000—40000 E nunasa Ha xpaHeHe
— edeKT (ageKBaTeH OTrOBOpP) — KOPEKIHMS /HOpMaIM3UpaHEe HA CHMIITOMHUTE U
IapaMeTpuTe, OTpa3siBalllid XPaHUTEIHUS CTaTyC
J Jlunca Ha edexT (HEAOCTATHYCH OTTOBOP) — OLIGHKA HA CHTPYIHUYECTBOTO

Cmwnka 3: 80000 E nunaza Ha xpaHeHe (2- Wi 3-KpaTHO yBeJIM4yaBaHe Ha MMbpBOHAYaJIHATA
7103a)

— edekT (azexkBaTeH OTTOBOP)
J Jlunca Ha edeKT (HEJOCTATHUEH OTTOBOP) — OLEHKA HA CHTPYIHAYECTBOTO

Cmwnka 4: Jlo6aBsne na UIIII unu H2-6mokep
— eeKT (aeKBaTeH OTTOBOP)
J JTunca Ha edexT (HEOCTATHYCH OTTOBOP) — OLGHKA HA CHTPYIHAYECTBOTO

Cmuvnka 5: VI3kni0uBane Ha apyra MpUYMHA 32 MAJITUTECTHs/ ManabcopOoIus —
— YTouHsIBaHe Ha MPUYMHATA — CHIEIU(PUYHA Tepanus
J Jluncear naHHu 3a Apyro 3a6omsiBaHe / ChCTOSHIUE

Crbnka 6: 3aMmecTBaHe Ha Ma3HHHUTE B XPAHEHETO ChC CPETHOBEPIIKHH TPUTIHULEPUAN
(eHTepaHU XpaHN)
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VIl. XPOHUYHHU 3ABOJIABAHUA HA YEPHUSA 1POB

1. OBIIA XAPAKTEPUCTHUKA
[Ton TepmMuHa XpoHMYeH XeNaTHUT ce pa3dupa XPOHUYHO Bhb3MAJICHHE HAa YEPHUS

Ipo0 ¢ MPOIBJDKUTENHOCT HaJ 6 Mecena M BKJIKOYBA XHCTOJOTMYHM JAHHU 32 XPOHUUYEH
XeMaTUT WIK YepHOApoOHa IIMpOo3a B CTaIUN HAa KOMIIEHCAIIHSI.
Pasznuuasar ce:
- BupycHu xenatutu
- ABTOMMYHEH X€IaTUT
- IIppBuyna OunnapHa MPO3a WK IbPBUYEH OMIMAPEH XOJIAHTHUT
- IIppBUYEH cKilepO3Upall] XOJIAHTUT
- Toxcuunu /creato3nu — JlekapcTBEHO UHIYIIMPAH, AIKOXOJIEH, HEAIKOXOJEH U IPYTH
- bBonecr na Wilson
- Xemoxpomarosa
- Anda-1-aHTUTPUIICHHOB JePUIAT
-  HWaomnonatnyHu

MenukocoaaIHOTO 3HAYeHHWE Ha XPOHWYHHUTE XEMaTUTH W YEePHOApOoOHATa IHMpO3a €
rojiiMO U TPU3HATO MO Lenus cBAT. [Ipe3 mocneaHuTe rOAMHU HEaJKOXOJHATa CTeaTO3Ha
oonect goctura yectora ot 10% 10 30% ot Hacenenue B EBpomna.

[lo nannm Ha HIIO3A OposT Ha XOCHMTaJU3UpAHUTE CIy4yaud C OOJIECTH Ha YEpHUS
npo6/pudposza u nuposza Ha yepHus apod e 14204/9229 3a 2012 r. u 16159/9828 cnyuas 3a
2013 1., cworBetHo 228.5/150.6 m  262.8/161.5 cmydas Ha BB3pacT 18 m TOBeue
ronunan/ 100000 Hacenenune. XOCMUTATU3UPAHUTE MAIIMEHTH HA BB3pacT A0 65 1. ca 208.0 u
133.3/100000 macenmenme 3a 2012 r., u 238.1 u 145.1/100000 macenenme 3a 2013 r.,
croTBeTHO 298.3 1 210.0/100000 Hacenenue 3a 2012 r., u 345.0 m 215.8/100000 HacenmeHue
3a 2013 r. mpu BB3pact Hag 65 r. Ilpe3 2000 r.u 2014 r. 20.2 u 26.4 cnyuas/100000
HaceJIeHHe ca YMpelu OT OOJIECTH Ha YepHus Apo0.

2. INATHO3A

— AmnamHe3a U QU3UKAITHO U3CTIEABaHE

— Aobnomunanna exorpadus ¢ JlomiepoBo uscienBaHe

— buoxumuunu maGopaTopHu H3CIEABaHUA, OTpa3siBaid (YHKIMITA HA YEpHUS OPoO:
ACAT/AJIAT; A®, ITT; nporemHorpama, o0 OenThK/adOyMUH; TPOTPOMOWHOBO
BpeMme; OUmupyOUH — O0II U KOHIOTHPAaH; XeMaTOJIOTMYHU TOKa3aTeln

— JlabGopaTopHu HU3CII€IBaHMS 32 €TUOJIOTHYHO YTOYHSIBAHE

— Ilepkyranna yepHOAPOOHA OMOTICHS C TIOCTEABAIIO XUCTOJIOTHIHO U3CIICIBAHE

IIpu 4yepHOApPOOHA HUPO3a € HEOOXOAMMO Ja C€ OLIEHH CTENEeHTa Ha YEePHOAPOOHOTO
3abonsBane mo Child-Pugh xknacudpukamusra (tabm. 1) mw MELD* ckopa; nma ce
JUATHOCTHIIMpA TOpTaldHaTa XUNepToHHs (Tabn. 2) W YCIOXKHEHHATa Ha YepHOApoOHATa
Upo3a.

Ta6muua 1. Kinacudukaius Ha nanmeHTUTe ¢ YepHOApoOHa 1upo3a o Child-Pugh.

Child-Pugh A B C
KJIacu(puraums

bunupyoun umol/l | ITox 34 (2.0) 35-51 (2.0-3.0) Han 51(3,0)
(mg/dl)

Anbymun g/l (g/dl) Han 35(3,5) 35-28(3,5-2,8) ITon 28(2,8)
ITporpombunoB wunHnekc | Haxg 70% 70-40% ITox 40 %
WIH [Tporpom6uHOBO | OT 1 —4 Sec 4-6 sec HaJ 6 sec
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BpeMe uiu INR mox 1.6 16-20 Hax 2.0
Acuur Jlurncea JlecHo ce konTposupa | TpyaHo ce
noJiaBa Ha
KOHTPOJI
Ennedanonarus Jluncea JIUCKpETHA N3pazena
Bpoii Touku 1 2 3

Kiac A — o611 c6op — 5-6 Touku; Kinmac B — 061 c6op — 7-9 toukn; Kimac C — 06mx coop — 10-

15 Touku

*MELD = [0.957 loge (creatinine mg/dl) + 0.378 loge (billirubin mg/dl) + 1.120 loge (INR) +

0.643] x10

Tabnuua 2. Jlnarnosa Ha nopTajHaTa XUIEPTOHUS.

AHaMHECTUYH
U JTaHHU

AHaMHe3a 3a 4epHOApOOHO 3a00JsBaHe, aJKOXO0J, KbPBEHE OT BapULU
Ha XpaHONPOBOJIA

duznkango
HU3CJIEIBAHE

Cba0BH 3Be3/M, MaJIMapeH €puTeM, AUJIATUPAHW BEHM Ha KOopeMmHara
CTEeHa, CIUICHOMETallusl, TBbPJ YepeH Opob (yBEeJIUYEH WU HE)

JlaGopaTopHu
Oene3un

[ToBumen OwnupyOun, nosumieHu ACAT, AJIAT, ITTII u A,
XUMOATOYMUHEMHUSI, XUIIPEraMariioOyJIMHEMHUsl, MaKpOIIMTHA aHeMHUs,
TPOMOOLIUTONICHHS, JIEBKONICHHSI, YABDKEHO MNPOTPOMOMHOBO BpeEMe,
Mapkepu 3a xpoHnuHa B niu C BupycHa nHdexus

Exorpadus

HenocpencrBeHo BH3yalu3MpaHe Ha IOPTO-CHCTEMHA KOJATEpaIH.
Junartanus Ha BEHA MOPTE M PA3KIOHEHUATA M, IPOMEHH B KPBBOTOKA
Ha TMOpTajJHaTa BEHa M YepHOApoOHaTa apTepws, oOpaTeH KPHBOTOK
(xemarodyraneH), TpomOo3a Ha BEHa MOPTE, AUCHPOIOPLUHOHAIHO
OPEeCTPYKTYpUpaHe Ha TMapeHXuMa (JIsUI0BeTe) Ha 4YepHUs Jpoo,
CIUICHOMETaJIWsl, aCIIUT, ITbPBUYUCH PaK Ha YEPHUS APOO

Enpgockonust

EBO(l)aFeaHHI/I Bapulid OT II'bpBa [0 YCTBbPTA CTCIICH, CTOMAIIHU
Bapuly, pPEKTAJIHW Bapuly, I[MOPTaiHA XWUIICPTCH3MBHA TIacCTpOIIaTuA,
CHTCPOIIATHs, JOKa3aHU CHAOCKOIICKHU.

Hpyru meronu

KontorbpHa ToMorpadus Ha KOpeMHHMTE OpraHH, peHTreHorpadus Ha
XPaHOIIPOBOJIa

3. JEYHEHHUE

Jleuenuero e CTUOJIOTUYHO, MMATOTCHCTUYHO, XCIMATOIIPOTEKTUBHO U BKJIFOYBA JICHCHHE HA

YCIIOXKHCHUSATA.
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VIIl. XPOHUYHU BUPYCHU XEITATUTHU

1. XPOHHUYEH XEIIATUT B

1.1. OBIIA XAPAKTEPUCTUKA U KIIACU®OUKALIUA

[To nanam Ha C30 oxono 400 muH. aymu ca xpoHnyHo nHpektupanu ¢ HBV. Yecrorara
Ha HBV undexnusara y nac e okono 3% - 5 %, karo npeobnagasar HBeAg uHeratuBHute
narmedTd W reHotun D. Octpara undeknus ¢ HBV xponudumnmpa B 10% ot ciyuawnre.
EcrectBenmsar xon Ha wHpeknusata ¢ HBV orpaszssa muBoto Ha HBV pemnmkanusara u
MMYHHUSI OTTOBOD.

Crnopen xnacudukarusata Ha EASL ot 2017t xpoununata HBV undexnus ce pa3aens Ha
5 ¢a3u B 3aBucuMocT oT HUBOTO Ha HBSA(Q, oT Hanmuuero wiu iuncara Ha HBeAg, HuBo Ha
HBV DNA, croiinoctute Ha ALT W OT HamuyueTo WiIM JHIcaTa Ha YepHOIPOOHO
Bh3nasnienue. HBeAg no3utuBHuTe manueHTy umar 2 ¢asu Ha kimHu4YeH xo/1. [IbpBara ¢aza e
CBBp3aHa ¢ nepuHaTaiaHo nHdextupane, Bucok HBsAg , Bucoka HBV DNA , nHopmanna ALT,
MUHUMaJIHO  4epHOApOoOHO  yBpexnaaHe. B MuHamoro ce  o3HayaBame  Karo
SUMyHomonepanmua ¢aza“, a AHec Kato ,xpoHuuna HBeAg nosumusna umgexyus
Bropara xnmHnuHa ¢asza Ha HBeAg MO3UTHBHUTE MAIMEHTH CE XapaKTEepHU3Hpa C BUCOKO
nuBo Ha HBsAg u HBV DNA, nosumena ALT u cpemHo 10 TeXKO UYEepHOAPOOHO
yBpekKIaHe. B MUHAIIOTO ce o3HadaBaimie Kato ,,uMyHopeakmusHa ¢haza‘, a JHEC Kato ,,
xponuuen HBeAg- nozumusen xenamum“. HBeAg- HeraTuBHUTE NAalMEHTH CHIIO UMAT 2
kIuHUYHE ¢a3u. Ennata ¢asza, HappuaHa B MUHAJIOTO ,,HEAKMUBHO HOCUMENICMB0 ", a JTHEC
pouuuna HBeAg necamuena ungpexyua®, ce xapakrepuszupa ¢ Hucbk HBsAg,
Heomnpenensema wim Hucka HBV DNA <2000 IU/ml u mopmanna ALT. YepHOoapoOHOTO
yBpexkaaHe u nporpecusta 1o mupo3a U XK ca munumainnu B Ta3u ¢aza. T obaye Moxe aa
nporpecupa 10 TUNWYEH ,,[HBeAg necamueen xponuuven xenamum‘. HBeAg HeraTuBHUSAT
XpOHHYEH XEMaTUT € Hali-uectata ¢popMa Ha XpoHUUHUA B xematurt. XapakTtepusupa ce ChC
cpenno Bucok HBsAg, ymepena no Bucoka HBV DNA >2000 [U/ml u mOCTOSIHHO MTOBUIIICHA
ALT. XwucronorndyHo ce YyCTaHOBSIBa HeKpoBb3naseHue u ¢uodpos3a. I[lokasBa HHUCKa
TEHJICHIIUS KBbM CIOHTaHHa pemucus. XponnyHata HBV undeknus Boau 1o passurue Ha
yepHOoApoOHa 1upo3a (YULl) um xemarouemynaper kapuumHoMm (XIIK ). Ilerata ¢aza Ha
xponnuHata HBV undpkuus e HBSAQ HeratuBHarta (asza, Xxapakrepusupalia ce ¢ HeraTUBEH
cepymern HBSAQ u monoxwurtennu antutena kbM HBCAQ (anti-HBC), ¢ nnu 6e3 monoBumMu
antutena kpM HBSAQ (anti-HBS). Tasu ¢asa ¢ m3BectHa u moj umeto ,,okyamua HBV
ungexyus’”.

1.2. AUATHO3A
Xponnunara uHbeknus ¢ HBV ce nokasBa upe3 ycranoBsiBane Ha HBsAg u anti
HBcore B npoabikenue Ha 6 Mecena. J[MarHOCTUYHOTO U3SICHABAHE HA MALMEHTUTE U3HCKBA!
1.2.1. JlaGopaToOpHHU H3CJIeABAHMSA:
KK, xoarymamusi, ACAT, AJIAT, A®, ITTII, ob6m Oentbk, anOymuH, OWIHpyOuH,
KpeaTHUHHH, CTaHAapTeH WiK pa3imuper Pudbporect
1.2.2. MosekyJsipHO-0HOJOTHYHH MapKepH:
kauecTBeH U konuuectBeH HBsAg, HBeAg , anti HBeAg, konnuecteena HBV DNA, anti
HDV total. Panko ce namara mscnenBane Ha reHoruna Ha HBV. Ilpu mpocnensBane Ha
nManueHTuTe u Ha eexra ot nedeHueto ce uzcneasatr HBV DNA u kommuectBen HBsAg.
1.2.3. Exorpagpcko u J[lomjepoBo wu3cjieqBaHe HAa 4YepHHUs APoO,
®udpockaH uiu eaacrorpadus
1.2.4. YepHoapoOHa Ouoncus, KOSITO MMa BAJIUIHOCT 4 TOUHM.
YepHonpoOHa Ouorcus He ce€ U3BbpIIBA MPH  KIWHUYHH, JIaOOpaTOPHU H
€HJIOCKOIICKH JIaHHH 33 YepHOAPOOHa IIMPO3a.
1.2.5. YTouHsIBaHe Ha NPUAPY-KABAILMTE 3200/ IIBAHUS U CHCTOSTHUS
YTouHsBaHEe Ha TMPHUAPYKABANIUTE 3a00JISIBAHUS W CHCTOSHUS, UMAIIM OTHOIICHHE
KbM n300pa Ha jedenue, konHpekmus ¢ HDV, HCV u HIV, ynorpeba Ha aiikoxos, akTHBHA
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ynorpeba Ha HApKOTHIM, XPOHWYHA OBOpEeYHa HEJOCTATHYHOCT, HEPBHO-TICUXHATPUIHH
pascTporicTBa, 3a00JIsIBaHWSA Ha IIUTOBHIHATA JKJIe3a, 3axXapeH IualdeT, ChPJCYHO-CHIOBO
3a00JIBaHE.

1.3. JIEYEHHE

Ilen na neuenuero Ha xponnyHata HBV unbexmus e na mogoOpu mpexuBsieMOCcTTa
ype3 MOBIUSBAHE HA MPOTpecusiTa 10 YepHOAPOOHA 1Upo3a U HeiltHuTe ycnoxHeHus, XK,
KaKTO W Tpeana3BaHe oT npeHacsHe Ha umHpekmusaTta. Husoro na HBV DNA kopenupa c
pUCKa 3a pa3BUTHE Ha yciokHeHusa. OT japyra CTpaHa MAaKCUMAaJIHOTO M IPOABIDKUTEIHO
notuckane Ha HBV DNA Boau 1o mnogoOpeHue Ha OHOXMMHUYHATA AaKTUBHOCT H
BB3BPATUMOCT Ha 4YepHOJpoOHaTa GuOpo3a WM Aaxe LUpo3a MPU MHOTO OT MAIUCHTHUTE.
[Topamu TOBa, MakCMMAallHOTO TMOTHMCKAaHE Ha pEIUIMKAIMsITa Ha BUpyca € IJIaBHA IeJ Ha
neuyenuero. CepokonBepcusita Ha HBeAg e npyra kpaiiHa 11es1 Ha JIEYEHHETO KaTo BOJAU 10
CBhCTOSIHUE, MIPH KOETO peIUIMKallMsATa € MOTHCHATA /10 10- HUCKO HUBO. 3arybaTta Ha HBsAg
Wi cepokoHBepcusta B antiHBsAg ce mpuema kato ,, pyukyuonaino ozopasssane’ Toa
o0aye psAIKO Ce MOCTUTA ChC ChIIECTBYBAIIOTO ChbBPEMEHHO JieueHue. [IpakTiuiecku mbiIHOTO
n3urictBane Ha HBV or yepHust apo0 € HeochIIecTBUMO mopanu ¢akTa, 4e YacTUIU OT
BHUpYCa OCTaBaT KOJUPAHU B XEIIATOLIUTHUTE.

Hnouxayuume 3a neuenue ca ennaxksu npu HBeAg nosurusau u HBeAg HeratuBHu
namnueHTu. Te ce ompenensT Bb3 ocHoBa Ha HUBOTO Ha HBV DNA |, ALT u texectra Ha
4epHOAPOOHOTO YyBpexaaHe. JlekyBaT ce Bcuuku mnanueHTH, npu kouto HBV DNA e
nopumiena > 2000 IU/ml , moBumena ALT M XHUCTOJOIMYHO YCTaHOBEHa yMepeHa WU
u3pa3eHa Bb3NaJIUTeNHa aKTUBHOCT. JleueHue ce mposexaa npu nanuentu ¢ HBV DNA >
20 000 IU/ml, moBumena ALT, nezaBucuMo oT crerneHTa Ha (ubpozara. JlekyBar ce u
HBeAg nosutuBHute nanuentu c¢ Bucoka HBV DNA u nopmanna ALT, ne3aBucumo ot
CTENeHTa Ha YEepHOAPOOHOTO YyBpexaane ako ca Haa 30r.Ha nedenue mnomnmexar u
MAUEHTUTE C KOMIIEHCHpaHa U JeKOMIIEHCHpaHa 4epHOoApoOHa 1iupo3a ¢ onpenensiema HBV
DNA.

Jlekapcmeenu npodykmu 3a neuenue na xponuunama HBV ungpexyusn
W3nonssar ce 1Ba BUJa JIEKAPCTBEHU MPOIYKTH!

1. Umynomonynatopst Uutepdepon ( [FN):
* Crangapten Mutepdepon anda 2a — Sol. for injection prefilled 3 MIU- 3 ot ceamuuso
o 1 ¢akon moakoxHO 3a 48 ceAMUITU
* [lerunmupan MuTtepdepon anda 2a (PEG- IFN a2a)- Sol. for injection prefilled syringe , 180
pug- 1 mbT ceamuano 1o 1 hyakoH MoAK0XHO 3a 48 ceaAMUITI
2. Hyxneosunnw/ Hykiaeotuanu aHano3n (NA), kouto ca uMHXUOMTOpHM Ha oOpaTHaTa

Tpanckpunra3a Ha HBV BupychHaTta nonumepasa:

 Lamivudin (LAM), film-coated tablets 100 mg, mo 1Ta6n nHEBHO

* Telbivudin (TBV), film-coated tablets 600 mg, mo 1Ta6n AHEBHO

* Entecavir (ETV), film-coated tablets 0.5 mg, mo Itabm paHeBHO (2 Taba B
ciydyaute Ha ycraHoBeHa LAM- pe3ucteHTHa MyTanus )

* Adefovir dipivoxil (ADV) , film-coated tablets 10mg, mo 1Tabn qHEBHO

 Tenofovir B Herosute 2 monekynHu ¢opmu - Tenofovir disoproxil fumarate (TDF),
film-coated tablets 245 mg, mo 1Tabn qHeBHO U Tenofovir alafenamide fumarate (TAF), film-
coated tablets 25 mg, mo 1Ta6n nHEBHO

1.3.1. Jleuenue ¢ UuTepdepon
HuTepdepoHbT KaTo MBPBOHAYATHO JIeUeHHE € Moka3aH npu HBeAg mo3uTuBHU U
HBeAg HeratuBHM NManmueHTH € JieKa WIM CPEJHO Tekka ¢opMa Ha XPOHHWYEH XemaTuT B
(XX-B). Ha neuenunero ¢ IFN mo- noOpe OTroBapsT ManueHTUTe ¢ reHotun A u B B
cpaBHeHue ¢ reHotunt C u D. CrangaptHoTto neuenue ¢ [FN e 48 cenmuiy.

Ilpeyenka 3a 6Kni0u6ane Ha neveHUe U NPEOCKA36aAHe HA OM2080paA:
[Tpu HBeAg no3uTUBHUTE MAIMEHTH I0- J00pe OTroBapsAT Ha JEYCHHETO TEe3H C MO-
HUCHK BHUpyceH ToBap, Bucoka ALT u Te3m c¢ xwucrtonormyHa aktuBHOCT. OT HBeAg
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HETaTUBHUTE TMAIMEHTH I0- T0Ope OTroBapsT Ha JICUEHUWETO Te3W ¢ mo- Hucka HBV DNA,
Bucoka ALT , mimanga Bw3pacT u xeHcku nosl. HuBoto Ha HBsSAg e BaxkeH (akTop, KOWTO
npeJcKa3Ba oTroBopa Ha euenue. Hamanssanero na HBsAg < 1500 1U/ml na 3-us mecert ot
JIeYeHUETO mpescka3Ba 1o0wsp orrosop. [Ipu HBeAg mosutnBHM narmenTn HuBo Ha HBsAg >
20 000 IU/ml mpenckasBa jimrca Ha OTTOBOP M JIeUEHHETO TpsiOBa na Obae cupsiHo. Ilpm
HBeAg HeraTuBHUTE MallMEHTH JIMIcaTa Ha HamasieHue Ha HBsAg u nuncara Ha HamaneHue
Ha HBV DNA c noseue ot 2logipHa 12-TaTa ceaMmuiia moka3Ba JUIca Ha OTTOBOP U M3UCKBA
CIIUpaHe Ha JICYCHHETO, OCOOCHO MpH TeHOTUIl D, KaKBUTO ca MOBEYETO MAlMeHTH B HaIlaTa
CTpaHa.

Bupyconozuunuam omezoeop na IFN ce onpenens kato epexruBen npu HBV DNA <
2000 IU/ml. Bupemusra ce mpociensBa Ha 3-TH, 6-TH MeceIl U B Kpas Ha JICYCHHETO.
Ceponornynuar orrosop npu HBeAg no3suTuBHU NalMeHTH € MOJO0KUTENIEH IpH 3aryba Ha
HBeAg w/ wim cepoxonBepcus B anti HBeAg. Ceponornunute orroBopu 3a HBsAg ca 3ary6a
na HBsAg u HBsAg cepokonBepcusi- mosisa Ha anti HBsAg.

buoxumuunuam omeoeop npu nedenue ¢ PEG IFN ce onpegens kato
HopManusupane Ha ALT, kosTo ce npociensBa Ha 3 Mecenia MOHE 1 roAMHAa ciie]l JIEUEHUETO.

Xucmonozuunuam omeoeop TPEACTaBIsABa HaMallsiBaHE Ha HEKpouHGIaMaTopHaTa
aKTUBHOCT ¥ ()uOpo3ara B CpaBHEHHE C TbPBOHAYAIHATA XHUCTOJIOTUYHA HAXOJIKA.

Monumopupane na nayuenmume, 1exKyeanu ¢ IFN

Beuuku manuentu, nekyBanu ¢ IFN TpsOBa ma ce mpocnedsBaT MEpUOAUYHO 4YpE3
onpenensHe Ha KpbBHaTa KaptuHa , ALT, TSH , HBV DNA u xonudecTBeHO onpeaessiHe Ha
HBsAg. Ilpu HBeAg no3utuBHUTE mManueHTu nepuoanydHo ce ompenensit HBeAg u anti
HBeAg.

Cnen neuyenuero c¢ IFN mnauumeHTUTEe C TOJOXKUTEIEH OTIOBOP C€ MPOCIEAsBaT
NPOABJDKUTEIHO MOpaAu pucka 3a penanc. HeorroBopuiurte Ha JIEYEHHE C€ IPOCIIEAsBAT
CBHILIO TOPaJH BH3MOKHOCTTA 32 KbCHA CEPOKOHBEPCHUS MPEAH B3eMaHe Ha pellleHue aa ObaaT
BKJIIOYEHH Ha JieueHue ¢ NA.

Konumpaunoukayuu 3a neuenue c IFN
* IeKOMIIEHCHpaHa 4YepHOApoOHa IUPO3a
* TEXXKH MPUIPY’KaBaAIIN 3a00JSIBAaHHS HA ChPJCYHO-CHI0BATA U IUXATEITHATA CUCTEMHU
* HEKOHTPOJIHMPAH XUIIEP- U XUIIOTUPEOUAUIBM
* CUCTEMHHU 3a00JIIBaHUs HAa ChETUHUTEITHATA ThKaH
* XpPOHUYHU aKTUBHU OaKTepHaTHU HHPEKITUN
* neyrponenus (<750) u Tpombormronenus (<50 000)
* ICUXWYHU 3a00JIIBaHUS, CTTHIETICUS
* YCIIOKHEH 3axapeH Juader
* XBbH 6e3 nuanuza
* 0OJIHU C TPaHCIUIAHTUPAHU OPTaHU

Cmpanuunu egpexkmu npu neuenue c IFN

Jleuenueto ¢ IFN e cBBbp3aHO ¢ peauia CTpaHUYHU €(PEeKTH, BHIIPEKH Ye ce MOHACs OT
MAIUeHTHTe I10- J00pe Mopaaud MilagaTa WM BB3pacT M JIMICaTa Ha TPUAPYKaBAIIH
3abonsBanus. Haii- yecTuTe CTpaHMYHU CHMIITOMH Ca TPUIONOA00CH CHHIPOM B HAYalOTO
Ha JIEYCHUETO, OOJIKM B MYCKYJIUTE, TJIaBOOOJIME, OTHAAHAIOCT, 3aryba Ha TErjo, Jerpecus,
KOCOTAaJl M JIOKATHU PEeaKkiMu Ha MICTOTO Ha uHxkektupane. Jledernmero ¢ IFN moxe na
nNpeaAu3BUKa JICKO IMOTUCKAHEC Ha KOCTHHA MO3BK, HO JICBKO- U TpOM6OHI/ITOHeHI/I$ITa ce
MOBIUABAT J00pe OT HaMansBaHE Ha J103aTa KaTO PSAKO BB3HUKBAT HMH(DEKIUH WU
KPBHBOU3JIMBU. HpI/I JacT OT MHNAUCHTUTE MOXE Ja HACTBIIM IMPUCTBIIHO HU30CTPSHE C
MOBMIICHUE HA aMUHOTpaHcdepasute u OMmupyOrHa, KOUTO B MHOTO PEIKH CIy4au BOAST 10
TEXKa YepHOIPOOHA HETOCTATHYHOCT.
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1.3.2. JleyeHue ¢ HyKJI€e03UIHH/ HYKJIeOTHAHH aHA1031 ( NA)

NA wunxubupat permukanusata Ha HBV upe3 koHkypupaHe Ha JI€OKCHAICHO3WH
Tpudocdara, KaTo TMpenu3BUKBAT  OJIOKMpaHe Ha  yAbbkaBaHeto Ha DNA
Bepurata .[lpencrasnsBar 2 paznuunu cyOkiaca. [IpoabmkuTeTHOCTTa Ha JiedeHueTo ¢ NA
He e ompeneneHa. Jluncara na HBV DNA B cepyma ce ycraHoBsiBa 6- 12 mMeceua cien
3anouBaHe Ha jedyeHuero. [Ipoabipkurennoro noaruckane Ha HBV DNA Boau 1o crimpane
Ha IpoTpecusiTa Ha Bb3MAJUTEITHHS Tpolec U (udpoodpa3yBaHeTo, CIUpaHE HA MPOTPECHUsITa
710 LMPO3a , AaXKe U 10 Bb3BPATUMOCT Ha XMCTOJIOTMYHATA HAXO/Ka B YEPHUS JPOO.

[Ipoapmxurennoro nedeHue ¢ NA e Hall- YTBbpPJCHUS METOJA 3a JICYCHUE Ha
xponnuHata HBV wunbekuus B MOMEHTa, HE3aBUCUMO OT TEXKECTTa Ha YEepHOJIPOOHOTO
yBpexxnaHe. Hamocnenbk ce mpuema, 4ye JieKapcTBEHU HPOIYKTH Ha n3bop ca NA ¢ BHuCOKa
6apuepa Ha pesucteHTHOCT ( ETV, TDF u TAF) karo MoHOTepanus, BBIPEKH Y€ B HAIIaTa
ctpana npunarame jieuenue u ¢ LAM u TBV. Ha neuenne ¢ NA noanexaTt BCUYKU MALIMEHTH
¢ Xponnuna HBV undexmus, npu xouto ce ycranossa HBV JIHK nag 20001U/ml, kakTo u
Te3u JeKyBaHu ¢ MHWurepdepon u HeorroBopwim Ha Jsedenue. I[lociennara rpyna,
HeotroBopwid Ha UHTepdepoH, TpsOBa Aa ObAe mpociefeHa noHe 2 roJuHU Cle]] CIUpaHe
Ha JICYEHUETO Ha 6-meceuHu uHTepBaiu ¢ onpezensHa Ha HBV JIHK u xonnyecTBeH TUTHP
Ha HBsAg.

Omezoeop na neuenuemo ¢ NA

Bupyconorununusar otroBop ¢ NA o3nauaBa junca Ha HBV DNA, onpenenena c
yyBctBuTenHa PCR metonuka. Jluncata na namanenune Ha HBV DNA c¢ llogio Ha 3-us
Mecell OT HayaJoTO Ha JIEYEHHEeTO O3HayaBa JIMIICA HAa OTFOBOpP Ha JIEUEHHE, KOETO
MPaKTUYECKU € MHOro psako. YcraHoBsBaneto Ha HBV DNA 12 mecena or HayajnoTo Ha
JICYEHUETO C€ O3HayaBa Karo , uacmuuen omeoeop,  Kato eupyconoeuuen npobus
(breakthrough) ce o3nauaBa moBumienneTo Ha HHBOTO Ha HBV DNA ¢ noseue ot 1logig ot
HUBOTO Ha CcTapToBaTa BUpeMHUsa. BUpycojgoruyHuTe NpoMEeHM OOMKHOBEHO IMPE/IIEeCTBAT
noBumieHnero Ha ALT. Pe3ucrentHoctra kbM NA ce IBIKM Ha CEJIEKTUPAHE HAa MyTHpal
HBV Bupyc mnopaau pa3smecTBaHe HAa aMHUHOKHCEIMHU BBB BepuUrara My, KOETO BOJIH 10
HaMaJileHa YyBCTBUTEIHOCT KbM NA.

Monumopupane na nayuenmume no épeme Ha 1e4eHUEmo

Bceuuky manmenTH, KouTo ce JeKkyBaT ¢ NA ce KOHTpOJIHMpAT ¢ U3CIeBaHe Ha IIbJIHA
KpbBHa KapTuHa , ALT, KpeaTwHuH, KpeaTHHHMHOB KJIMPBHC , HUBO Ha (ocdaTute, cepymHa
HBV DNA na 3 meceua [Ipu nmauuentute Ha nedenue ¢ TDF nuBoro Ha HBV DNA ce
n3cnensa Ha 6 Mecena. IIpu neonpenensema HBV DNA, HBsAg konnuecTBeHO ce u3ciensa
Ha 12 mecena.

brOpeunusT puck TpsOBa a ce u3cieaBa Npy BCUYKHU MAalMEHTH IPe BKIIIOYBaHE Ha

JIeYeHre, Ha BCEKU 3 Mecella Ipe3 MbpBaTa roJuHa Ha JICYEHHETO, a clie]] ToBa Ha 6 Mmecela.
Bucox ObOpedeH puCK UMa TNpH JEKOMIIEHCHpaHa YEpHOJIPOOHA IUpO3a, KPEaTMHWHOB
kmupbHe €GFR <60 ml/min, aprepuanHa XurnepToHUs, NPOTEUHYpUs, OUAOET, aKTUBEH
IJIOMEPYJIOHePpPUT, TpHUeM Ha HEPPOTOKCHUYHH JIEKApCTBEHH MPOAYKTH, OpraHHa
TpaHcmanTanus. [Ipu nmanuentuTe ¢ OBOpEeYHO yBpekIaHE, KOUTO 3aloyBaT JIEYEHHE C
eGFR< 50ml/min ce npenopbuBa BkiItouBaHe Ha TAF unu BkiIouBaHe Ha peaylupaHa 103a
Ha ETV u TDF. Jlo3ata nHa TAF ot 25mg ocraBa nokaro eGFR>15ml/min.
ETV u TDF namansBat jneko 0b0peuHaTa QyHKIUS KaTo TO3H HEPPOTOKCHUYEH MOTEHIHAT €
no- uzpaseH npu jeuenue ¢ TDF. Ilopaau ToBa MoHMTOpUpaHETO HAa ObOpeuHaTa (QyHKIUS
Mpy TAIMeHTUTE Ha TOBa JieueHUe TpsiOBa Aa e mocTtosHHO. [Ipu docharemus < 2mg/dl
TpsiOBa J1a ce u3ciie/[Ba U KOCTHATA MIBTHOCT.

[Tpu newenne ¢ TBV mnamuentute ce HaOitoJaBaT BHUMATEIHO 3a HAIWYMETO HA
MYCKYJTHU cuUMOTOMHU. [lpu TAXHOTO OOeKTHBH3MpaHE ( H3CIelBaHE Ha KpeaTHHKUHA3a,
EMI') ce Hanara npeBkitouBane Ha Apyr NA.

IIpu newenme ¢ LAM, TBV u ETV u ycraHoBsiBaHe Ha BHUPYCOJIOTHYEH U
OMOXMMHUYEH MPOOUB MareHTuTe ce npeBkiatouBat Ha TDF umu TAF.
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1.4, CpenuajHu rpynu nanMeHTH:

Koungpexyua ¢ HIV

Jleuennero Ha xomHbpekmusata HBV / HIV ce mposexna ¢ 6asupann Ha TDF nnm
TAF —ART pexumu, He3aBucuMo oT Opos Ha CD4 kneTkute MOpagud BHCOKHS PHCK 32
nporpecupane Ha HBV wundexkuusara. Jleuenuero TpsaOBa na € MPOABIKUTEIHO IMOPAIU
BUCOKHSI PUCK OT Obp30 peaktuBupane Ha HBV mu(ekuusTa ciex cnvpane Ha JEYSHHETO.
Bewukn manuwentn ¢ xponnyHa HBV unbeknus tpsoBa na ce ckpunupat 3a HIV npeam
3aro4BaHe Ha JICUCHHUE.

Koungpexyus c HDV

OcHoBHOTO JeueHue Ha kowHbpekiusara HBV / HDV e neuenmero ¢ IFN anda.
[Topamu HenoOpUs OTrOBOp MpH JieueHHE 3a 48 ceaMUIM, Ta3u KOMH(EKIUS MOXE J1a ce
JIeKyBa M yIbDKeHO 3a 96 Mecena. He e sicno manu nedennero ¢ IFN npu numnca Ha 1o0bsp
BHUPYCOJIOTHYEH OTTOBOP BOJM JO HaMajsBaHE Ha TMPOTPECHUPAHETO HA YEPHOAPOOHOTO
YBpEXKJIaHe U PUCKa 32 Pa3BUTHE HAa YePHOAPOOHA IIPO3a.
Jleuennero ¢ NA He noenusiBa cbiiectBeHO HUBOTO HA HDV RNA. IlpenopbuBa ce ma ce
MpOBEXKJa MpU MNAIMEHTH C HampeaHalo 4YepHoapoOHO yBpexaane u HBV DNA> 2000
IU/ml , 3a na ce Gmokupa pesumyanHara perwukanus sHa HBV. Ilopaau ToBa neueHuero c
NA T1psiOBa 1a ce MpoBeXkaa MPU BCUYKHU MAIMEHTH C YepHOAPOOHA IIMpO3a U OompeseseMa
HBV DNA.

Koungpexkyua c HCV

[Ipu mammentute ¢ xponnuHa HBV undexkuus xomndexuusita ¢ HCV yckopsia
MporpecusiTa Ha YEPHOAPOOHOTO YBpexKaaHe u pucka 3a paszputrre Ha XK. OtroBopsT Ha
neuennero Ha HCV undexuus npu koundekuus ¢ HBV e chimms kakto Ha MOHOMH(EKINS C
HCV. Ilpu Te3u manueHTn ChIIecTBYBa pUCK 3a peakTuBupane Ha HBV undekuus mo Bpeme
u cnex neuenrero Ha HCV. [lopaau ToBa npeau 3anouBane Ha teyeHne Ha HCV undexnusra
BCUYKHM TMAIMEHTH TpsAOBa Aa ObAAT M3CIEABAaHM BHUMATENIHO 3a ceposiornyHus um HBV-
CTaTycC.

[Tpu ycranoBsiBane Ha mnosoxxkuresneH anti HBcAg- cratyc u nunca Ha anti HBsAg B
TUTBP
> 1:10 , xakTo u monoxurennute 3a HBsAg, ce uscnensa HBV DNA. Ilpu nonoxurenHa
HBV DNA ce 3anouBa nedyeHne ¢ NA mpenu 3amouyBaHeTo Ha JedeHnero Ha HCV
nnpexnusara ¢ JIAC. He e uzsicieHO TOUHO KOJIKO TpsAOBa Ja MPOIBIDKU JieueHneTo ¢ NA u
MoHuTopupanero Ha HBV wundekuusata crnex npuxitouBaHe Ha JjeueHuero Ha HCV
unpexnus ¢ AJAC.

HBYV unghexyun npu oeya

[Tpu neuara HBV undekuusTa MHOro 4ecTo mpoTuya 6€3cMMITOMHO, HO ChIIECTBYBA
pUCK OT mporpecupane u ycinoxHeHus. Jleuennero Ha HBV undexnusra mpu nema e
Bb3MOkHO ¢ PEG IFN, ETV, TDF u TAF.

[Tpu noxpactBamu( 12-18r) npeua B Hamara crtpaHa oT 2018r e mo3BosieHO
npoBexkaaHeTo Ha JiedeHue ¢ npenapata TDF . Jleuenunero ce mposexaa mnpu HBeAg
no3utuBHUTE U HBEAg HerarmBHUTE NAUMEHTH CIOpE]  HM3UCKBAHUATA 34 BB3PACTHHU.
N3uckBa ce MHOTO J0OpO MOHUTOpUpPaHe Ha ObOpeuyHaTa (PyHKIUS U KOCTHATA ITbTHOCT.

HBYV ungpexyus npu opemennu

Bceuuku 6pemennu TpsioBa ga ce umscnensat 3a HBsAg u anti HCV mpe3 mbpBOTO
TpuMeceune Ha OpeMeHHocTTa. JJoOpe e Bcuuku OpeMeHHHU , KOUTO ca Ha jieueHue ¢ NA na
npeskiatodat Ha sedenue ¢ TDF. I1pu 6pemennu ¢ HBV DNA > 200 000 IU/ml i HBsAg >
4log 10lU/ml, ycraHoBeHa 10 BpeMe Ha OpEeMEHHOCT , TPsIOBa Ja 3ano4yHe NpoduiIakTuKa ¢
TDF ot 24-ta-28-ma recTallioOHHAa CEAMUIM, KOETO Ja MPOIBIDKHM MUHUMYM 12 ceamuim
ciel] paxkaaneTo. Y Hac mpH ycraHoBsiBane Ha HBV uu¢ekuus mo Bpeme Ha OpeMEHHOCTTA,
OT IpaKTHYECKa IJIeHa TOYKa, YECTO JICUCHUETO 3anoyBa u ¢ LAM.
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3a mpennasBaHe Ha NepUHATaJHAaTa TPAHCMUCHA, KOSTO C€ MOSIBABAa OCHOBHO MO BpeMe Ha
paxxaaHeTo W € mpuunHa 3a xpoHnuHata HBV uHdekums npu HOBOPOAEHOTO, ce MpenopbhyBa
npwiaranero Ha komOuHaimsa ot HBIG (Hepatect CP) u BakcuHupane B mbpBuTe 12 yaca
cien paxmaaHe. ToBa ce mpenopbuBa ocoberHo mnpu HBeAg mno3utuBHUTE MalKy.
[TpoBexxnanero Ha jeueHne ¢ NA mo BpeMe Ha OpeMEHHOCTTa yBenndaBa e(hpeKTUBHOCTTA OT
npunoxxenuero Ha HBIG u Bakcunupanero.

Kbpmeneto e pazpenieHo, kakTo npu HejaekyBaHnute HBSAg Mo3uTHBHU Taka U MpU TE3H,
KOUTO ca Ha JieueHue ¢ TDF.

HBYV unghexyua npu nayuenmu Ha UMyHOCYRPECUBHA U XUMUOMEPANUS

PuckbT 3a peakruBupane Ha HBV unHpexnmara e BUCOK NMpH BCUYKH MAIMEHTH HA
XMMHO- WIM HMYHOCYIIPECHBHO JieueHue, kouto ca HBsAg mnosutuBaum unu HBsAg
HeratuBHH W anti HBcAg mo3utuBHU. BHCOK pHCK chbliecTByBa U MpU TMALUCHTUTE,
NOJIyYaBallld HOBUTE OMOJIOTHYHU JICKAPCTBEHU MPOAYKTH, KAKTO U TE3U MOJIyYyaBalld CaMo
Rituximab wnu B komMOuHamus ¢ KopTukoctepouau. llopagy ToBa, BCHYKM IMALMEHTH Ha
KOUTO INPEACTOU 3all0YBAHETO HA MMYHOCYIPECHBHA Tepamus, IOJIeKaT Ha CKPUHUPAHE 3a
HBV wundekuus. [Ipu ycTaHoBsiBaHe Ha HACTOSIIA W MPEKapaHa B MUHAJIOTO MHPEKIHUS C
no3utuBHU 3a anti HBcAg, ¢ u 6e3 anti HBsAg ce 3anouBa mpodunaktuka ¢ NA. Ako
MAUEHTUTE ca MonoxuTeaHu 3a HBsAg, Te nojuiexaT Ha U3ACHSABAaHE 3a YEPHOIPOOHOTO UM
3a00JsiBaHE M B3EMAHETO Ha pELIeHME 3a NPOBEeXJaHe Ha MNPOYUIAKTUYHO WM
MPOJBIDKUTEITHO JICYEHUE CIIe/] CIIMPaHe Ha UMYHOCYIPECUBHOTO JieueHue. [Ipodunakrikara
TpsiOBa /a mpobJkM MoHe 12-18 mecena ciesn cnupaHe Ha UMYHOCYIPECUBHOTO JICUCHHE U
ce CrHpa camMo akO OCHOBHOTO 3a0o0JsiBaHe € B peMucHs. buoxumuunure nokasatenu u HBV
DNA ce npocaeassar Ha 3-6 Mecena 1o BpeMe Ha NMpOUIAKTUYHOTO JICUSHHUE U TMOoHEe 12
Mecena ciej cnupaHe Ha NA, noHexxe peaktuBupanero Ha HBV undekuusra e Haii- yecto
cien cnupaHe Ha NA.

HBYV unghexyus npu nayuenmu nHa ouanusa u ¢ 6v0peuna mpanHcniaHmayus

Beuuku nmanueHTtd Ha auManu3a M ciel ObOpedHa TpaHCIUIAHTALUs IMOAJIeXaT Ha
ckpunupane 3a HBV undexnus. Heratusaute 3a HBV manuentu tps6Ba fa ce BakCMHUpAT
TPUKPATHO, BBIPEKU MO- HUCKHUS €(EeKT OT BakCHHMpaHeTo npu TaX. Beumuku HBsAg-
MO3UTUBHU OT Te3U 2 rpynu  TpsioBa aa ce nexysart ¢ ETV, TDF u TAF.

[Ipu mamumentute Ha xemoouanuza nozata Ha ETV u TDF ce pemynupa cnopen
croitHocTuTe Ha €GFR, ocobeno mpu te3u ¢ eGFR,< 50ml/min. [lozata na TAF He u3ucksa
npomsiHa ako eGFR,> 15ml/min. Ilpu HxoM manueHTH Ha AMaIM3a MOXE J1a ce M3IO0J3Ba U
PEG. MoHnuTOpupaHeTo Mpu NalMeHTHTE Ha XeMOoJAuannu3a TpsaOBa Jla cTaBa ¢ U3MEpBaHE Ha
HBV DNA mnomexe muanmsara HamaisaBa croiiHocture Ha ALT um T4 He e amexkBareH
OMOXUMHUYEH MapKep.

Tpancnnanmupanume mnanuentd, kouto ca HBsAg neratuBuu u anti HBcAg
MO3UTHBHU TPsIOBa J1a c€ MOHUTOPUPAT MHOTO BHUMATEIHO Clie]] TpaHcIianTanus 3a HBsAg.
HBSAQ- no3uTuBHUTE ManueHTH TpsOBa Aa MojydyaBaT NPOPMIAKTHYHO WM CTaHAAPTHO
neuenne ¢ NA. ETV u TAF ca mnpeanouutaHu Ipu JIEYEHHME Ha HaUBHU NAIMECHTH.
Jleuenuneto Ha uHpekUATa TpAOBa Ja € MPOABILKUTETHO KaTO BOJAU A0 IMOJ00psBaHE Ha
4epHOJAPOOHOTO yBpeXkaaHe M Mojo0psBa npexuBseMoctra. IFN e KoHTpauHIuuMpaH npu
TAX MOPAJIA PUCK 32 OTXBBPJISHE HA TPAHCIUIAHTAHTA.

Jleuenue na excmpaxenamannu npomenu npu HBV unghexyusn

Exctpaxenatanuure npomenu npu HBV uHdekuus BkitoyBaT BacKyjiIMT, Myprypa,
HOJIO3€H TMOJUApTEePUUT, apTpairuu, nepudepHa HEBpOHaTUs U TIIOMEPYJIOHEPPUT.
VIMyHHUTE eKcTpaxemaTajJHH HPOMEHH ca KpUOIJIOOyTMHEMHs, MO3UTHBHHU pPEBMATOUICH
¢dakTop U Bb3NAINTEIHU Mapkepu- C-peakTuBeH NpoTeuH, (pakTopu Ha KomrmuiemeHTa C3 u
C4. ITauueHTHTE, KOUTO ca C €KCTpaxenmaTajHu npomeHu u ca  HBsAg- nmosutuBHu c
aKTUBHA BHPYCHA PEIUIMKAIMS, MOTaT Aa oTroBopAT Ha jieueHue ¢ NA . Jleuenneto ¢ PEG
IFN mo’ke na BiomM Te3d IPOMEHHM, MOpagud KOeTO € KOHTpauHauuupaHo. lIpu Hsakou
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nmoaOpaHd OCOOEHU TMAIMEHTH C €KCTpaxernaTajHu U3SBU KbM JIeUeHHEeTo ¢ NA Moxke 1a ce
MpWIOXKaT Tutazmadepesa, KOPTUKOCTEPOUIA WU HIKOW UMYHOCYITPECOPH.

2. XPOHUYEH XEIIATHUT C

2.1. OBHLIA XAPAKTEPUCTHKA

uec ce npuema, ye okoio 180 MiH. 1O cBeTa ca MH(EKTUPAHU C BUPYyca HA XEMATUT
C (HCV). Jlannute 3a bwarapus couatr no 1,5% dvecrora Ha HCV wunbekuus cpen
Hacenenuero. Ocrtpara undekuus ¢ HCV  xpounudunupa B 80%. HCV uma 8 renoruna
( GT). B boarapus nag 80% ot mauuentute ca uHpextupanu ¢ renotun 1 ( GT 1), koiito
uMa 2 OCHOBHM cyOreHortumna- la u 1b, ompenensiHeTo Ha KOWUTO € BakKHO 3a HM300pa Ha
neuenne. GTla y nac u B EBpona e 10-15%. C GT3 ca undexrupanu 8-10% ot maumeHTHTe
y Hac. To3u reHOTUn mporpecupa mno- Obp30 U € Mmo- TpyJieH 3a jeueHue. ['enotunosere 2, 4,
5 u 6 ce cpelaT MHOTO PSIIKO B HalllaTa CTpaHa.

Oxkono 30% ot Oonnure ¢ xponuyeH xernatuT C pa3BUBAT 4epHOAPOOHA IMpPO3a B
npoabipkeHue Ha 20-30r cinen uHpektupaneto. IIponeHTHT HapacTBa IpH  aJIKOXOJIHA
ynotpe0a, 3aTIbCTSABAHE, 3aXapeH auader, KpHOraoOyJInHEeMuUsl CIENCTBUE Ha MH(pEKIHsTa.
HampenBanero Ha 3a0o0isiBaHETO BOAM 1O YEpHOJpOOHA LMpo3a U PUCK OT pa3BUTHE Ha
xenaronenynapeH kapuuaom (XLK) .

2.2. CkpuHuHr- BKI0OYBa u3cieasane Ha HCV anturena (anti-HCV)

2.3. ITUATHO3A
Junarno3ata Ha xponnunara HCV uH(eEKus ce mocTass cjieq JOKa3BaHe Ha anti-
HCV u namnmuune na HCV RNA B kpbBTa 4pe3 UyBCTBUTENICH MOJEKYJISPHO-OHOIOTHYEH
METOJ .
JIMarHOCTUYHOTO M3SCHSABAaHE M3UCKBA:
2.3.1. Jlaboparopuu uscnenBanus: [IKK, koarynmamus, ACAT, AJIAT, A,
I'TTII, oOm Gentbk, anOyMuH, OWIMPYOWH, KpEeaTUHWH, CTaHIapTeH
niu pasumper udporect
2.3.2. T'eHo- U cyOreHOTUNIM3UpPaHE
2.3.3. Exorpadcko u [lomiepoBo u3cienBane Ha 4depHus npod, dubpockan
Wi enactorpagus
2.3.4. YepHompoOHa Owormcus, KOSITO WMa BAJIMIHOCT 4 TOJUHM.
YepHoapoOHa GUOIICHUS HE ce M3BBPIIBA NPU KIMHUYHHM, JJAOOPATOPHU
Y SHJIOCKOITICKH JIaHHH 33 YepHOApoOHa IIMpO3a
2.3.5. YrTouHsiBaHe Ha H3BBbHUEpHOJApoOHHUTe u3siBU Ha HCV undexuusra,
NPUIpPYKaBald 3a00JSIBAHUS M CHCTOSIHHS, MMAIld OTHOIICHHE KHbM
JICYEHUETO- JEKOMIIEHCHMpaHa uyepHoapoOHa nupo3a, XBH, ko-
unpexkuus ¢ HBV u HIV, nanuentu Ha cyOcTuTyupaiia Tepamnus U
aKTUBHHM HApPKO3aBHCHUMH.

2.4. JIEUEHUE

[lenTa Ha neuenuero € ga ce epanukupa HCV wmHbekmusaTa, 3a 1a ce mpenoTBpaTH
Pa3BUTHETO HA YEPHOAPOOHA LIMPO3a, IeKOMIIeH canus Ha nupo3ata u X1IK.
JledeHueTo ce mprema 3a yCIENIHO MIPU JIOCTUraHe Ha TpaeH BUpycojoruueH otrosop (TBO -
SVR) - nemonosuma HCV RNA (< 15 TU/ml) B kpast va 12-ta (SVR12) u 24-ta (SVR24)
ceAMHMIIa ciel Kpas Ha jedyeHuero. Ilanuenture 6e3 nuposa ce mpocienssar a0 1 roguHa
CJIe]l 3aBbpIIBAHE Ha JIEUEHHE, a TE3U C LIUPO3a Cce MpocIesIBaT Ha 6 Mecela Mopaan pUcK 3a
pa3Burue Ha XK.

2.4.1.AnAnKaUH 32 JeYeHue
Benukn manmentn ¢ xponnmyHa HCV  uHdexkmms mnojexar Ha JieUeHHE C
nupeKTHOAeHCTBaIM aHTHBUpYCcHU cpeacTra (JIJAC).
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Jleuenneto ¢ JJJJAC He ce mpenopbuBa MpU NALUEHTH B MHOTO TE€KKO U TEPMUHAIIHO
00110 CHCTOSIHUE U MPU AKTUBHU HAPKO3aBHCHMHU.

2.4.2. JJJAC- 1ekapcTBeHH MPOAYKTH

- dukcupana go3oBa komOuHarwms ot Sofosbuvir (400 mg) u Ledipasvir (90 mg) B eqna
tabieTKa, mpuiaarada Beaabx aaesHo (SOF + LDV)

- @ukcupana go3oBa komOunamus ot Ombitasvir (75 mg), Paritaprevir (12,5 mg) u
ritonavir (50 mg) B exna TabneTka (aBe TaOJIETKH BEIHBXK JHEBHO ¢ XpaHa), © Dasabuvir
(250 mg) (enna tabnetka qBa mbTH qHEBHO), (PTV/r + OMYV + DSV)

- @ukcupana go3oBa komOuHamms oT Grazoprevir 100mg u Elbasvir 50mg B enna
TabneTka, npuiaraHa Beaubx J1HeBHO (GZR + EBR)

- @ukcupana no3oBa komOuHaius ot Sofosbuvir 400mg u Velpatasvir 100 mg B enna
tabneTka, npuwiarana Begubx qHeBHO (SOF + VEL)

®dukcupana no3oBa komOuHamus ot Glecaprevir 100mg u Pibrentasvir 40mg , mpunarana

Benubxk AHeBHO (GLE + PIB)

- Qukcupana go3oBa komOuHaius ot Sofosbuvir 400mg, Velpatasvir 100 mg u
Voxilaprevir 100 mg, npunarana Beaabxk gaesHo (SOF + VEL+ VOX)

- Ribavirin exeaneBHo, no3upan Ha kuwiorpam Teryo (1000 umu 1200 Mg npu manueHTH
cpoTBeTHO < 75 kg mmm >75 Kg), (RBV) . RBV ce npubaBs KbM TEPaCBTHUHHUS PEKUM
MIPH WHIUKAIAH.

Kom6unamuara SOF+VEL e mnbepBata peructpupaHa MaHTEHOTHIIHA JIEKapCTBEHA

KoMOMHanus y Hac. Ts e moaxojsiia 3a JISYCHHe Ha TMAIMeHTH C TeHOTHIl | - 6, KaKTO U Ha

HeotrroBopmwinute Ha npenuutHo nedenue ¢ PEG -IFN + RBV unu PEG -IFN + RBV + NS

3/4A PI (mporeunaszen naxudburop- Boceprevir wmu Telaprevir ).

Jpyru 1Ba pEerucTpUpHU NAHTCHOTUIHU TepaneBTHUHU pexuma ca GLE+PIB u SOF

+VEL+VOX. Ilanrenotunnust pexxum GLE/ PIB e MHOro moaxonsm 3a Jie4eHHE Ha

4epHOAPOOHOTO YyBpexkaane 6Oe3 mupos3a 3a 8 cenmuiu. Pexxumbpr SOF +VEL+VOX e

MOJIXO/IS1] TEPANleBTUUEH PEKUM 3a jieueHue Ha HeotroBopuin Ha JIJIAC.

2.4.3. TepaneBTHYHHU CXeMH
2.4.3.1. HCV I'enotun 1:

[Tarmenture, unpextupanu ¢ HCV GT1 TpsdBa na Obaat JeKyBaHHM KakTo clie/Ba:

Ta6mn. 1 Jleuenue na Hansau nmauuentu ¢ GT1

LDV/SOF | SOF/VEL | OBV/PTV/r + | GLE/PIB EBR/GZR
DSV
DSV
GTla | bes 8—12cenm. | 12ceqm. | + RBV 12 cenm. | 8 ceam. 12 ceam. npu
Upo3a HCV/RNA
GTla | LHupoza 12 cenm. 12 cenm. | + RBV 24 cenm. | 12 cenm. + RBV 16
GT bes 8—12cenm. | 12 cenm. | 8 — 12 cenm. 8 cenm. BWSQILM. -
1b Upo3a
GT1b | Ilupoza 12 cenm. 12 cenm. 12 cenm. 12 cenm. 12 cenm.

Jleuenne nHa mauuentute ¢ GT1 , HeorroBopuinu Ha nedenue ¢ PEG -IFN + RBV:

HesaBucumo oT cramus Ha YepHOAPOOHOTO YBpEXkKAaHE, HEOTTOBOpHINTE Ha jedeHue ¢ PEG
-IFN + RBV wmu PEG -IFN + RBV + NS 3/4A Pl TpsioBa na ce nekysar 12 cenmunu ¢ SOF+
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VEL wmu LDV+ SOF. HeotroBopuiure Ha mpeauniHo jgeuenue ¢ PEG -IFN + RBV +/- SOF
nmu SOF + RBV nanmenTtu 6e3 nupo3a morar na 0baat jJekyBanu 3a 8 cenmunu ¢ GLE+ PIB,
a te3u ¢ nupo3sa 3a 12 cemmuru. HeotroBopunure Ha PEG -IFN + RBV namnuentu morat na
obnar nekyBanu U ¢ EBR+ GZR 3a 12 ceqmunu npu GT1B, a mpu GTla nedyennero e 16
CEIMMIIH.

Jleuenue Ha marmentute ¢ GT1, HeorroBopwim Ha nedenue ¢ JJJIAC:

[TanmenTure ¢ u 6€3 YepHOIPOOHA 1TUpo3a, HeoTroBopwin Ha JiedeHue ¢ JJJIAC ce nekysart ¢
nanreHotunHuTe pexkumu SOF+ VEL, GLE+ PIB i SOF+VEL+VOX 3a 12 cenmunm.

2.4.3.2. HCV I'enotum 2:
[TarmenTure, nngexrupanu ¢ HCV GT2 , xouto ca MHOTO pSAKO Y HAC, HE3aBUCUMO
OT TeXECTTa Ha YePHOIPOOHOTO YBpEXkKIaHE U OT TOBA JAAJU ca HAMBHU UJIM HEOTTOBOPUJIU Ha
MPEeIUITHO JIedyeHne, TpsOBa ga Obgar nekyBanum ¢ komOmnHamusta SOF+ VEL B
npoabkeHue Ha 12 ceaqmunu. Ilammentute ¢ GT2 6e3 muposa Morar ja ce JieKyBar 3a 8
cenmunu ¢ GLE+ PIB, a te3u ¢ nupo3a u HEOTroBOPIIM Ha mpeaxoxaamio nedenne ¢ PEG -
IFN + RBV +/- SOF uau SOF + RBV ce nekysar 12 ceamuriu.

2.4.3.3. HCYV I'enotun 3:

[MarmenTure, nadexrupann ¢ HCV GT 3 TpsiOBa na Ob1at IeKyBaHH KaKTO CIIE/IBA :
OcHoBHaTa JeKapcTBeHa KoMOMHaNMs 3a jJedeHue Ha mnanueHtute ¢ GT3 e SOF+ VEL u
GLE+ PIB. C xom6unamusra SOF+ VEL nanBHUTE nmanueHTuTe 6€3 4epHOIpOOHa IIUpo3a ce
nekyBaT 12 cemmui. HauBHUTE manueHT ¢ 4yepHOApoOHa HUpo3a ce JeKyBaT 12 cenMuiu
cbc SOF+VEL+ RBV wumu 24 cenmuimu cbec SOF+VEL 6e3 RBV. Tasu TtepaneBThuHa
KOMOMHAIMA B MOMEHTa TPsIOBa Jla ce mpujiara nmpyu HEOTTOBOPHIIUTE HA MPEAUIIHO JCUSHUE
nanueHTd ¢ GT3 0e3 u ¢ nupo3a 3a 12 cenmunu. Ilpu HEOTroBOpHIINTE HA JIEYEHHUE NTALIUEHTH
c uupo3a npu 12 cenmuyHo jeuenue ce npubdass u RBV.

Jleuennero va GT3 npu HaUBHY MaUEeHTH 0€3 IMPO3a MOXKE a OBb/Ie OCHIIECTBIBAHO
u 3a 8 cenmuuy ¢ tepaneBTuuHus pexxum GLE+ PIB, a pu te3u ¢ nuposa 3a 12 cenmuiu. C
TO3W PEXUM I MOTaT Ja ObJaT JEeKyBaHH W HeoTroBopwiuTe Ha jedeHue ¢ PEG -IFN +
RBV +/- SOF wiu SOF + RBV maruentu 6€3 1 ¢ iupo3a, Ho 3a 16 ceaMulim.

TepaneBtnynata xkomoOunHamuss SOF+VEL+VOX 3a 12 cemmunu 1e Obae
M3KIIOYUTENHO edekTuBHA mpu jekyBaHute mnaumeHtd GT 3 0e3 m ¢ nupo3a u npu
HAauMBHUTE MAalMEHTH ¢ 1Mpo3a. ToBa e rpymara Ha Hal-TPyAHUTE 3a JICUECHUE TALUEHTH C
xponnuna HCV undekums.

2.4.34. HCYV T'enorun 4:

[Tarmenture, uapexrtupanu ¢ HCV GT4 TpsoOBa na Obaat JeKyBaHU KakTo CJIe/Ba :
Haunure nammentn ¢ GT4 6e3 u ¢ nuposa TpsOBa 1a ObAaT JeKyBaHU 3a 12 ceqMuuu c
tepaneBTuunure pexumu  LDV+  SOF, EBR+GZR, OBV/PTV/r, SOF+VEL. C
tepaneBTHUHMS pexkuM GLE+ PIB ce nexyBaT HauBHM manueHTd 0e3 Ipo3a 3a 8 CeIMUIIH.
HawBHE manpeHTH ¢ 1upo3a ce jekyBaT 12 ceamuiy ¢ TepaneBTHaHus peskum GLE+ PIB.

Heotrosopunure Ha PEG-IFN + RBV 6e3 mupo3sa TpsioBa n1a ce nekyBat 12 ceqmunu
¢ LDV+ SOF, EBR+ GZR wmm SOF+ VEL. Ta3u rpyna moxe aa Objae jJeKyBaHa U 3a 8
cenmui ¢ GLE+ PIB. INauuenTure ¢ uuposa, HeotroBopuiau Ha PEG -IFN + RBV Ttpsi0Ba na
ce nekyBat 12 cegmunu ¢ SOF+ VEL, EBR+ GZR wnu  GLE+ PIB. [IpoabsipkurenHocTra Ha
neuennero ¢ EBR+ GZR ce yBennuaBa Ha 16 cenmunu kato ce npubass RBV npu Bupemus
Haza 800 000 TU/ml.

Heotrosopunure Ha neuenue ¢ JJJIAC nauuentu ¢ GT4 ¢ u 6e3 nupo3a TpsO6Ba aa ce
JeKyBar 3a 12 ceqmunu ¢ oyakBaHus TepaneBTuyeH pexxnuM SOF+ VEL+ VOX.

2.4.3.5. HCVIenotun 5u 6 :

[Tarmenture ¢ GTS u GT6 ce nexyBar ¢ TepaneBTUUHUTE CXeMH, n3non3Banu npu GT
4. Tepanestrunara kombunanuss EBR+ GZR u OBV/PTV/r He ce npuiara mnpu Tsx.
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2.4.3.6. Jleuenne Ha manueHTH ¢ XxpounuHa HCV undexnus B
CTA/UIl HA IEKOMIIEHCMPAHA YePHOAPOOHA Hpo3a

Hexomnencupanata nuposza GT1, 4, 5 u 6 ce nekyBa ¢ TepaneBTUIHUTE KOMOUHAITUT
LDV+ SOF + RBV umn SOF+ VEL + RBV 3a 12 cenmunu . JlekomieHcupaHna 4epHOApOOHa
uupo3a GT2 u 3 ce nexysa ¢ pexuma SOF+VEL+ RBV 3a 12 cenmunu. Hauannata no3a Ha
RBV wmoxe nga e 600Mr gHeBHO M J1a ce peryaupa cropen TtojepaHTHoctTa. [lpu
IIPOTUBOINOKa3aHus 3a npuwiokeHne Ha RBV, nedennero ce nposexna ¢ LDV+ SOF nmmn
SOF+ VEL 3a 24 ceamunu.

[Ipu neotroBopmiute ©Ha JJIAC- cbappxamm SOF wim  NSS5A-unxuburop
TEepaneBTHYHU PSKUMH TAIMEHTH C ACKOMIIEHCHpaHa dyepHoapoOHa mupo3a GT 1,4, 5u 6
nedyenuero TpsoBa ma e ¢ LDV+ SOF + RBV mwmu  SOF+ VEL+ RBV 3a 24 ceamunm.
[Tanmentute ¢ nekommneHcupana dyepHoapooHa nmupo3a GT 2 u 3, HeorroBopwm Ha JJJIAC-
coabpxay SOF unn NSS5A-uHXUOUTOp TEparneBTHUHU PEXUMHU TPSIOBa /1a Ce JIEKyBaT caMo
¢ SOF+ VEL+ RBYV 3a 24 ceamuiu.

2.4.4. OcobGeHu rpynu nauueHTu

HIV

[Tarmenture ¢ HIV xonndexus ce gexyBaT KakTto Te3u ¢ MoHouHpekus. [Tpu Tsx e
BAXXHO CBHOJIIO/IaBaHE HA BBH3MOKHHUTE KIMHUYHO 3HAYMMH JICKAPCTBEHU B3aMMOJICUCTBUS.
Jlokazano e ue SOF+ LDV yBennuaBa excno3unusra KbM TeHo(]oBUp, 0COOEHO KOraTo ce
U3M0II3Ba Che cxema 3a Jedenue Ha HIV, cpappkama TenogoBup ausonpokcui pymapar u
(dhapMaKkOKMHETHYEH HMHAYKTOP (PUTOHABHp WU KOOHWIMCTAT). B Te3u ciiydau ce M3UCKBA
4eCTO MOHUTOpUpaHe Ha ObOpeuHaTa PyHKIHS.

HBV

[Taruenture ¢ HBV koundekmus ce neKkyBaT KaKTO Te3M C MOHOUMH(EKIHS.
[Mammentute ¢ HCV undexuus tpsaosa na ce mscnensar 3a HBsAg u anti-HBc totalAg . IIpu
nonoxwuresneH anti-HBc totalAg ce uzcnensar anti-HBsAg tutsp 1 HBV DNA. Ilpu HBV
MHDEKIMA € 3aAbJDKUTEIIHO 3all0YBaHE Ha HYKJICO3WJHA Tepamus TNpead BKIIOUBAHE Ha
neuenueto ¢ JJJIAC. Jleuenueto Ha aktuBHaTta HBV umHbekuus npoabmkaBa moHe roAuHa
cien cnvpane Ha nedeHnero Ha HCV ungekuusra.

XBH

ITpu XBH He3aBucHMO OT cTeneHTa Ha O0bOPeyHOTO 3a00JsIBaHe MAIMEHTUTE MOTaT J1a
ce JiekyBar ¢ tepaneBTuuHus pexkuM GLE+ PIB 3a 8 cemmuru 6e3 mupo3a u 3a 12 cenmuiu ¢
upo3a. Ilanuenture ¢ texko yBpeneHa 0bOpeuna ¢ynkuus ( eGFR < 30 ml/min) niau Ha
xemouanusa TpsioBa na Opaar nekyBanu ¢ EBR+ GZR 3a 12 ceamuuu npu GTl1b . [lpu
GTla neuennero ¢ EBR+ GZR e 3a 16 cenmunu npu Bupemus Hag 800 000 IU/ml, xato ce
npubass RBV 200 mg npu HB nan 100 G/1. [Tamenture ¢ XbH Morar na 6baat nekyBaHu ¢
PTV/r + OMV + DSV 3a 12 cenmunm npu GT1b . IIpu GTla neyenuero ¢ PTV/r + OMV +
DSV e 3a 12 ceaqmunu karo ce npudass RBV 200 mg.

Jleuennero Ha HCV wunbexkuusara npenu ObOpedHa TpaHCIUIAHTALUs MOJ00psiBa
MIOCTOTIEPATUBHUTE PE3YIITATH.

[Mpu XBH (eGFR < 30 ml/min) win Ha xemoauasu3a NalMEeHTUTE HE MOTaT Ja Obaar
nexyBaHu cb¢ SOF- chabppxkammm pexxumu.

HCC

[Tarmenture ¢ HCV - cBbp3an XIIK tpsosa ga ce nexysar ¢ JIJIAC, ako ce jiekyBar ¢
nanuatuBHU Metoau. Crien yepHOApOOHA Pe3eKUUsl U TPAHCIUIAHTALUS TOAJIekKAT ChIIO Ha
JICYECHHUE.

Hocrrpancniiantanuonen peuuaus Ha HCV undexuusita

AntuBupycHoto Jseuenne ¢ JIJIAC e npobpe ma Obae TPOBEACHO TMpeau
I-ICpHO,Z[pO6HaTEl TPAHCIVIAHTAUA AOKATO MAllUCHTUTC Ca B JIMCTA HA YAKAIIUTC. Tosn Imoaxonq
JIOBEJIC 10 HaMaJIeHWe Ha YaKalllUTe 3a TPaHCIUIAHTaIMs. TpaHCIUIAHTHPAHWUTE TAIUEHTH C
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HCV undexkuus noiayyaBaT peliIvB KbCO BpeME Clie]] TpPaHCIIaHTAlMATa KaTo HHPEKUIUATa
MIPOTUYA MIPOTPETUEHTHO.

Tepanestuunusar pexum ¢ SOF+ RBV 3a 24 cegmuiuu noctura 1o0pu pe3ynTaru 3a
epaaukupane Ha HCV unHdekims, HO 4ecTo ce moiaydyaBatr pejancy. TepaneBTUYHUAT PEeKUM
PTVr + OMV + DSV+ RBV 3a 24 ceaMumu mnoctura Jo0pu pe3yiTaTtd mpu
TpaHciantTupanu 6e3 muposa npu GT1. Tepanepruunusar pexum SOF+ LDV+ RBYV 3a 12
win 24 cenMUIU 1aBa J0OpH TepaleBTUYHU PE3YJITaTH MPHU TPAHCIUIAHTUPaHU 0e3 1upo3a u
¢ nupo3a Child-Pugh A, B u C . TpaliHusT BUpYCOJIOTHYEH OTTOBOP € T0- HUCHK MPH 1IUpO3a
Child C na 12-ta ( 60%) u 24-ta ( 75%) ceamuna. [IpoabIKUTETHOCT HA JICYCHHETO OT 12
CeMMIIA € OIICHEHO M c€ IMpernopbuBa IpH MalMEHTH C YepHOApoOHa uiaum ObOpeyHa
TpaHCIUIAaHTaUUs Cbhc wiaM 0Oe3 mnupoza ¢ TepaneBTmuHus pexum GLE+  PIB.
[IpoabIKUTEIHOCT Ha JedeHueTo oT 16 cenmuinu TpsGBa Ja ce uMa NOPEaBUI MpU
MH(PEKTHUPAHHU TAIMEHTH ¢ TSHOTHI 3, KouTo ca JekyBanu ¢ peg-IFN + RBV +/- SOF wiun
SOF+RBV.

[Ipu TpaHcrutaHTUpaHuTe, n03ata Ha Tacrolimus TpsiOBa ma ce xopurumpa mo 0,5 mg
BeIHBXK cenmuuHo uiau 0,2 mg Ha Bceku 3 aHU, a go3ata Ha Cyclosporin A TpsOBa na ce
KOpHUTHpa JI0 €IJHa NeTa OT JAHEBHATA /103a, MOJIy4YaBaHa MPEaH JCUYCHHUETO.

Jleuenne na HCV undexuus npu HapKo3aBuCUMH

Jleuenunero Ha HCV unbekuuara npu mNalUeHTd Ha  CyOCTUTYHpAIIO JEUEHHUE ce
IIPOBEXa N0 OOIIONPUETUTE TEPANIEeBTUYHU cXeMU. TpsiOBa obaue Ha MHAMBUAYaTIHA OCHOBA
Ia ce oOOMUCIM B paMKUTE Ha MYyITHAMCUMIUIMHApeH ekur. He ce m3uckBar cneuuduyuna
KOPEKIIUS Ha JI03aTa Ha METaJI0H U OyNpeHOpGUH NpH CyOCTUTYHPAIIIOTO JICUCHUE, HO CIIe/IBa
Jla ce W3BBpIIBA HAOMIOJCHHE 3a MPHU3HAIM HAa OMHUOWJAHA TOKCHMYHOCT WM aOCTUHEHIUS.
YnorpeOsBamnuTe HAPKOTUIM M AIKOXOJ WIM JPYTd TAalWeHTH C TEeKYIIH COIHMAIHU
npoOiieMd W/WIM aHaMHe3a 3a TNCUXUYHO 3aboyisBaHe, KaKTO M Te3u ¢  ymnorpeba Ha
HApKOTHIIM TI0 BPEME Ha JICYCHHETO Ca M3JI0KEHH Ha PHUCK OT MO-JIOMIO MPHIbPKAHE KbM
JICUEHUETO W HaMajeHa BepOsITHOCT 3a nocturane Ha TBO.

2.4.5. MoHuTopupaHe Ha e()eKTHBHOCTTA HA TepanusiTa
[Tpu matmentn HCV RNA TpsiOBa 1a ce u3MepBa B HAUajIOTO HA JIEYEHUETO, cliel 4-
Ta ceaMuIla, B Kpas Ha JiedeHuero (cien 8-ma, 12-ta wnu 24-ta ceamwuia) u Ha 3-Tu, 6-TU U
12-tu Mecer cie1 JICUEHHETO.

2.4.6.IIpocieasiBaHe 32  CTPAaHUYHM  edeKTH U  JIeKapCTBeHH

B3aUMO/AeliCTBUA

Sofosbuvir — 6a3upanuTe TepaneBTUYHN PEXKUMH TPSIOBA J]a CE M3MOI3BAT C BHUMAaHHE
npu nanueHTH ¢ €GFR < 30ml/min/1.73m2) u Te3u Ha XxeMoaAMamu3a.

Jleuenne ¢ NS3/4A nporeaznu nzxuoduropu ( Paritaprevir unu Grazoprevir) He TpsiOBa
Jla ce Ipuwiara Npu MalueHTH ¢ JexomrneHncupana nuposa (Child-Pugh B u C).

[Ipenu craptupane Ha Tepamusi ¢ JIJIAC TpsOBa BHHMaTeNIHO Ja ce€ MpoyyaT
CBITBTCTBALIUTE 3a00JIIBaHUS U JICYCHHETO MM, 32 Ja C€ B3eMaT NpEeABH] EBEHTYaIHHUTE
nekapcTBeHH B3aumoeictBus ( hep-druginteractions.org)

XKenu c nmerepoieH NOTEHIMANT W/MIM TEXHUTE MAapTHHOPU TpsOBa Ja M3IOJI3BAT
edexkTHBHa (opMa Ha KOHTpAIENIUs 0 BpeMe Ha JIeYeHUEeTO, chAbpkamo Ribavirin, u 3a
CPOK OT 6 Mecela clie/l 3aBbpIIBaHE Ha JICYEHUETO.

Haii-yectute Hexenanu peakuuu npu jedenue ¢ JIJIAC ca ymopa, rimaBoOosnwe,
cbpOex, Oe3chbHue, rajieHe.

Bbv3moxnu naboparopun mnpomenu npu sedenue ¢ JJAC ca npexonHa
xunepOmwnnpyorHemMust  (o-  4YecTo  WHAMPEKTHA), TPAaH3UTOPHO  IOBHUILIEHHE  Ha
TpaHCaMHHA3UTE, a pu BKItodyeH RBV-— anemus.
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3. XPOHMYEH XEIIATUT D

3.1. OBIIA XAPAKTEPUCTHUKA

Bupycwsr nHa xematut Jlenta (HDV) e nmedexren (menmbnHOuenen) uwoemku PHK
Bupyc. HDV He e B checTOsIHME J]a TPeTM3BUKBA CAMOCTOSITETHA HH(EKIHs 0e3 MPUCHCTBUETO
Ha HBV. HDV e mmpoko pasnpoctpaHeH, kato B EBpoma ca 3acerHaTtd NpeIuMHO
CpenuzeMHOMOpCcKUTE cTpaHu. B cBeta ca undextupanu 15 mun. aymm. Mexay 5-11% ot
nnpextupanute ¢ HBV, Bki. u T.Hap. Hocutenun Ha HBsAg ca umadpextupanu ¢ HDV.
3apa3siBaHETO CTaBa IO- YE€CTO KaTO CymepuHQEKIHs, OTKOJIKOTO KaTto Ko- mH(ekius. Ilo
nanan Ha H3OK 3a rogummums Opoit 6osiHM 1o 3abossBaHus, BKItoueHn B Hapemba 38 3a
2014 r, ca nexysanu 117 330JI ¢ xponnuen xenatur /1..

24. JUATHO3A

Kputepuu 3a nocraBsiHe Ha JuarHos3ata ca HocureiacTBo Ha HBsAg, nannuue Ha anti-
HDV antutena n manuune Ha HDV RNA, xoero nokasa aktuBHa mH(pekus. J(narnoszara
XpoHHUYEH xenatuT D ce mocTaBs npu yctaHoBsiBaHe Ha nosoxkutenHa HDV RNA 3a noseue
oT 6 mMecela.

Judepennuannara Auar{osa ce npaBu ¢ MHYEKIUKU ¢ APYTH XEMaTOTPOIHU BUPYCH -
HAV, HCV, npyru.

2.5. JIEYEHHUE

[IbpBa nunus nexkapcreHa tepanus € Peg-IFN alfa 2a 180 pg s.c. BeAubX ceIMUYHO
B mpoxabpkenne  Ha 48 cenmumm npu HDV-HBV  xo-undextupanm mnanumeHTHn c
KOMIIEHCHpPaHa YepHOIpOOHa OOJIecT.

JIOIBIIHUTETHOTO JICYUEHHE HA HEXKEJIAHUTE JICKAPCTBEHHU PEaKLMK OT TEpaIuATa, IpH
HE00XOIMMOCT BKJIKOYBA CJIEJHUTE JIeKapcTBeHU nponyktu: Ilpu Heyrponenus mox 0,750-
0,500 g/1 moxe na ce mpuiara Filgrastim 500 000 IU/ kg s.c., mpu aHeMHust ¢ XeMOTIIOOUH 110
100 g/l moxe na ce npuiara Erythropoietin s.c.

[Tpu HeycnemHo neuenne Ha xermatuT D ¢ Peg-interferon alfa 2a u mepcucrtupariia
HBV- pemnukanus, Moxe aa Oblie NPUIOKEHO AHTUBUPYCHO JIEUEHHE 3a XemaTuT B c
HYKJIEO3UTHU/HYKJICOTHIHN aHAJIO3H.

Kpurepuii 3a oneHka Ha eeKTHBHOCTTa Ha NpUiIaraHata Tepamus € OIeHKaTa Ha
BHUpYCHaTa peIUIMKalUs 4pe3 OmpefessHe Ha cepyMHaTa KoHueHTpauus Ha HDV RNA
nocpenctBoM konuyectBeH real-time PCR B kpas Ha neuenuero. IIpocnensBanero ce
M3BBpIIBA Ha 6-TU Mecell OT CIUpPaHEeTOo Ha JiedeHueTo. Crel mecTrs Mecel OT CIUPaHeTo Ha
JIeUeHHUETO INpe3 6 Mecela /10 3 roJIMHM ce KOHTposnpat amuHoTpaHcdepasure 1 HDV RNA.
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IX. TOKCUYEH XEITATUT
1. JEKAPCTBEHO UHAYILUPAH XEITATUT

1.1. OBIIA XAPAKTEPUCTHUKA

JlekapcTBO-UHIYIIMPAHOTO YEPHOJAPOOHO YBpEXKIaHE MOXKE Jia ObJe OYaKBaHO U B
3aBHCUMOCT OT J103aTa WM HE3aBUCUMO OT Jo03ara (HempeacKa3yeMo IpH peakius Ha
CBPBXUYBCTBUTEIHOCT). [IpoTHyUa KaTto OCTPO, MPOTPAXUPAHO WU XPOHHUYHO 3a00JISIBAHE C
KapTHHATa Ha X0JecTa3a, HEeKpPo3a, CTearo3a, XenaTuT (BKJI.OT XOJIECTATUYCH WM CTEaTO3CH
THUI); YEPHOAPOOHA HEJOCTATHUYHOCT, CHIAOBH TPOMOO3W W mponudepanus; GuOpoza wiu
mUpo3a Ha 4YepHUs Jpol; dYepHOApoOHM TyMmMopH. HaBpeme mocraBeHaTa JMarHosa,
MMPCKpaTABAaHCTO Ha IPUCMA Ha YBPOKIAAIMUAT JICKAPCTBCH IIPOAYKT Hn JICYCHUCTO Ha
MPEIU3BUKAHOTO YEPHOAPOOHO YBpPEXKIAHE € OT CHIIECTBCHO 3HAYCHHUE 3a CBOJIOIMSATA W
MpOTHO3aTa.

oM Opoii JIeKapCTBEHU TPOIYKTH — €CTECTBEHH WJIM CHHTETUYHHU TPOIYKTH W
TEXHUTE META0OJIUTH, MOTaT Jia JIOBEJaT 10 YepHOAPOOHO yBpexaaHe. Hamocnenbk HapacTBa
YyecToTaTta Ha PETMCTPUPAHU XEMATOKCUYHU PEAKIUU BbB BPb3Ka C MPUEM Ha OWIIKU WIH
XPaHUTCIIHA ZIO68,BKI/I, CaMOCTOSATCJIHO HJIM B KOM6I/IHaIlI/I$I C JICKApCTBCHU NPOAYKTH.
JlekapCcTBEHO WHAYIMPAHUTE XemaTUTH cbcTaBisiBaT 10% OT BCUYKM H3CIEABaHU 32
YepHOAPOOHO 3a00JsfBaHE JMLA; OKOJO 2% OT BCHUUKM XOCHMTAJIW3aLMH 33 KBJITECHUIA;
OKOJIO Y4 OT Clly4aWTe ¢ TeXKbK XPOHMYCH XEHAaTUT U Y4 OT OONHHMTE ¢ ocTpa (yJIMHUHAHTHA
YepHOIPOOHA HEAOCTATHYHOCT. PeanHaTa uM yectoTa obaue € MHOTO MO-TOJsIMa.

1.2. JUATHO3A

JluricBat ciennUYHN AUAaTHOCTUYHH KpuTepun. Haif-uecTo ce ycTaHOBSBAT CHMIITOM
Ha XoJIecTa3a M LIMTOJU3a, ¢ WiK 0e3 Oene3n Ha YepHOAPOOHA HEAOCTATHUYHOCT, AJIEPrUsl WIN
aBTOMMYHHHU MposiBH. Kpurepuure 3a 1ocraBsHe Ha JUardHo3ara Ha JIEKapCTBEHO
MHAYLMPAHOTO YepHOAPOOHO 3a00isiBaHe ca Mpe/IcCTaBeHn Ha Tabnuia.l.

Tabnuna 1. Kpurepun 3a nuarsosa Ha JIeKapCTBEHO MHIYLIMPAHO YEPHOAPOOHO 3a00sIBaHE

1.Anamuesa Bcuukn nexkapcTBEHM NMPOAYKTH 3a IMOCJIEIHUTE 3
Mecella ¥ IOHACTOAIIEM, 1033, IPOIBIIKUTEITHOCT
- npeamnonaraeMa Bpb3ka npu 5-90 nHu

- BeposiTHA Bpb3Ka npu <5 nHU win >90 nHu

2.IlpekpatsiBane npuemMa Ha | bpp3o HamansBane (7-8 1HU) Ha cepyMmHara
npeArnojaracMus JIEKapCTBEH | aKTUBHOCT Ha aMuHOTpaHchepasute ¢ 50%
MPOIYKT/I - ¢ BHCOKA BEPOATHOCT 3a

IPUYMHHOCIIEACTBEHA BPb3Ka
HamansBane 3a 30 nquu npu xematorenapHo u 180
JTHU 32 XO0JIeCTaTUYHO 3a00JIsIBaHe

— [Ilo-manko BeposiTHA Bpb3Ka

3./3kmrouBaHe Ha apyra NpuyrHa 3a
4epHOpoOHO 3a00JsBaHe
— YepHoapobua Ouoncus (axo
€ HeoOXoanma)

BupycHu xenmatuty; HealkoxoneH WM aJKOXOJIEH
CTEaTO3eH XEMaTUT, aBTOMMYHHO 3a00JsiBaHe, BKIL.
XOJIECTaTUYHHO; OMiInapHa 0OCTPYKIMS, IPYTH

4.Bbp3cTaHOBSIBAaHE Ha TMpuema (caMo
ako HEe € paslo3HaTa Bpb3KaTa C
YEPHOPOOHOTO 3a00IsIBaHE)

[ToBumaBane Ha  cepyMHaTa
ACAT/AJIAT w/umu ITT/AD
— Ilone nBOWHO HapacTBaHE Ha AaKTUBHOCTTA
HAa €H3MMUTE

AKTUBHOCT Ha

Peakuusita ce mpuema 3a JEKAPCTBEHO-MHAYLIMPAHA XEMATOTOKCUYHOCT aKO Ca HaJuIe
II'BPBUTE TPU KPUTEPHUH WIIM aKO Ca HAJUIIE JIBa OT IbPBUTE TPU U YETBHPTHSI.
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1.3. JIEYEHHE
1.3.1. OcHOBHO — mpeKpaTsBaHE MpHUEMa Ha MPEIU3BUKAINS yBPEKIAHETO
JICKapCTBEH MPOTYKT
1.3.2. Jleyenne Ha Bb3HHUKAJINTE NPOMEHH B YEPHHUSI P00
1.3.3. AHTHAOT, aKO € HaJIu4eH
— N-Acetylcystein (ACC) — anTHI0OT Ha acetaminophen cBbp3aHa TOKCUYHOCT

— L carnitine — mpu XenaTOKCHYHOCT OT BAJIIPOEBa KHCEIUHA

1.3.4. HecnemuduyHo JieyeHue:

— Ademetionin: mapenrepanHo B go3a 5-12 mg/kg (1-2 x 500 mg i v/i m) uiam mepopaiHo -
10-25 mg/kg (2-3 x 500 mg);

— Silymarin — 420-1200 mg/nHeBHO;
— alpha-tocopheroli acetas — 400-500 mg/nHeBHO

— Koptukoctepouau — npu peakid OT XUIEPCCH3UTUBEH THII, KBJITCHUIIA, OCTpa WIH
MOJIOCTPa YePHOIPOOHA HEIOCTATHYHOCT (KOAryJsIonaTus, cHie(aaonaTus).

1.4. MNPO®PUIIAKTHUKA
Monutopupane Ha amuHOTpaHchepasute, [TT m AD mo Bpeme Ha JICUYCHHE C
Pa3JIMYHM JIEKAPCTBEHU MPOIAYKTH.

1.5.  EBOJIOLUA

JlexapcTBeHO-MHAYIIMPAHOTO YEPHOAPOOHO yBpEKIaHe € o0paTMMO B paMKHTE Ha 6
Mecena. @daktopu, TNpencKa3Bamd XpOHUPHUIMpPAHETO My ca: Hamuuue Ha (udpo3sa,
yCTaHOBEHA Ha IIbpBOHAYalHATa OWONCHS; Tepamus, MNPOIBIDKWIA Hax 6 Mecela cleq
YCTaHOBSIBAHE HA TOKCUYHATA YEPHOPOOHA peaKIyst

2. AJIKOXOJIHA YEPHOAPOBHA BOJIECT

2.1. OBHLIA XAPAKTEPUCTHKA

ANKOXoJHaTa 4epHOoIpoOHa GosiecT € COOpHO MOHATHE, BKIKOYBALIO LETUs CIEKThpa
Ha MOpQOJIOTUYHU U KIMHUYHU (OPMM Ha YBpeXJaHE Ha YepHUsS Jpo0, MPUUMHEHH OT
QJIKOXOJI - YepHOJpOOHA CTearo3a, aJKOXOJEH XENaTUT WM aJKOXOJEH CTEeaTO3eH XENaTuT,
ankoxoiHa ¢ubpo3a u uepHompoOHa mupo3a. Ocobena ¢opMa € CHHAPOMBT Ha Zieve
(TeMnepaTypa, KopeMHa OojKa, XojecTasza, XeMOoJlIM3a, Xumepiaunemus). Moxe na Obae
CaMOCTOSITENIHA U35Ba WJIM YacT OT CIIEKThpa Ha aJIKOXO0JI-CBbP3aHOTO CUCTEMHO 3a00JIsIBaHE.

AJNKOXOJHaTa YepHOJIpoOHa OoJiecT € eAWH OT BaKHUTE COLMAIHU U 3JPaBHU
mpo0sieMy B MOYTH BCUUKM cTpaHu 1o cBeta. [lo nannm Ha C30 npUYMHEHHUTE OT AJIKOXOJ
3a00JsiBaHMA ca Ha TPETO MsCTO IO 4YecToTa B cBeTa. [IporHo3upa ce yBenuuaBaHe Ha
3a00JIeBa€MOCTTa, TOPaJM HapacTBallaTa ynorpeda Ha ajaKoXoJl IPe3 HACTOSIIOTO CTOJIETHE.
AJKOXOJBT € €JHa OT Haii-4ecTUTe MPUYMHH 32 XPOHUYHO 3a00JsiBaHe Ha uyepHus apod. Toi
€ BTOPHUAT 10 YeCTOTa €THOJOTMYeH (PakTop 3a MosiBa Ha XemaTUT M Iupo3a. B ctpanure c
rojgsiMa KOHCyMarsi Ha ajnkoxon 710 70% oT 4epHOAPOOHHUTE LUPO3U UMAT aJIKOXOJHA
€THOJIOTUS. AJIKOXOJIHATa LMpo3a € Mporpecupaio 3a0oiisgBaHe, CBbp3aHa ¢ MHOTO BHUCOKH
pa3xoau 3a NOoJApPbhKKA HA NMAalUMeHTUTe. Bhipeku ToBa 10 5-Ta ToauHa NPEKUBSIBAT CaMo Y4
oT Tax, a Ha 10Ta — eaBa 7%. Omie mMo-BUCOKA € CMBPTHOCTTA TPHU TEKBK ATKOXOTHUS
xenatut — g0 50% oT ciydanTe, KakTO M CBbpP3aHHUTE ¢ ToBa paszxoau. Ilo maHHuM Ha
EBpomneiickara aconuanusi 3a u3ydaBaHe Ha YepHUS P00 aJKOXOJI 3aBUCUMHUTE YEPHOAPOOHHU
3a0ossBaHMA 3aeMaT 4-TO MACTO KaTo MPUYMHA 32 CMBPT, CKbCABAT C 8 % TOIMHUTE KUBOT,
a CMBPTHOCTTa OT YEpHOAPOOHA IMpO3a HapacTBa BBB Bb3pacToBara rpyma 45-64.
AJKOXOJIHaTa Mpo3a € BTOpa M0 YeCTOTa MPHUYMHA 33 TPAHCIUIAHTALMS HA YEPEH APo0.
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OT anKoXOJHO YBpekK/IaHe Ha YepHus ApoO ca 3acTpalleHd MO-UIMPOK KPbI JIMLA, HE

caMo Te3H C aJIKOXOJIHA 3aBUCUMOCT, Thil KATO PUCKBT 3aBUCU OT MHOTO (PaKTOpH.

Hsama KOHCCHCYC OTHOCHO TOKCHUYHOTO KOJIMYCCTBO IMPHUCT aAJIKOXOJI 3a II0dBa Ha

4epHOApoOHO 3a0oisBaHe. [loBede OT YeTHPH CTaHIAPTHU AIKOXOIHH €IWHULN (TTUTHETA)
€XKETHEBHO HJIU JIOPU BEAHBXK CEIMHUYHO Ca CBbP3aHH C PHCK OT YBPEXIaHE HA YePHUS Ipo0.
10 g ankoxon (1 craHmapTHa ajKoXoiHA eAWHMIA Wik | mutue) ce chabpka B 30 ml
KOHIIEHTpAT (YuUCKH, Bonka, pakus), 100ml Buno (1 uama), 250 ml 6upa (1 xan6a). Ilo-
CUTYpHa € Bpb3KaTta Mpu JbiaroroaumiHa (>10 r) cpenHa AHEBHA KOHCyMallMs Ha MOBEYE OT
80 g eranon 3a mbxere U 60 g 3a xeHure. OT CHIIECTBEHO 3HAYCHHE CAa T'CHETUYHHTE
(dhakTopu (TeHeTHYeH MOIMMO(DHU3BM HA CH3UMHHUTE CUCTEMH )

Xenute ca mo-moJaTIMBYH OT MBXKETE. 3a00sIBaHE HACTHIIBA OT MO-MAaJKH KOJIUYECTBA,
Ha TMO-paHHA Bb3PACT, U35BSABA C€ B MO-KbCEH CTAJAUU U C NOBEUYE YCIOKHEHUS, UMa II0-
Obp3a mporpecusi.

MetabonutHuTe HapylieHus (MaTHYTPUIMSA, METOOOJUTEH CHHIPOM/3aTIILCTSIBAHE,
3axapeH auaber), cerrbrerBamara uHpekus ¢ HCV i HBV ca HezaBucumu prckoBu
¢dakTopy 3a TO-TEKKO uepHOIpoOHO yBpexmane, a HCV - um 3a pasBurue Ha
XeTaToleNyJIapeH KapIUuHOM.

3a HalaTa cTpaHa OT ChLIECTBEHO 3HaUCHHE € U YyIIoTpebaTa Ha HEKaYeCTBEHU aJIKOXOJIHU
HAIUTKH.

2.2. JUATHO3A
2.2.1. AHaMHeCTHYHH ¥ (U3UKAJHYU JAHHHU, HACOYBAIIM 32 YESPHOJAPOOHO
3a00JIIBaHE U 32 AJIKOXOJIHA KOHCYMAITUS M aJTKOXOJTHA 3aBUCUMOCT

— IlpoMenu B npyru OpraHd ¥ CHUCTEMH, HAOJIOJAaBaHW IMPH CHCTEMHA AJKOXOJHA
koncymammsa: EKIT m pentreHorpadckn mpoMeHM Ha TpbBACH KOWI (JIBYCTpaHHU
¢bpaktypu Ha peOpa); OXITy3BaHHS, TOTMHEBPOIIATHS, ICUXUYHHU TPOSIBH U APYTH

2.2.2. JluncBat crnenu(UYHU JAOOPATOPHHM TOKa3aTeJiM, HO HMa
JIAa00OPaTOPHM OTKJIOHEHMSI, XapaKTepHW 3a BCHYKM (OpPMHU Ha
aJIKOXOJTHATa YepHOApoOHa OonecT (Tabm. 1):

Tabmuua 1. Tunuuxu 1a60paTOpHU HAPYIIEHUS MPH AJTKOXOJIHO YEPHOAPOOHO 3a00IsIBaHe

Cepymnu enzumu
[MoBumenn amuHotpancdepazu: ACT > AJIT (2:1), obuuaitro no 500 U/l

[ToBumenue Ha I'T'T; mpu xonecraza I TT>A®

ITT e necnenuduuen, no 70% oOT xopara, KOUTO 3JI0YNOTPEOSBAT C AJIKOXOJ ca C

HOpMaJIHA CTOMHOCTHU

Memabonumnu omkionenus

XUNepriukeMus; XUMOTIUKEMUS — IPHU TEKKO YEPHOIPOOHO yBpeKAaHe
XUNepTPUTIIALIEPUIEMUS

[ToBumen HDL-xonecrepon

XurnepypukeMus

EnextponntHr HapyuieHHs

- HUCBK Kanuii, MarHe3uii,pochop

Ilokazamenu, ompaszaeauju uepnoopoonama ynKkyus

Cepymen asniOymuH, OUIupyOrH, TPOTPOMOUHOBO BpeME — HOPMAJTHH, OCBEH IMPHU TEKKO
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YepHOAPOOHO yBpexkKIaHe

XeMaToJIOTHYHU HAPYIICHUS

Makponurosa - MCV>100

- Jleka anemust (4€CTO MaKpOITUTHA)

Hopmanau 10 3Ha4MMO HamaneHu TpoMOOIUTUTE (TIMPO3a)
[ToBunieHue Ha OpOs HA JTEBKOIIUTHTE

- JICBKCMOHUHA pCaKIys IIPU OCTHhP AJIKOXOJICH XCIIaTHUT

2.2.3. AO0pomuHaJHA exorpadus — XUIEPEeXOreHeH YepeH Apod ¢ win 0e3
CIUICHOMET IS

— JlomiepoBa exorpadus — 3a OlleHKa Ha MOPTATHUS U YEPHOAPOOEH KPHBOTOK

2.2.4. IlepkyTraHHa yepHOApPOOHATA OMONCHS

- I/IHI[I/IKaLII/H/I — HNOTBBPXKXAaBaHC Ha AJHArHo3arta, U3KJIKOYBAHC Ha Apyra npuyvHa 3a
4epHOAPOOHOTO 3a00JsBaHE; OLICHKA HA CTEIICHTAa Ha YEPHOAPOOHOTO YBPEKIAHE,
Bb3MaJICHUE U PUOPO3a; ONpeeIITHEe Ha IPOTHO3aTa, OANOMAra JICYeHUETO

— Ilpu TUNWYHM KIMHUYHU U Ja0OpPaTOpHM NMPOMEHM MEepPKyTaHHATa 4YepHOApPOOHA
OomoricusiTa He € 3abJDKUTETHA. TS € oracHa MPH OCThP AJIKOXOJIEH XCTATUT C TSKKH
KOaryJalloOHHU HapyIIeHUs

— Croenupuyan XuUCTOMOP(HOJIOTHYHU TPOMEHH - CTEaT03a, AJIKOXOJICH XEHaTHT WIIH
Mpo3a, CMeceHH PopMu

2.2.5. ®I'C —3a BapulIi Ha XPAaHONIPOBO/A U NMOPTAJIHA racCTPONATHSA

AJKOXOJHUAT XeNaTuT € BaXkHa (popMa Ha aJIKOXOJIHO YepHOIPOOHO 3a00IsIBaHE C LIUPOK

CIEKTBpP OT MPOMEHM — OT OE€3CMMITOMHO CBCTOSHHE C NPOMEHH B JabOpaTOpHHUTE

nokasareiau 10 (yJIMHUHAaHTHA YEpHOAPOOHAa HENOCTaThYHOCT M CcMBPT. Moxe na Obae

camocTosiTenHa (opMa WIM Ja Bb3HUKHE Ha (OHa Ha NPEIXOXKIAl0 YEepHOAPOOHO
3a0onaBaHe. CBBp3aH € ¢ rojsiMa KOHCyMallis Ha ajKoXOJI 3a MPOIBIKUTEIIHO BPEME.

- Knunnunum cumnromu u 6enesu: OTnagHanoct, 6e3aneTuTue, rajieHe, NoBpbliaHe, 0oaKa
B Kopema, (eOpunuter, 3aryda Ha TeJleCHa Maca, JUapus, XErNaTOMEralus, CbA0BU
3BE3/1U, MAJIMApPEH €pUTEM

- VYcnoxHeHus - KbATeHula, acuur, ortouu, CBII, eHuedanonatus, KpbBOU3IHMBH,
XeMoparuyHa  jaudare3a, ObOpeduHa  HEJAOCTaTbUHOCT,  HHQPEKIMH,  ChpAeYHA
HEI0CTaThYHOCT, APUTMHUS

- 3HayMMHM OTKJIOHEHHMs B  JIaDOpaTOpHHUTE TIOKa3aTelu:  XUIMepOuIupyOuHEeMus,
KOaryJalMOHHH HapyIIEHUs, XUMOoAI0yMUHEMHUS, TOBUILIEHU CEPYMEH KpEaTUHUH U ypes,
aHeMHsi, JIEBKOIIUTO3a JO JIEBKEMOHWJHA pEaKIUs; XHUIIOHATPUEMUS, XHUIOKaJIHEeMHus,
XMUITOTJIIMKEMHUS, , ChpJIeUHa apUTMUS

- XapaktepHu MOP(OJIOTHYHH TPOMEHH:

- Bwsnanenue u nekposa: Hau-u3pazeHu YyewmpuioOyiapHo, OANOHHA O0e2eHepayus Ha
Xenamoyumume, KOMNpecusi Ha CUHycououme ¢ o6pamuma NOpmManiHa Xunepmonus,
Bw3nanumenno-knemvunuam unguimpam e npeoumMHo CUHYCOUOATHO U OaU30 00
HEKpOMUYHU Xenamoyumu, CcvbObpicd NOIUMOPPOHYKIEApHU U MOHOHYKIEapHU
KAemKu.

- B Oonvinenue Ha 6v3nanenuemo u Hekpo3ama 6 MHO20 CIy4au ce Habnooasa
cmeamo3a u ankoxonen xuanux - meaya Ha Mallory (sbmpexnemvunu nepunykieapHu
azpezamu om uHmepmeouepHu uiamenmu , eo3uHoguanu npu oyegemseane ¢ XE).

- Cmeamosama u meayama na Manopu ca cneyuguynu 3a anKOXOMHUS Xenamum u He
€A 3a0BAACUMETHO HeoOX00UMU 3a OUAcHO3amda.
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Pa3nosnaBaHe Ha OostHMTE ¢ Te:KBK AX (KpUTepHH 32 JIOIIA IPOrHO32):
1. Pasrpannunrenen (akrop (discriminant function — DF, Maddrey index) - unmekc 3a
OLIEHKA Ha TEXXECTTa Ha OCTPHUS AJIKOXOJICH XEeTaTUT
* DF = [(4.6 X IpoTpOMOMHOBO BpeME B SeC— KOHTPOJHOTO BpeME) + CepyMeH
OwnupyOuH B mg/dl*)]

* Axo croitHOocTHTE Ha OmnpyOuHa ca B ummol/l, To Te ce mpexBopisat B mg/dl (bumupyonn
B umol/l x 0.0585 = 6unupyoun B mg/dl)

- Ilpm mamekc > 32 XemaTUTHT c€ NpUeMa 3a TEXbK (KPUTUYHO OOJHU MALMEHTH), a
MPOTHO3aTa — cepro3Ha. HamaraT ce crieminy peaHuMaIiMiOHHA MEPOIPUATHUS, HHTEH3UBHO
HaOJI0/IeHuE, JIEYeHHE C KOPTUKOCTEPOUIH.

- IIpornosara ce BioIIaBa JOMBIHUTEIHO IPU HATMUKE HAa YepHOAPOOHA eHuedamonaTus u
O0bOpeyHa HeI0CTaTHYHOCT.

Glasgow alcoholic Hepatitis Score >9 — npencka3Ba TeXbK aJIKOXOJICH XEIaTUT

- PazrpanuuaBa nek, ymepeH u Texbk AX u e Hail-moOpus mMetoA 3a nmoAdop Ha OONHHUTE,
noaxosauy 3a jedenue ¢ KC

-  Ckop
ITapamerpu -1 - 2 -3
Bo3pacr - <50 - >50 - -
Jesxouurn (10°/1) - <15 - >15 - -
Ypest (mmol/l) - <5 - >5 .-
OtHomenue [1B/konTpoaa /INR |- <15 - 1.5-2 - >2
Buanpyoun (umol/l) - <125 - 125-250 - >250

Lille MmogeasT (ckop) orieHsiBa eekTa OT JICUEHHUETO U MPOTHO3aTa MPHU MPOCIIEIIBaHE

- R=3.19 - 0.101 * (Bw3pact B rogunu) + 0.147 * (anbymun —nuen 0 B g/L) + 0.0165
(mpomsina B OwmpyOous B umol/l) - 0.206 * (0bOpeyHa HEAOCTATHYHOCT- KPEATHHUH >
115 pmol/l) - 0.0065 * (6wmupyoun —men 0 8 umol/l )- 0.0096 * (TIB). Lille ckopbT =
EXP (-R)/ [1+ EXP (-R)].

- Lille >0.45 joma nporuosa 6e3 OTTOBOP OT JICUCHHE

- IlpenckasBa mpexuBseMOCTTa Ha O-THS Mecel] He caMo Yy JIeKyBaHHUTE, HO U Yy
HenekyBanure ¢ KC

- TepaneBTuunusaT edekxt (0TroBOop) Moxke Aa ce paszaenu Ha mwieH (Lille 6an <0.16),
gactuueH (Lille 6an mexny 0.16 — 0.56) u nuncsai (Lille 6an >0.56). [IpexxuBsiemoctTa
y nexyBanute ¢ KC mnpu mbiaeH W 4YacTUUEH OTIOBOp € 3HAUYMMO IMo-700pa ot
HEJIEKyBaHHUTE

- OueHsiBa paHHaTa M KbCHA MPOTrHO3a (cie] 6 Mecena)

*

2.3. JIEYEHHUE
2.3.1. 3aab/LKUTESHO CIMPAaHe HA AJIKOX0JIHATA KOHCYMAalusl
2.3.2. AnexkBaTHO XpaHeHe M KOPEeKIUsI Ha MAJTHYTPUIHATA

[IenHOIIEHHATA MMEeTa HaMalsiBa TOKCUYHMS e€eKT Ha aakoxosa (Tabdm.2).

— ManHyTpuiusi ce YCTaHOBSIBA B pas3IWYHA CTENEH TNpPU BCUYKU MAIUEHTH C
AJIKOXOJTHO YepHOApoOHO 3abonsiBaHe. BaxkHo € pa3nuyaBaHETO HAa pa3IMYHUTE U
W3sIBU C OIJIed KOpEeKIMs Ha nedunurutre - OeNThYHO-KaJIOpuiiHa, ACPUIIUT Ha
BUTAaMUHU ¥ MHKPOEIEMEHTHU

Tabmuua 2. Hacoku 3a XxpaHutesneH pexxum npu AU3
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Ilpenopvku 3a xpanene npu A43

benrpunnu - 1.0-1.5 kg /TenecHa maca
[ToBeueTro GOMHU TOHACAT MOOpEe CTAaHAAPTHH AMHUHOKHCETWHHU T00aBKU (MOAIBPKAT
a30THH Oananc); Crienuanu3upany pa3kJIOHEHN aMUHOKHCEIIMHY — MIPH eHIedanonaTus

Kanopun — munaumym 30 kcal/kg tenecHa maca mm oxosio 2500 kcal/ 1

- 50-55% - Bbriexunpatu (MpeanoynTaT ce CI0KHU BBIICXUAPATH)

- 30-35% - ma3HMHHM, TPEANoOYUTaT ce OOoraTM Ha HEHACUTEHU MACTH W JIOCTATHYHO
eceHaian MK

EnTepanno xpaneHe — nepopaiHo, 4pe3 COHJIA - CPEACTBO Ha 300D
[lepudepHo mapeHTepaIHO XpaHEeHe — BTOPH U300p
ToranHo mapeHTepasIHO XpaHeHe — MOCIeAeH U300p

Cou 1 TEUHOCTH — CIOpe]l BOAHMS OaJlaHC U €JIEKTPOJIUTHHSI CTaTyC

BuTtamunn u MuHepanu — cBOOOICH pueM
3amecTBaHe Ha AeHUIUT

Benuku Butamunu ot rpynara B, ocobeno thiamine (B1), pyridoxine (B6); B2, B12,
putamuH C

donueBa KUCeIIMHA

BuTaMuHU A (2 mg/n 3a Hakonko cenmunn)*, E, I1, K1,

KaJIMH, KaJIIUH, IINHK, Marde3ui

*BHUMAaTETHO 3aMECTBaHE C YMEPEHH 103U, CaMO INPHU peajicH ACPUIMT U HaMaJsBaHE WIH
CIMpaHe Ha alIKOXOJHaTa KoHcyMarus. OmacHOCT OT TOKCUYHH e(deKTH Ha BUT. A u Oera-
KapOTHHA , HOTEHIUPAHU OT aJIKOXOJIa.

2.3.3. Cneunpuynu METa00JIUTHH MOJXO0H,
AHTHOKCH/IAHTHA/XeNaTONPOTEeKTUBHA WU anTHuodpo3Ha
Tepanus

— Ademetionin: mapentepaino B go3a 5-12 mg/kg (1-3 x 500 mg iv/im) win nepopasHo
- 10-25 mg/kg (2-3 x 500 mg);

— Buramun E (alpha-tocopheroli acetas) — 400-500 mg/nueBHO

— Silymarin — 420 - 1200 mg/nHeBHO

— Colchicine — 1 mg/aueBHO 3a 2-4 roguHA

2.3.4. Kopexkuus u jJeyeHHe HA BCHYKH Bb3HUKHAJIMTE YCI0KHEHUS
Pasno3HaBaHe u He3a0aBHO JIeYeHHE HA AOCTUHEHTHUS! CUHIPOM
- HMHAMBHUIYaJIM3HpaHO cIopesa MpeolsajaBamiara CUMOTOMaTHKa Ha Bb30yAa WU
Jenpecus, NOHOCUMOCTTa, CBCTOSHUETO Ha uepHHs JApo0 u (QyHKUIusATAa Ha
KHU3HEHOBA)KHU OpraHu
- Wudy3ust Ha BOIHO-CONIEBH U 3aXapHH Pa3TBOPH
- benzonuazenunu (diazepam, chlordiazepoxide)
- Buramunam - thiamine (But.Bl - 50-200 mg/n), pyridoxine (But.B6 — 6 ammymn);
BuT.B2, BuT.B12 (500-1000 mcg), But.C (1000 mg) — mapeHTEpaaIHO
[Tpu ocThp aNXOXOJEH XEMaTHT — OTKPUBAaHE U JICUCHHE HA MPUYMHATA 33 BIIOIIABaHE (,
UHQEKIM, KPbBOM3IUB, JAPYI'H); aHTHOMOTHUIM - TMapeHTEpaHO IIMPOKOCIEKThPHHU;
KOHTPOJI ¥ KOPEKIIMS Ha XeMOJAMHAMHKATA, KH3HEHOBAKHU (DYHKITUH U TapaMeTpH

2.3.5. JleueHHe HA TeXKbK OCTHP AJIKOXO0JEH XeNmaTuT
KopTukocrepouan - mpemaHu30noH (HE W3HUCKBAa YEpHOAPOOEH MeTa0OIU3bM) WIIH
Metunmnpeaan3oion 30 - 40 mg 3a 4-5 cegMuUIM; MPOTUBONOKA3aHUSA — OCTBP KPHBOU3IHUB
ot ['UT, undexuun. IlonoOpsBaT panHaTa npexussieMocT (1-Bu Mecel) MpH HUCKA 1IeHa
Jleyenne Ha ocTpa 4YepHOAPOOHA HENOCTATHYHOCT - EKCTPAKOPIOpaTHa HepHOApPOOHA
Uann3a, YepHOAPOOHA TPAHCTUIAHTAIINS.

YepHoapoOHa TPaHCIUIAHTAIMSA - CaMO Clie]] JOKYMEHTHpaHa aOCTHUHEHLHUS 32 MEPUOJ OT
IOHE 6 M Mpeay TPaHCIUIAHTALMATA U IICUXOJIOTMYHA OLIEHKA HA AJIKOXOJIHATA 3aBUCUMOCT
— Bwn3cTaHoBsBaHe Ha aJKOXOJHATa yHoTpeda cien TpaHCIUTaHTalms ce Habmonasa B 50%

npe3 mbpBUTE 5 T, a 3moynotpeda — B 15%.
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X. HEAJIKOXOJIHA CTEATO3HA BOJIECT HA YEPHUS POb (HACB)

1. OBIIA XAPAKTEPUCTHUKA

HACEB e xnunuko-mopgonoruuno nonstue. IIpuema ce mpu HaTpynBaHe Ha MacTd
(Tpurnuuepuau) B moHe 5% OT XeMaTOLUTHUTE W BKIIIOYBA Pa3jIMYHU IO CTENEH CTeaTo3a,
XETaToLeNyIapHO YBpEXAaHe, Bb3naneHue u (pubpos3a, y aMIa, KOUTO HE KOHCYMHpPAT
TOKCUYHH KOJIMuecTBa ankoxoll (< 20g abCoIIOTEH aKoX0J1//1), U3KII0YeHa Jpyra MpUYrHa 3a
yepHOApoOHO 3a0omsBane 1 HBV u HCV orpunaTtennu cepoaornyHu TECTOBE.

Cnektspbr Ha HACBH e mmumpok. Toil BkIouBa cTeaTo3a, CTEATO3€H XEMaTUT
(neankoxoieH creatoszeH xenatut - HACX) ¢ unu 6e3 ¢pubposa u muposa. Yact ot ciyyanrte
C KpunroreHHa mupo3sa cbiio ca cebp3anu ¢ HACB. Jluarnozara na HACX e 3arpyaHeHna
Mopajy JurncaTa Ha celuuYHY HEMHBA3UBHU TUATHOCTHYHHU TECTOBE.

YepHopoOHaTa cTeaTo3a ce AbHKM HA Pa3IUYHU MPUUYUHU U MHOXKECTBO T€HETUYHU
neGeKTH B EHEPTrUiHNS METa0O0IM3bM M € CBhP3aHa C WHCYJIMHOBA PE3UCTEHTHOCT (Tadi. 1).
[IspBuunata HACB e TicHO cBBbp3aHa ¢ MHCYJIMHOBAa PE3UCTECHTHOCT U METaOOIMTHUS
cunapom. [loBedero OT smmara ¢ mpocra crearo3a ca ¢ JJ0OpOKauyeCTBEH, HEMPOTpecHpal]
xon. Ilporpecus ot crearoza o HACX u umpo3a BB3HUKBA NPU CHOTBETHH CTHUMYJH 32
KJIEThYHA CMBPT, Bb3NajieHne U (pubdpo3sa.

Koraro HACB ¢ koMOuHHpaHa ¢ JAPyro 4epHOAPOOHO 3a00JIsIBaHe, TS 3ablI00YaBa
4epHOAPOOHOTO YBpEXKIaHe M 3acuiiBa Iporpecusita a0 uuposa. [losBata Ha cTeaTosa cief
4epHOIpoOHa TPAHCIUIAHTALUS € CBbpP3aHa C IOBUILIEH PUCK 3a YEPHOAPOOHA AUCHYHKIINS.

Tab6muma 1. [Tpuunnau 3a HACh

Bua na
crearo3ara

IIpuunna Bpb3ka

MeTabonuteH CUHAPOM MaxkpoBe3ukynapHa
(BKJI. ChHHA amHes ¥ CUHAPOM Ha

MOJIMKUCTO3HUTE STMUHUIIN)

IIbpBuYHa

Bropuyna

XpaHHUTEITHU MakpoBe3ukynapHa

bakTopu

bwp3a 3aryba Ha Teruo, riaayBaHe,
MaJTHYTPHUILIKS, TOJIEMH ONepaliy Ha
XpaHOCMMJIaTEIHAaTa CUCTeMa (FacTPOIIEKCHUs
WM HietoHasieH Oainac 3a 3aTJIbCTSBAHE,
3HAUUTETHA PE3EKIIHs Ha THHKO YepBO,
OMITMONaHKPEAaCHU aHACTOMO3H) TOTAJTHO
MapEeHTEPaAIHO XPaHEHE C IITI0K03a

JlexapcTBa Koprukocrepouau, ectporenu, TaMoKcHpeH,
methotrexate, zidovudine, amiodarone,
aMHHOCAJIMIMIIOBA KHCEIMHA, tetracycline,
didanosine, cocaine, perhexilene, diltiazem,
nifedipine, amiodarone, H30HUA3UA U APYTH,
OMJIKY, XpaHUTENIHU 100aBKH, XUIIEPBUTAMHHO32

A

Makpo- u
MHUKpPOBE3UKYJIapHa

Toxkcuuu

OtpoBHU I'b0U (Hamp. Amanita phalloides),
NpoaAyKTH Ha HedTa , pocdop, Bacillus cereus
TOKCHUH

Makpo- u
MHUKpPOBE3UKYJIapHa

Bponenn
METa0O0IUTHHU
nedexTu

Jlunonuctpodus, a-6era/xunodera-
aunonporenHemus, 6oect Ha Weber-Christian,
oonect Ha Wolman, 6onect na Wilson,
TUPO3HHEMUS

MakpoBe3ukynapHa
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Hpyru Octpa yepHoApOOHA cTeaTo3a Ha OpeMeHHOCTTa, | MUKpO- 1
cuHApOM Ha Reye, mpu MOBUIIEHO ChABPKAHUE | MAKPOBE3UKYJIapHA
Ha OaKTepUU ¥ TOKCHHHU B YE€PBOTO, HATIP.
XPOHHYHU BB3MATHTEITHHU 3200 IsIBaHUS HA
4yepBaTa, JMBEPTHKYIIH HAa THHKOTO YEPBO C
OaKkTepuaIeH CBPhXPACTEK, CEPUO3HU CUCTEMHU
3abonsBanus, CITMH

HACB e conmanHo-3HaunMo 3a00sIBaHe Ha HAIIeTo BpeMe. Ts e Haii- yectara ¢opma
Ha YepHOIPOOHO 3a00IIIBaHE MPH JIea ¥ Bb3PACTHU B PA3BUTUTE CTPAHH U JPYTH PETUOHH HA
CBETa, BKIIOYUTENHO W y Hac. Yecrorara i HENpeKbCHATO HApacTBa, YCIOPEIHO C
yBEJIMYABaHE HAa 3aTIBCTSIBAHETO M 3axapHus auaber Tun 2. 3aeHO C TOBA HApacTBa U
CMBPTHOCTTA, CBHP3aHa C YEPHOAPOOHOTO 3a00siBaHe, BHIPEKH Y€ OCHOBHATA MPUYMHA 32
CMBPT € OT CBPACYHO-CHIOBO 3a00JsBaHE M KapIMHOM. KaTo dYacT OT chmekTbpa Ha
MeTtabonutaus cunapom , HACh Moxe ga ce pasriexia U KaTo paHeH MapKep 3a paHHa
aTepOCKJepo3a U UCXEMUYHA OOJIECT HA ChPLETO.

EcrecTBena eBoJrionus

- PucksT 3a mporpecus 1o ULl u cBbp3ana ¢ 4epHOAPOOHOTO 3a00JsIBAHE CMBPTHOCT €
MaJdbK IpU YEpPHOAPOOHa cTeaTo3a W 3HauuMo no-Bucok npu HACX. Ilpes
MOCIIETHUTE TOJIMHU TO3H PUCK HapacTBa. [Iporpecusita Ha 3a001s1BaHe € BbB BpPb3Ka C
MO-TEKKa CTETNIEH Ha HEKPO3a U aKTUBHOCT (BB3MAJICHUE).

-  HACX — naii-uectaTa mpuurMHa — OCHOBEH JSUI OT KPUIITOT€HHATA [IUPO3a

- UzsaesBa mnm 3aapn0ouaBa METaOOJIUTEH CHUHIPOM, HE3aBUCHM DPHUCKOB (PakTop 3a
MosiBa Ha 3axapeH quabeT TUM 2 ¥ ChPAeYHO-ChA0BO 3200 sIBaHe

- IlosBara Ha creato3a u HACX cnex dvepHOApoOHA TpaHCIUIAHTAIMS CBIIO €
BB3MOXKHA, HE3aBUCHMO JaJId Ts € M3BbpIIeHa MpH 3aboinsaBane, cBbp3ano ¢ HACH
WIIN pyTa €THOJIOTHUS

- Ilporpecupa no HampenHano 3abonsBaHe ¢ yepHoApoOHA HenocTaThuHOCT U XI[K- 3a
7-10 roquan

HACB ce ycranoBsBa B 20%-24% ot HacelneHHETO ¢ HOpMajaHO Teriio B Empoma
(Mbxe U xeHu) U B 15-20% cpen nemara. B muagara Bb3pact npeoOnajaBa MBKKHS IO
YecroTata HapacTBa C Bb3pacTTa. Ts € eJHaKBa IIPU HOPMAJIHU U MOBUIIEHU YEPHOAPOOHU
ensumu. HoBopeructpupanure ciryyau ca 3/100 nuua roaumniso. [Ipensuncnenata yectoTa Ha
HACX na 6a3ata Ha npoBezienute ouorncuu €10-25% or HACX u 2-7% 0T HaceneHHeTo.

Exorpadcku 6a3upanara yectora Ha HACDB cpen eBponeiinute nocrura 58.3% u e
[o-4yecTa MPUYMHA 32 MOBUILEHH YEepPHOAPOOHHM €H3MMHM OT ajIkoXoyiHaTa creaTosza. Ha Ga3za
exorpad)cKku U3CeIBaHus y Hac ce mpeanoiara yectora ot 30%

2. IUATHO3A
2.1. Knunnynu 6eJie3u

— TloBeuero GomHU ca 0€3 CUMOTOMHU WIH C HECTEIM(PUUHU OIJIAKBAHUS KATO TEKECT WU
0oJka B MIICHOTO TOApeOpHe, MyCKyJIHa CiaboCT, JieCHa ymopa; (¢aMuiIHa WU JTUIHA
aHamMHe3a 3a MeTabOIMTHU HapYIICHUS.

— Ilpm numnca wa Yll, xemaTomeranusita € eJUHCTBeHAaTa (hU3MKaTHA Haxoaka - B 75% ot
ciydaute. Ts € TpyIHO yCTaHOBUMA TIPH M3Pa3eHO abIOMUHAITHO 3aTIbCTABAHE.

— bene3u na MC — 3aTrbcTsBaHe WM HAJIHOPMEHO TETJI0, MOBUIIIEHA KOPEMHA OOHMKOIIKA,
apTepHualiHa XUIIePTOHUS

2.2. JlaGopaTopHM TIPOMEeHM — Hecnenu(puyHM, HE KOpenupar ¢
XHMCTOJIOTUUHUTE IPOMEHU
— UYectun
o KommnoneHTH Ha METaOOIUTHUS CHHIPOM, HHCYJIHMHOBA PE3UCTEHTHOCT (
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o Jleko mo ymepeno mosumenue Ha AJIT - g0 5 mbTH Hag ropHaTa pedepeHTHA
rpanuma), ¢ uwiu O0e3 moBumenue Ha ACT ( AJIT>ACT). CroiiHocTuTe Ha
aMHHOTpaHc(epa3uTe OOMKHOBEHO (IYKTyHpaT, C PEerucTpUpaHe Ha HOPMAJIHU
ctoiiHocTtH B 80% OT cilydauTe B AaJieH MOMEHT. HopmasiHu 4epHOIpOOHU €H3UMU
HE M3KJIOYBAT 3HAYUMO YEPHOJAPOOHO YBpEXKIaHE, BKI. IHpo3a. OTHOILIECHHUETO
ACT/AJIT (> 1, Ho HUKOTa > 2) HapacTBa C HampeaBaHe Ha ¢puOpo3aTa.

o Dosumen I'TT no 2-3 meTH Hax TOopHATa pedepeHTHa cToHOCT (B okoJo 1/3)

— Ilo-penku

o IloBumen cepymen depurun (50%) u carypanus Ha TpancdepuHa 6e3 0coOEHO
M3pa3eHo YEePHOAPOOHO HATpyNBaHEe

o IloBuren C-peakTuBeH MPOTEUH U 0codeHo BucokouyBcTBUTeaHMs (Hs — CRP)

o Ilo3uTtuBHU HUCKM TUTPpHU aBTOaHTUTENa - AHA (< 1:320)

— Hopmanau anOymMuH U TIPOTPOMOMHOBO BpeMe, XEMATOJOTUYHH IMOKA3aTEIH, PSIKO

MOBUINICH OWIIMPYOUH; € M3KIIIOUEHHUE Ha OOJIHUTE ¢ YePHOAPOOHA ITUpO3a

2.3. 1300pa3uTe/iHA MeTOIH

- KonBenumonanuu exorpadus (cmemuduuen oOpaz mpu  crearoza >30% ot
XETATOIUTUTE) — OCHOBHO cpencTBo 3a nuarnozara HACB — exorpadcku 6a3mpana
HACBH

- Exorpadus, KT u MPT - HeuyBCTBUTENHH 10 OTHOILIEHHE Ha BB3MajieHHe, GuoOpo3a,
OanonHa pnereHepanys. JluncBa Kopenamus MEXIy XHUCTOJOTMYHATa HAaXOIKa |
pesyartatute oT u3obOpasurennure mertoau.He moratr ga pasrpannuatr HACB or
HACX wim apyro XpoHHMYHO 4epHOApPoOHO 3abomsBaHe. [loakpernsT nquarHosara, HO
HE ca OCHOBEH MeTo/1 3a quarHo3a HACX

Jluarmozata ce TOJO3Mpa TpPU  YCTAHOBSIBAHE HA CTEaTo3a OT W300pa3UTEITHHUTE

n3caensanud v nopumed AJIT wiu AJIT u ACT /TTT.

2.4. YepHoapoOHa OUONCHS M XHCTOJIOTHS
YepHoapoOHaTa OHOIICHS ¢ XUCTOJIOIMYHO M3CIe/IBaHE € 3JIaTeH CTaHAapT 3a JMarHos3ara

HACX. Ilo3BonsBa ouenka Ha ctanus Ha HACB u eBomonusara. M3kmouBa Jpyru NpUYuHU
3a yepHoApoOHOTO 3a00nsBaHe. [InarHozara HACX e camo XuCTONOTHYHA.

HsiMa HeWHBa3sWBHM CHTYpHM METOAM 3a OTAudepeHImpaHe Ha ,,CIOKOMHOTO” OT
MPOrPECUPAIIOTO 3a00IIsBaHE.

W3nomn3Bar ce pa3iuyHU CHCTEMH 3a OIICHKA Ha CTEMEHTa Ha CTeaTo3a, Bb3MAJCHHE U
Hekpo3a npu HACX, kakto u craaus Ha ¢ubpo3ara. Haii-uecTo n3non3BaHata ¢ Ta3u Ha
Brunt E et al. 1999 (ta61.2 u 3).

3. JEHEHHUE
[TpomsiHa B HaUMHA Ha )KUBOT JTUETa C TIOBUINIEHA (PH3HUECKa aKTHBHOCT
Ha Qapmakonoruuno seueHHe 3aJbJDKUTENHO TMOJJIEKAT MAIMEHTUTe C PUCK 3a
nporpecus
Jluricea cnemmduyHo JeyeHne. BB3MOXXKHM ca pa3HOOOpa3HM JeUeOHU MOJXOMAM,
0a3upaHy Ha U3BECTHUTE MATOTCHETHYHHN HAPYIICHUS — CTATHHU, MET(GOPMUH, BUTAMUHU
E u C, ypcoae3okcuxuseBa KICeINHA B CTAaHAAPTHU 103U U IPYTH.

3.1. Kopekuusi Ha HayMHA HAa KUBOT - 0€3 CHCTEMHa aJKOXOJHA
ynoTpeba; XHUIOKaJIOpUiHA JUeTa ¢ HaMalsgBaHEe Ha TIpHeMa Ha
BBIVIEXUIpATH, HO Oe3 TrjajayBaHe; IOBUIIEHA JBHUraTelIHa aKTHBHOCT.
OTcTpaHsBaT ce WIM C€ KOPUTHMpPAaT BCHYKM OTKJIIOYBALIM (DakTopu —
JIEKapCcTBa U IPYT'H TOKCUHHU.

— Penykumsara Ha TErJIOTO M HamajsBaHe Ha OOMKOJIKATAa HA TaaUsATa UMAT KPUTHYHA
podst B neueHunero u npodunaktukata Ha HACB. Heo0xoauMo € BHUMATEIHO ClieieHe
Ha Teraoto bpp3o My HamansBaHe BiomIaBa 4epHOApoOHaTa (yHKmus. TpsOBa ma
craBa mnocreneHHo — mox 1600 g /cenmuuno. IlocTeneHHOTO oOTcaa0BaHe e
MoJie3HaTa MbPBa CTBIIKA.
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— 3ary0aTa Ha TEIJIO W MOBHIICHAaTa (HPU3UIECKA aKTUBHOCT MOJ00psIBA 3aTIHCTIBAHETO
Y WHCYJIMHOBAaTa PE3UCTEHTHOCT. MOXe la peaylupa YepHOIPOOHHUTE CH3UMH U
creato3ata. He e JO0CTAaThYHO 3a MOBJIIMABAHC Ha BCYUYC BB3HUKHAJIIO BB3MNAJICHHUEC U
¢bubpo3a Ha yepHUs poo.

o Huso Ha mokasarenctso — [1-2

3.2.  KopekuusaTa Ha TOBHUIIEHHTEe HHUBA HAa MACTHUTe B cepyMa C
AHTHJIMIIEMUYHH JICKAPCTBCHH MPOJIYKTH MOJXKE Jia JIOBEJE 0 HaMaslsBaHe
Ha YepHOAPOOHUTE eH3UMU. TOKCHYHO (papMaKOJIOTHYHO YBpPEXKIAHE HA
YEepHUS APO0 € PSIKO.
o Huso na gokaszarenctso — II-1 go 1I-2

3.3. Kopekuusi Ha 4YepHOApPOOHATA HHCYJUHOBA PE3UCTEHTHOCT H
MOBUIIEHUSIT CHHTE3 HA TPUTJIMIEPUIHN U CBOOOTHI MACTHU KUCETHMHH
¢ Metformin camoctosTenHo win B KoMOuMHanus ¢ vitamin E u apyru
XEeMaTONPOTEKTUBHU JICKAPCTBEHU TMPOJIYKTH, OCOOEHO mpu auader.
[TomoOpsAT MHCYIWHOBATA YYBCTBUTEITHOCT HA YEPHUS APOO M TOBHIIABAT
pasrpaxkJaHeTo Ha MacTHUTE KucennHH. [IpriokeHn 3a nepuo Haii-Mako
3a 6 Mecena wumar OnaronpusiteH e(QeKT BbpXy MeETabOIUTHUTE
OTKJIOHCHWUSI, YSPHOAPOOHUTE SH3UMHU, CT€AT03aTa M JPYTHd XUCTOJIOTUIHH
npoMeHu (TuazonuauHuanonute). Ceinure obaye He TpsOBa ga Obaar
M3IOJI3BAaHU aKO 3a00JIIBAHETO € B HAMPEIHAI CTaJUN MOPATU OMACHOCT OT
TOKCHYHO YBpEKIaHe Ha uyepHus Apod. HamansBar pucka oT mosBa Ha
XETATOIETyJIAPEH KapIIHHOM.

o Huso na gokaszarenctso — 1I-2

34. Ako 4YepHOAPOOHHUTE €H3UMH Ce 3aJbpPKAT TMOBHUIIEHH, KbM
TepanusiTa ce J00aBAT U T.H. XeNATONPOTEKTOPU M AHTHOKCHJAAHTH 32
nonoOpsiBaHe Ha 4YepHOApoOHaTa (GYHKIUS, HAMpUMEp CUJIMMAapuH,
yp3oae3okcuxoinieBa kucenuna (YXK), anemernonun, Buramud E u C u
JPYTHU.

— JlunicBat yOeauTeTHU JaHHH 32 XUCTOJOTUYHO MOA00peHre (HMBO Ha JIOKA3aTeICTBO
—1I-1 no II-2). Buramun E e moxxopsi npu aena.

— VXK B no3a 13-15 mg/kg/mHeBHO: choOmaBa ce OMOXUMHUYHO M XHCTOJOTHYHO
no00penue (HMBO Ha JokazaresncTo — I go 11-3)

3.5. Tlpum GakTepuaneH CBpbXpPacTeK B YSPBOTO MITH TUCOMO3a € TIOIXO IS0
JIeYEeHUE C aHTUOMOTHIM WJIM NPOOHOTHUIIN.

3.6. Ilpu M3MUIIBK Ha *KeJA30 B OPraHM3Ma, TO C€ W3BIMYA Ype3 JIeHeOHO
KpbBonyckaHe. ToBa BOJIM JI0 CTa0WIN3HpaHE HA YSPHOJIPOOHHUTE KICTKH
1 oio0psiBaHe Ha 3a00IsIBAaHETO.

UepHoapoOHa cTearo3a ce ycTraHoBsiBa mpu moBede oT 50% oT OOJHUTE C XPOHUYEH
xeratuT C. [IpkM ce Ha  JUpeKTeH cTearoreHeH edekT (mMutoxoHapuaieH) Ha HCV
(mpeauMHO reHoTUN 3) UK € CBhp3aHa ¢ META0OJIUTEH CUHJIPOM C LIEHTPAIHO 3aTILCTSBAHE,
MHCYJIMHOBA pe3UCTeHTHOCT U auader. Jlunara ¢ xponnuna HCV undexuus (renorun 1) u
HACB,  pecrnekTUBHO  HMHCYJMHOBaTa  PE3UCTEHTHOCT  (AMPEKTHO  CTUMYJHpa
(hubpoobpa3yBaHETO) UMAT MO-U3pa3eHa BUPYCHA peruIuKanus, ¢uopo3a Ha YepHUsS Apod u
no-0bp3a Mmporpecust 10 LUpo3a, KaKTo U 1mo-ciaad eekt ot uutepdepoH 6azupaHo JeyeHue.
Kopeknusita Ha TErI0TO, HHCYJIMHOBATa PE3UCTEHTHOCT M CTEATO3aTa, CBhp3aHa ¢ TeHOTHI |
o 00psiBa OTTOBOPA OT JIEKAPCTBEHATA TEPATIHSI.
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Xl. ABTOUMYHHU YEPHOIPOBHU 3ABOJISIBAHUSA

B rpymara Ha aBTOMMYHHHUTE YEepHOAPOOHH OOJECTH C€ BKIIIOYBAT ABTOMMYHHHUST

XeMaTUT, IbpBUYHATA OMIMapHa NUPO3a (XOJAHTHUT), MBPBUYHUAT CKIEPO3HMpAIl XOJAHTUT U
BapraHTHHTE UM (GopmH. KIMHUYHHTE MPOSIBM M CCTECTBCHHAT XOJ Ha OOJIECTTa BapHpar
3HAYHMTEITHO M 3aTPYAHSABAT IOCTABSIHETO HA JMArHO3aTa U JICYCHUETO.
ETronorusta Ha aBTOMMYHHHTE YepHOAPOOHU OOJECTH HE € yrouHeHa. 10 Ta3u mpHyHHA
KiacuuKanuaTa UM Ce OCHOBaBa IMO-CKOPO HAa KOHCEHCYCHH CXBAlllaHHs, OTKOJIKOTO Ha
TBepad GakTH. OCBEH TOBa, KIMHUYHHTE HAOIIOJACHHSA IOKa3BaT, Y€ 4acT OT MAI[HEHTHUTE
uMat OeJie3u Ha MOBeYe OT €HA aBTOMMYHHA 4epHOApPOOHA 00JeCT, KOETO Ch3/1aBa yCIOBUS
3a MPOTUBOpEYHSA NMPH Je(HUHHUPAHETO HA AUATHOCTHYHHTE KPUTCPUH W ONPEAEISHETO Ha
TepaHeBTI/I‘-IHI/I}I IIoaxod. Pa3JII/I‘-II/ISITa B KIIMHUYHHUA XOJ Ha 60HeCTTa HpI/I OTOCIIHUTEC
MaIMEeHTH Ch3aBaT TPYAHOCTH U MPH OIIEHKaTa Ha e()eKTUBHOCTTA OT JICUYCHHUETO.

Hpe[[I/IMHOTO 3aCsiraHe Ha IIallMCHTU B AaKTHBHA B’bSpaCT, CKJIOHHOCTTA Ha
ABTOUMYHHHUTE OOJIECTH KbM MPOrPECHs A0 MUPO3a, YEPHOAPOOHA HEAOCTATHYHOCT M CMBPT,
TPYAHOTO TMOBIWSIBAHE OT Cera ChIICCTBYBAIIOTO JICYCHHE W HEOOXOJUMOCTTa OT
4epHOAPOOHA TpaHCIUIAHTAIMS OMpEAEIST TrojsgMara COIlHalHa 3HAaYMMOCT Ha TE3H
3a00JI1BaHMUS.

1. ABTOUMYHEH XEITATUT

1.1. OBIIA XAPAKTEPUCTUKA

ABtoumyHHuAT xenatut (AWX) e Bb3nanuTesnHo 3a0o0JisiBaHE Ha uepHUs Jpod ¢
HEU3BECTHA €THOJIOTHs. XapakTepHO 3a HEro € HaJIW4YheTo Ha interface-xemaTuT, mopranHa
TUTa3MOIMTHA HHDUITpanus, XunepramarioOyinaeMus: u aBToantutena. Yecrorara Ha AUX
e 1.9-16.9/100 000. XKenure OoseayBar mo-4ecto. 3abossBaHeTo e ¢ Obp3a nporpecus - 40 %
OT HeJleKyBaHUTE ciiydau ¢ Texbk ANX ymupar B mbpBuTe 6 Meceua ciell IOCTaBsHE Ha
nuarHosata, a Hax 40 % or ocraHanuTe pas3BUBAaT LMpo3a. B mepBuUTE 2 roauHU cCieq
(dbopMHpaHEeTO Ha LIMPO3a, IPU NIOBEYE OT MOJIOBUHATA OT MAIIUEHTUTE CE YCTAHOBABAT BapUIU
Ha xpaHorposoza 1 20% OT TsX 3aruBaT OT XeMOparus.

TpaiiHOoTO mTOBMIIEHHME Ha amHuHOTpaHcdepasure Haa 10 mbTH Hax TOpHaTa
pedepentna croitHocT (I'PT") wnu moBumenuero uMm Hang 5 mbTd Haa ['PIT B chyeranue c
MOBUIIIEHNE Ha TamarioOynuHuTe Han 2 mbtu Haa [PI, ca mpenckaspaim ¢akTop 3a paHHa
cMbpTHOCT. Hanuumero Ha bridging-Hekpo3un WM MyJATHAMHAPHU HEKPO3W MpHU
XUCTOJIOTHYHOTO W3CIIEJIBAHE OIpeseisi pa3BUTHE Ha 1upo3a 3a 5 roxuuHu B Hax 80% ot
ciyyaute npu cMbpTHOCT 45%. Ilpu mo-ieku 1abOpaTOpHHM U XHMCTOJOTHYHU IMPOMEHU
[IMpO3a ce pa3BUBa 3a 15 I. mpu MoJOBUHATA OT MAIUEHTUTE MIPU CMBPTHOCT OT YEPHOAPOOHA
HeZocTaTbuHOCT B 15% OT ciyuaure.

Yecto HauanoTo Ha OOJIECTTa € OCTPO, BB3MOXKHO € U (DYJIMUHAHTHO MPOTHYAHE C
0CTpa 4YepHOAPOOHA HEJOCTATHYHOCT.

1.2. JMATHO3A

3a mocTaBsiHE Ha JUarHo3aTa € HEoOXOJAMMO Ja C€ YCTaHOBST XapaKTEpHHUTE 3a
OosecTTa KIMHUYHU, JTAOOPATOPHM M XHMCTOJOTHMYHHU IMPOMEHM, M Ja C€ HU3KII0YaT JIpyru
ChCTOSTHUS, KOuTO Hanmoo0sBaT AVX. OCHOBHO 3Hau€HWE UMAT U3CJICIBAHETO HA CEPYMHUTE
aMHHOTpaHc(epasu U rama-rnoOyiauHu, Haimmuuero Ha AHA w/mmu AIMA (ako ca
HeraTuBHU — Ha aHTU-LKM1), 1 u3BbpiiBanero Ha yepHoapoOHa OHOTICHS.

XHUCTOJIOTUYHOTO M3CJIEBAaHE € 3aJbJDKUTENIHO 3a IIOCTaBIHE Ha JAMarHosara,
ompejiefisHE Ha TeKecTTa Ha 3a00isBaHETO W IOKazaHusATa 3a JjedeHue. HuBotro Ha
CepyMHUTE aMHHOTpaHc(epasu U ramMa-Tao0yIMHU HE OTpa3siBa XMCTOJOTHYHOTO YBPEKIaHE
1 TIPUCHCTBUETO WJIM JIUIICaTa Ha IMpo3a. XapakrtepHu Oene3n Ha AUX ca HanumumeTro Ha
interface-xemaTuT ¥ MOpTaJieH IIA3MOLMTEH WHPHUATPAT. XUCTOJOTHYHUTE MMPOMEHU HE ca
ctporo cnenuduunyd. BaxHo € ma ce m3kioudar HAKoW xepeautapHu (Oosnect Ha Wilson,
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anda-l-anTuTpuncuHoB nedumuT, xemoxpomarosa), uHpeknuo3Hu (xematutr A, B, C) u
JICKapCTBEHO-UHAyIHpann (minocycline, nitrofurantoin, isoniazid, propylthiouracil, alfa-
methyldopa) cbeTostHMS, KOUTO MOTAT J1a HAMOI00SAT ONMUCAHUTE IPOMEHH.

[Ipu curypHu MHCTpYMEHTAJIHH JaHHU 3a chOpMHUpaHa MPO3a U MPH ACKOMIIEHCUPAHO
3a00JsIBaHE C aCLUT, UKTEp WM eHIe]anonaTis He ce M3BBPIIBA NEPKyTaHHA YEPHOIPOOHA
ouoncus.

HeoOxonumo ycnoBue 3a AuarHo3ara € U HaJu4Kue Ha KOHBEHIMOHAIHU 32 3a00JIsIBAHETO
aBroantutena —AHA, AI'MA, antu-LKMI1, antu-SLA/LP. Cybxnacudukarusara nHa ANUX
BKJIIOUBA 3 TUIIA CIIOPEJ BUJIAa HA aBTOAHTHUTEJIATa B CEpyMa:

- I tun (Haii-yect) — ¢ Hanmmuue Ha AHA n/mun ATMA;

- II Tun — ¢ Hannuue Ha antu-LKM1. PasnoBunnoct Ha Il Tun npeacrasisiBa Chue€TaHUETO
My CBbC CHHApPOMAa Ha aBTOMMYHHa MOJIMEHAOKPUHONATUSA-KaHIUA03a-eKTOJepMaTHa
muctpodust (APECED);

- I tun — ¢ Hanuuue Ha aHTU-SLA/LP.

Cuurta ce, ye ernonorusta Ha Tpure tuna AUX e eannHa. OTroBOpbT UM KbM JIEUEHUE €
CXOJICH M MO Ta3H MpPUYHMHA HA CyOKIacu(HUKanusATa HE Ce MpUJaBa ChIIECTBEHO KIMHHUYHO
3Hauenue. M3kmouenue npencrasisBa cbueranuero Ha AUX II tun ¢ APECED, koero nma
0COOEHO arpecuBeH X0/ U HE OTroBaps 100pe Ha CTaHAAPTHUTE UIMYHOCYIIPECUBHU PEKUMH.

Huarnoctuunute kputepun 3a AUX maBaT Bb3MOXKHOCT 3a MPELEHKa Ha CUTYPHOCTTA Ha
MarHo3aTta M ca OOEKT Ha IOCTOSHHO akrtyanusupaHe (tabn. 1). Pazmuumsta mexnmy
BEpOSITHATAa M CUTYpHATa JAMarHo3a c€ OCHOBABaT MPEAUMHO HAa CTOMHOCTTAa Ha CEPYMHHUTE
rama-ro0ynuan U IgG, TuUThpa HaA aBTOAHTHUTENaTa U EKCHO3UIMATA Ha JPYTU
XETIATOTOKCUYHU (DaKTOPH.

Hsma u3uckBaHe 3a ompeseneHa MpoabKUTETHOCT Ha 3a00IIBaHETO, 32 J1a Ce MpHEME,
4ye ¢ XpOHWYHO. HanmumeTo Ha KIMHUYHH, JAOOPATOPHH WM XHCTOJIOTUYHH TPOMECHH OT
XOJIECTaTUYEeH XapakTep ca mpoTuB AuarHo3aTa ANX. Bb3MoXHO € chueTaHue ¢ MbpPBUYCH
CKJIEpO3Upalll XOJIAHTUT, C MbPBUYHA OWIMAapHA [HMPO3a WIM C aBTOMMYHEH XOJIAHTUT B

paMKuTe Ha T.Hap. overlap-CHHIpOM.

Tabn. 1. Jluarnoctinunu kputepuu 3a AUX.

W3uckBanus Curypen AUX Beposten AUX
Jlunca  Ha  reHeruuHo | Hopmanen d¢enotun Ha | Yactuuen  gepuuur  Ha
3a0oJiBaHe anda-1-aHTUTpUTICUH anda-1-anTuTpHUncUH

Jlunca Ha aKTMBHA BUpPYCHA
uHpeKus

Hsama mapkep 3a HacTosmia
uH(peKus ¢ BUPYCH Ha
xenatut A, B, C

Hsama mapkep 3a HacTosa
uHpeKus ¢ BUPYCH Ha
xenatut A, B, C

JIunica
YBpEKIaHe

Ha TOKCHUYHO

JlHeBHa KOHcymManus Ha
ankoxon <25 g W HAMA
CKOpoOIllHAa ymnoTpeba Ha
XENaTOTOKCUYHU

JIEKAPCTBEHU MPOAYKTH

J/lHeBHa KOHcyMmManus Ha
ankoxon <50 g wu HAMa
CKOpoIllHa ymnoTpeba Ha
XENaTOTOKCUYHU

JIEKAPCTBEHH NMPOAYKTH

JIabopaTopHu U3CIeABAHUS

[IpenumHO yBEnUUEeHUE Ha
aMUHOTpaHc(epas3ure
VBenuyeHne Ha  rama-
riodynmuuute unu IgG none
1.5 ot Hag I'PT

[IpenumHO yBenUUeHUE Ha
aMUHOTpaHc(epa3ure
BeskakBo moBullleHHE Ha
rama-rio0yJIMHHUTe

ABToaHTHTENA

Croiinoct Ha AHA, ATMA
mwm aatn-LKM1 none 1:80
(mpu nena none 1:20)
JInnca Ha AMA

Croiinoct Ha AHA, ATMA
i aatu-LKM1 none 1:40
WIKM HaJau4ue Ha JpYru
aBTOAHTUTENA (pPANCA,
anTu-ASGPR, aHTU-
SLA/LP, autu-LC1)

XHCTOJIOTMYHU IIPOMEHHU

Interface-xenarur
JluriceaT  yBpekIaHe Ha
KIIBYHUTEC KaHaJiu,

Interface-xenarur
JluriceaT  yBpekJaHe Ha
KIIBYHUTEC KaHaJiu,
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IpaHyJIOMH WU OTYETIMBH
NIPOMEHH, XapakTepHH 3a

JIpyTo 3a00JIsIBaHE.

TPaHYJIOMH WM OTYCTIIHBH
MPOMEHH, XapaKTepHH 3a
JpyTo 3a00JIsIBaHE.

IIpuera e u ckopoBa CHCTEMa 3a OLIEHKA Ha CTENCHTa HAa CUTYPHOCT Ha JUAarHosaTta,
KOSITO CHIIO ce aKkTyanu3upa (Tadi. 2). UyBCTBHTENHOCTTA i 3a MOCTAaBSHE Ha JMarHo3ara
ANX e 97-100% u OCHOBHOTO 1 IPEIUMCTBO € IPHU CIy4auTe C BapUaHTHU WM aTUIIUYHU

CUHAPOMU.

[lpn xnMMHUYHU U J1a0OpaTOpHU OCHOBaHMA 3a Hanmuume Ha ANX ca HeoOxoaumu
yepHOApoOHa Ouornicusi, Doppler-oBo u3cieaBane Ha noprajHaTa CUCTEMA, TOPHA €HAOCKONHUS
3a AMAarHo3a Ha BapuLM Ha XPAaHOIIPOBOJA, CTOMAaxa U IOPTAJIHA XUIIEPTCH3UBHA IacTPOIaTHS.
W3BbpiIBa ce KOMIUIEKCHA KIMHUYHA, eXxorpadcka, XUCTOJIOTHYHA U JadopaTOpHA OLIEHKA Ha
TE)KECTTa Ha 3a00JBaHETO, HAJIMYMETO U CTEMEHTa Ha YEpHOAPOOHAa HENOCTATBYHOCT,

AUAarHoCcTuaupar C¢€ CbIIbTCTBAIIUTE 3a00J1s1BaHus.

IMPOBECKAAHC HA JICUCHUC U BUABT MY.

Ta6u. 2. /lnarHocTruHa cKopoBa cucteMa 3a atunudeH AUX rpu Bb3pacTHHU.

Kateropus dakTop Cxkop
ITon Kenu +2
Crvotnomenne AP/AsT (AIT) | >3 -2
<15 +2
[ToBuenue Ha rama- | >2.0 +3
rmoOynmuaure wim  I1gG (B | 1.5-2.0 +2
bTH crpsamo ['PT) 1.0-1.5 +1
<1.0 0
Tutep Ha AHA, ATMA wnmu | >1:80 +3
antu-LKM1 1:80 +2
1:40 +1
<1:40 0
AMA [TosutuBHu AMA -4
Mapxkepu Ha aktuBHa | [lo3utuBHU -3
BUpYCHA WHPEKIUS Heratusau +3
XenaToTOKCUYHU a -4
JIEKAPCTBEHU MPOAYKTH He +1
AJKOXO0I <25 g/nen +2
>60 g/nen -2
ChobTcTBaIU UMyHHH | BesikakBo m3BBHUEpHOAPOOHO 3aboiisiBaHe C | +2
3a00JIBaHMS MMYyHHA reHe3a
Jpyru aBroaHTurena Antu-SLA/LP, aHTH-actin, antu-LC1, | +2
pANCA
XHCTOJIIOTUYHYU IPOMEHH Interface-xemarur +3
IImasmonurn +1
Pozerkn +1
Huto enHo oT ropuute Tpu -5
[IpomeHu B XKI'BUHUTE KaHATHA™ -3
ATUnaHA TpoMeHn ™ * -3
HLA DR3 unu DR4 +1
OTroBop KbM JIeUeHUE Pemucus +2
Pemucus ¢ nocnensain penarc +3
OO0 ckop TIpeau JIeYyeHUE Curypna nuartHosa >15
BepositHa nuarnosa 10-15

OHpCI[CJ'IHT CC IIOKa3aHMusATa 3a
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OO6m1 ckop cien JedeHre Curypna nuarsHosa >17
BepositHa nuarsosa 12-17

* BrurouBa IECTPYKTHBEH XOJIAHTUT, HEAECTPYKTUBEH XOJAHTUT, TYKTOTICHUSI.
** BkiarouBa cTeaTo3a, ChABPKAHME HA JKENA30 KAKTO IPU TEHETHMYHAa XEeMOXpoMaTo3a,

QJIKOXOJICH XETaTHT, 0eJe3u Ha BUPYCHO 3a00siBaHEe WM BKItOYBaHUS KakTo npu CMV uinu
HSV.

1.3. JEYEHUE

IIpu Bcuuku ciayuyanm ¢ Texbk AMX e ngokazaHa mon3aTa OT KOPTHKOCTEPOMIHA
Tepanusi. Moxe jga HsAMa NOAOOpeHHe, HO TOBa JIEYEHHE € KUBOTONOIBPIKAIIO.
[TanenTtuTe ¢ Mpo3a u Texxbk AMX 0TroBapsT Ha JieueHHE KaKTO MalueHTuTe 0e3 Iupo3a.

ITokazaHusATa 3a MpoBEXJaHE Ha JieyeHHE ca aOCOJIOTHM M OTHOCHUTENHHU (Tadi. 3).
[TanenTuTe, NpU KOUTO HE Ca W3MBIHEHH AaOCONIOTHUTE KPHUTEpPHM 3a JICYCHHE, Ce
IIPELICHABAT MHAMBHIAYalHO. JledeHne MoOXe na He ce Ipwiara IpU HEaKTMBHA LUPO3a,
HaJIMYME camMo Ha interface-xemaTHT B OTCHCTBHE Ha bridging-HEKpO3W M MyJITHAIMTHAPHH
HEKpO3H, MPH CEPUO3HHU CHITBTCTBALIM 3a00JsBaHUS WJIM HEIIOHOCHUMOCT KbM IpHUJIaraHUTe
JIEKApCTBEHU IPOILYKTH.

Taoi. 3. [lokazaHus 3a JiIeyeHUE.

AOCOJIIOTHY OKa3aHUs OTHOCHUTEITHA ITOKA3aHUI
IToBumenue Ha ACT none 10 mptH Hapn | Hammuwne Ha CHMIITOMH (cimabocr,
I'PI apTpaJIruH, UKTEP)

IToBumenue Ha ACT noue 5 bty Hag ['PI" | Crotinoct wHa ACT wwi  rama-
B ChUETAaHHWE C TOBHIIEHHWE Ha TaMa- | [NIOOYJIMHUTE MO/ HUBOTO Ha aOCONIOTHUTE

ri00ynuHuTe noxe 2 metu Hajx I'PT° KpUTEpUU
Bridging-nekpo3un wnu  mynrtuanuHapau | Interface-xematut
HEKPO3U

KoHnBeHIIMOHAMHOTO JieuyeHHEe ce TMpoBexaa ¢ Prednisone caMoCTOSATENHO WM B
koMOuHanus ¢ Azathioprine (ta6m. 4).

Tabnuma 4. KonBeHIMOHaNHN peXxUMH Ha JiedeHne Ha ANX.

CamocTosTenHo Komb6unupano neuenue
Prednisone (mg/nen)
Prednisone Azathioprine
(mg/nen) (mg/nen)
Cegmuna 1 60 30 50
Cenmuia 1 40 20 50
Cenmuna 1 30 15 50
Cemmurna 1 30 15 50
IMomxnwprxkamia qo3a | 20 10 50
[Ipennouunta ce | [lutonenus [Toctmenonay3anuo
IIpU: Bbpemennocr Octeonopo3a
ManurueHo 3abosnsiBaHe Jlabunen nuadet
Kpatbk Kype (<6 mecena) 3aTabCTSIBaHE
Hedunur Ha Thiopurine - AkHe
MeTHIATpaHCcepasa Emornmonanna nabuiHocT
ApTepraiHa XUuepTOHUS

Crpannunute geiictBus Ha Prednisone BKIIOYBAT KO3METHYHU  IPOMEHH,
3aTIILCTSABAHE, OCTEONOpo3a, BepTeOpanmHa KOMIpECHs, NualeT, KaTapakTa, XUIECPTOHHUS H
ncuxo3u. OOn4YaiiHO ce pa3BUBAT MpH JeueHue Haja 18 mecena mpu mogabpikaia go3a Haj 10
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mg. [IpexbcBaHe ce Hajara npu no-mManko ot 15% ot ciayyaure. KoMOMHUPAHUAT pexuM € ¢
M0-MaJIKO CTEPOUI-UHIYIIUPAHU CTPAHUYHU JEHCTBUS.

CrpannuHuTe JedcTBUA TpU JedeHue c Azathioprine BKIIOYBAT XOJIECTaTHYCH
XeNaTuT, BEHOOKJTY3UBHA 0OJIECT, MAaHKPEATUT, rajicHe, MOBpbIllaHe, OOpUBU U MOTHCKaHE Ha
KoCcTHOMO3b4HaTa QyHkiusa. Habmonasar ce npu 15% ot nmanuenTure, nexkyBanu ¢ no3a 50
mg ¥ OT3BydYaBaT CJie]l HaMajsiBaHE Ha J03aTa WIM CHHpPAaHE Ha JIEKApCTBEHUS IPOAYKT.
TeopeTUUHUAT OHKOT€HETUYEH PUCK IpU MMyHOCYHNpecuBHOTO JseueHMe Ha AUX cnpsmo
HOpMaJjHata nomyjianus € 1.4.

KOHBEHIIMOHATHOTO JIEYEHHE NPOABIDKABA, JIOKATO CE OTUETE €JHA OT CIIETHUTE
YeTHpHU BBb3MOKHOCTU (endpoints): mocTUraHe HA PEMUCHS, HEYCIeX OT JICYEHUETO, HeMbJICH
OTrOBOp WIJIM JIEKapcTBeHa TOKCHMYHOCT (Tabi. 5). He chiiectByBa (pukcupana MUHHMMAaHA
WIM MaKCHMajHa IpOABHKUTEIHOCT Ha JieyeHHe. PemucusTa psiiko HacThIIBa MpeJ IbPBUTE
12 mecena. 80% OT MauMEHTUTE BIM3aT B PEMHUCHS B PAMKUTE Ha 3-TOJUILHO JICYECHHUE.
XUCTONOTUYHOTO Mo100peHue ce orynra 3-6 Mecena ciel] KIMHUYHOTO U OMOXUMUYHOTO, U
HACTBIIBAHETO MY OIpEZEiis HAaBIM3AaHETO B PEMUCUS U CHUpaHeTo Ha jeueHueto. Cren
MIPEYCTAaHOBSIBAHE HA JICUYEHUETO KIMHUYHMUAT U JAaOOpaTOpeH KOHTPOJ C€ OCHIIECTBSIBAT
BCEKHM Mecel] IIpe3 IIbpBUTE 3 Mecella U Ha BCEKM 3 Mecella Ipe3 I'bpBara rojiiHa C OrJIe]
yCTaHOBSIBAHE Ha pefarc.

Penancoem e peaktuBupaHe Ha 3a00JIIBAHETO CJIE€]l [IOCTUTAHE HA PEMUCHS U CIIUpaHE
Ha JieyeHueto. IIposBsBa ce cbe cnaboct, aprpanruu U nosuiienue Ha ACT nHax 3 mbTH
cupsimo I'PI'. B 3aBHCMMOCT OT XHCTOJIOTMYHATA HAXOJKA IPU CIIMPAHE HA JICUEHUETO, IPH
20-100% ot cmyuaute ¢ AWX HacTbmBa pemanc. [IppBuAT penmanc ce TpeTupa ¢
KOHBEHIIMOHAJIEH PEKUM Ha jeueHue. [Ipu nanueHTuTe ¢ moBeye oT €uH pejanc ce npuiara
MOCTOSIHHA ToAbprkama Tepanus ¢ Prednisone w/mnm Azathioprine ¢ 1enm KOHTPOJ Ha
AKTHUBHOCTTA Ha 3a00JI5BAHETO, KOETO € Bb3MOXKHO B 70-90% oT ciryuaure.

10- u 20-rogumiHata MPEXHUBSIEMOCT Ha JIEKYBaHUTE MalMeHTH ¢ Texbk AUX
Hajsuiasa 80%.

Tabnuua 5. Bp3M0OXKHM pe3ynTaTd OT KOHBEHIIMOHAIHOTO JeueHue Ha ANX.

Pesynrar Kpurepun IloBeneHue
Pemucus Jlurica Ha cuMnToMu [Tocrenenno ClIupaHe Ha
Hopmannu croiiHOCTH Prednisone B pamkure Ha 6
Ha  OwnupyOMHa W rama- | CeIMUIU
r1100yJIMHUTE Cnupane Ha Azathioprine
Hopmanuu CTOMHOCTH Ha | PemoBHO  MOHMTOpHpaHe 3a
aMHHOTpaHc(epasuTe WIM | HACTBIIBAHE HA PEJIaIIC
nosuienue a0 2 st Hax I PI°
Hopmanna XHMCTOJIOTMYHA
HaxoJKa  WIM  MHWHHMMAJIHO
BB3MIANieHne  Oe3  interface-
XEIaTUT
Heycnex ot | Knuanyno, nabopatopHo  u | Prednisone 60 mg nHeBHO iU
JICYUCHHUETO XUCTOJIOTMYHO BiomasaHe Ha | Prednisone 30 mg naHeBHO B

(oHa Ha CTPUKTHO MPOBEKIAHO
JIEUEeHUE

IToBumenue
amMuHOTpaHcdepaszure ¢ 67%
[losiBa Ha WKTEp, aCUUT WU

Ha

komOuHaimsa ¢ Azathioprine
150 mg nHEBHO B IPOIBIKEHHE
Ha mnoHe 1 wmecen. Ilpu
mojo0peHne - peayKiuus Ha
J03aTa BEIHBX MECEYHO 10

4yepHOoApoOHa eHIleaonaTus JIOCTUTaHe Ha CTaHJapTHaTa
MOJUThpKAIa J03a.
Henbnen orroBop | JlekoctenenHo wnu juncBanio | Pemyknus  Ha  go3ara  Ha

nogo0peHne Ha KIMHUYHUTE, | IEKAPCTBEHUTE TPOIYKTH MO
nabopaTOpHUTE U | Hall-MaJIKaTa Bb3MOXHaA /1033, C
XMCTOJIOTMYHUTE IIPOMEHU IO | e  MPEeAOoTBpaTsBaHE  Ha
BpEME Ha JICYCHHUE. BJIOIIABAaHE.
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HeBb3moxkHOCT 3a mocturane Ha | HempekbcHaTo ieueHue
pemucus cien 3-FOUIITHO
JICUCHHE
Hsama BJIOIIIABAHE Ha
CBCTOSTHHUETO.
JlexapcTBeHa Texkn ko3MmeTnuHH mnpomeHd, | HamansgBane Ha nosara win
TOKCUYHOCT CHMITOMHO-TIPOSIBEHA ClIMpaHe Ha  JICKAPCTBEHMUS
OCTCOIICHHUS, €MOLMOHAJIHA | IPOAYKT B  3aBHUCUMOCT OT
HECTaOMIIHOCT, HeIoOBp | TeXKECTTa HAa  CTPAHUYHOTO
KOHTPOJI HaJ XUNEPTOHMSATA, | ICHUCTBHE.
nabunen auaber, nmporpecupaimia | [IpoabsmkaBane Ha
LIUTOIICHUS JICYEHUETO C  JIEKApPCTBEHHS
MPOAYKT, KOUTO C€ IMOHACH.

IloBeneHue nMpu Heycnex OT JieYEHUETO

[Ipn Heycmex OT KOHBEHIIMOHAIHOTO JIeYeHHE c€ OO0CHXKIa NpPUIIOKEHUE Ha
cyclosporin, tacrolimus, budesonide, deflazacort, 6-mercaptopurine, methotrexate,
cyclophosphamide, mycofenolate mofetil unu ypconeoxcuxonena kucenuna (Y IXK).

[TanmenTuTe ¢ BiOLIaBaHE [0 BPEME WM CJell KOPTUKOCTEPOUAHOTO JIEYEHHUE CE
nekyBaT eexTuBHO ¢ uepHoapoOHa TpaHcrutantanus (UT). [letroguminara npexuBseMOCT
cieq YT no nosox Ha AUX nansumasa 90%, a 10-rogumnara e 75%. Ilpu nanuenture c
4yepHoApoOHA JEKOMIICHCAllWs, Npeaud Aa ObJaT MpeajoKeHU 3a TpaHCIUIaHTalus, Ce
IIPOBEXJa OMUT 3a JIEYEHHE ¢ KopTUkocTtepouau. [Ipu yacT OT manuMeHTuTe C aBaHCHPaJo
3a0oIsBaHe, acUUT W/WiIM eHuedanonartus ce moctura mnoaodpenue m orcpouBane Ha YT.
OcTtpara yepHOApOOHA HEAOCTATHUHOCT, MpUUnHEeHa 0T ANX, ce JiekyBa ¢ KOPTHKOCTEPOU TN
U IIpu Heycnex ce u3pbpisa YT.

IIpu oxono 3% ot nanuenture cien UT ce nabmomaBa de novo AUX, koiTo
OOMKHOBEHO € JIEK U Ce M0JIaBa Ha UMYHOCYIIPECHSI.

2. I'bPBUYEH BUJINAPEH XOJIAHI'UT (I1IBX)

2.1. OBIIIA XAPAKTEPUCTHUKA

[IbpBuuen OwimapeH xonaHrut uian IIppBuunHata OunmapHa nwmposa (IIBL[) e
3a00JiIBaHe Ha YepHUs ApoO C aBTOMMYyHHA I'eHe3a, KOETO 3acsra MpeIuMHO KEHH Ha CpeHa
BB3pACT. 3aMouBa KaTo rpaHyJIOMaTO3HA JECTPYKIUS HA UHTEPIOOYIapHUTE HKITHYHH KaHAIIH,
KOSITO TIPUYUHSBA JyKTOMEeHUs. ToBa BOAM J0 IIporpecupaiia xonecrasa, pudposa, muposa u
4epHOAPOOHA HETOCTATHYHOCT.

Yecrorara Ha IIBX e 2-15/100 000. B ugxou odaactu goctura mo 42/100 000. 95% ot
MAIUEHTHUTE ca )KeHU. Y Hac OposT Ha manueHtute ce Bk Mexay 1000- 1500 ciydas. Tlo
nanau Ha H3OK 3a rogummaums Opoit 6osHu 1o 3abossBaHus, BKItoueHn B Hapemba 38 3a
2014 r, ca otuetenu 1143 330JI ¢ I[1BX.

Bpemeto Ha mporpecus 10 4epHOApOOHA HEAOCTATHYHOCT Bapupa 3HAYMUTETHO TMPHU
ornenaute ciydau. [lonacrosmem 50-60% ot mamueHTuTe ca 6€3 CUMITOMHU NP TMOCTaBSHE
Ha JlMar’Hosara u 3a00JIIBaHETO Hali-4ecTO ce OTKpPUBA MPHU CIydyalfHO yCTaHOBEHA XO0JIecTasa
Y HalM4Yhe Ha aHTUMUTOXOHJpHANHU aHTuTena (AMA) wiu mpu u3cienBaHe MO TMOBOJ Ha
npyro 3abonsBaHe. CpeqHaTa MPEeXHUBSIEMOCT cliel] MMOCTaBsSiHE Ha JAuarHo3ata € 16 r. 3a
0E€3CUMITOMHUTE MAIIMEHTH U 7.5 T. 32 CUMIITOMHO MPOSIBEHUTE CIIyYau.

Xapaxrepnu 3a [1bX ca cinennuTe nposiBU: yMopa, ChbpOek, MOPTATHA XUIIEPTOHUS,
MeTabOoJIMTHA KOCTHA 0OJIeCT, KCAaHTOMH, MaiabcopOIHsi Ha MaCTHOPA3TBOPUMH BUTAMUHHU,
ypouH(QEKIINU, KaKTO U pa3BuTHe Ha Heorasus. B Hax 80% ot cinydante ¢ [1bX ce oTkpuBa
CHITBTCTBAIIA aBTOMMYHHA OostecT (Tab.1).
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Tabnuma 1. CeoprerBany aBTouMynnan 3abonsBanws npu [IBX

Tupeonnna aucPyHKIUs
CucreMHa ckieposa
PeBmaTounen aprpur
Cunnpom Ha Sjogren
Cungpom Ha Raynaud
CREST-cunapom

I'myrenoBa enTeponarus
VYauepo3eH KoiauT
TpaHcBep3aeH MUEIUT
CupuHrOMHENIHS

ABTOI/IMyHHa XCMOJIMTUYHA aHEMUS

Aptepunt Ha Takayasu

Ce3manenn ca pa3iauvyHd NporHOCTHYHU Monenu Ha [IBX (tabm. 2). OcHoBeH
MIPOTHOCTUYCH (DAaKTOp € HUBOTO HA CEPyMHHUS OWIMPYOWH, 3HAUCHUE UMAT U HATHYUETO Ha
Mpo3a, Bb3pacTTa U HUBOTO Ha anOymuHa. CepyMHUAT OUIMPYOMH MOKE Ja c€ M3MO0J3Ba
KaTO MHJUKATOP 32 U3BBPIIBAHE HA TPAHCIUIAHTAIIMS.

Ta6muma 2. [Iporaoctrunu moaenu Ha [1BX.

KbpBene Xemnaro- Dubposa/ Xonecraza | XM | AnOymun
Mopnen Bw3pact | or Bapuiu | Acuut | bunupybun IIN | meranus IMupo3sa
Eppoma | + + + + +
Mayo + (+) + + +
Yale + + + +
Australia | + + +
Glasgow | + + + + + + +
Oslo + +
Royal + + + +
Free

(+) — otok, [T — nporpomOHrHOB MHIEKC, XM - Xuanun na Mallory

IIpu ps3ko moBuiieHue Ha OwinMpyOuHa, ocBeH mporpecus Ha [IBX, ciensa ma ce
UMaT NpeIBUJ U ApPYru npuuumHu — cuHiapoM Ha Gilbert, cencuc, OpeMeHHOCT, IpUEM Ha

OpaJIHM  KOHTpPALENTHBH, XOPMOHAJHAa 3aMECTUTENIHA Tepamus, XOJEeI0XOJIUTHA3a,
HEJIEKYBaHO 3a00JsIBAHE Ha IIUTOBUJHATA JKJI€3a, XEMOJU3a M TOKCHYHO YEepHOAPOOHO
YBpEXKIaHE.

[Ipu mosiBa Ha acuut, 4YepHONApoOHa eHIedamonaTuss U Hekopurupyma ¢ BuT. K
KoaryJomnaTusi, ocje/iBalaTa nporpecus Ha 3a00JsBaHeTo € Obp3a.

2.2. TMATHO3A HA IIBX

OcHoBaBa ce Ha JI0OKa3BaHETO HA MHTpaxemaTajHa XoJjecTa3a B CHUYECTAHHE ChC
cnenuuuHUTE 32 3a00nsBaHeT0 AMA U XapakTepHa XMCTOJIOTHYHA KapTHHA.
N3non3Ba ce cnequusat auarHoctudeH anroputbM: [Ipu Hammuno nosumenne Ha AD u ITT
Ce M3BBPIIBA yATPa3BYKOBO H3CJEABAHE HA YEpHHs JIpo0. AKO HE Ce YCTaHOBHM OminapHa

obcTpykiws, ce u3ciensatr AMA B cepyma. M3cneiBaHeTo € MO3UTUBHO TpH TUTHp ToHe 1:40.

UyscTBUTenHOCTTa U crienupuyHocTTa HAa AMA ca Hag 95%. JlombaHuUTENHA XapakTepHa
HaxoJ/ka e moBuineHueTo Ha IgM B cepyma B ciydaute 6e3 ULl [lpu Hammume Ha TUMMYHU
CUMIITOMH, HMHTpaxemaTajliHa XojecTa3a M No3uTUBHU AMA, He € 3aJbKUTENHO Jia ce
M3BBPIIBA YEPHOIPOOHA OHOIICHS, 3a /1a ce MOCTaBU AUAarHo3a. XUCTOJIOTUUYHOTO U3CIIEIBAaHE
obadye ompenens cTaaus Ha 3a00JIIBaHETO, MPOTHO3aTa U BUJIA Ha jeueHueTo. ChiecTByBar 4
XUCTOJIOTHYHU cTaus (Tabi. 3):

Taoauua 3. Xucrogornuuu craauu Ha [IBX.

I ctanuii [IpencraBnsiBa mopTajieH XemaTUT € TpaHyJIOMaTO3HA MAECTPYKIHUA Ha
KIIBYHUTE KaHalldycTa. Ham/lue Ca BakKyoJnM3alnud W TIIMKHO3a Ha
eNUTENHUTe KJIETKH, KaTro YecT0 HEeKPOTHYHHUTE KaHaldyera ca

Pa3n0JIOKCHU B IICHTHPA HA T'OJICMU FpaHy.HOMOHO,Z[O6HI/I JE€3UH, ChbCTOAIIHU
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Ce OT XMCTHUOLUTH, JUMQPOLUUTH, MIA3MOLUTH, €O3MHOWIN U IMOHSKOra
TMTaHTCKH KJIEeTKU. ToBa ca T.Hap. ¢piaopuaHu ayKTycoBH je3uu npu I1BL1.
WHpunTpaThT HE HapyllaBa rpaHUYHATA JIaMea.

II crannii [IpencraBnsiBa NMepuUNOpPTAICH XEHNATUT W Mponudepanus Ha KIBUHUTE
KaHaimueta. Yact OT  HOpTalHUTE  NIpPOCTpaHCTBa  (pubposupar.
Be3nanurennusaT uHOUITPAT HABIM3a B NEPUNOPTAIHUS NApEHXUM, B
NOPTAJHUTE HPOCTPAaHCTBA He ce HaOmoJaBaT HOPMAJIHU O KIbYHU
KaHaJIyeTa, a caMO aTUIIUYHU HAr'bHATH XIIBYHU CTPYKTYpH O€3 OTUETIHB
ayMmeH. [lepunopTanHure XenaTOUUTH ca BaKyOJU3UPAaHU U OOTrpajieHu OT
neHecTu Makpodaru — popmMupar ce T.Hap. OunmapHu piece-meal HeKpo3u.

III cramquit | Hanmmuue Ha bridging-Hexpo3u u GUOPO3HU CENTH, CBBP3BAIIH OTACIHUTE
MIOPTATHH MTPOCTPAHCTBA.

IV cranuii | [{upo3sa.

[Ipn OMONCHUYHOTO H3CIIEIBAaHE € BB3MOXKHO J1a CE€ YCTAaHOBST €IHOBPEMEHHO IPOMEHH,
XapakTEepHU 3a Pa3IMYHUA CTAuU. 3HAYEHUE HMa HAN-TEXKKUAT. TEPMUHBT TyKTOTCHHS
O3HauaBa JIMIICA HA HUHTEPJOOyNapHU >KIbUYHU KaHaau B moHe 50% OT mopTalHuTe
MIPOCTPAHCTBA.

[Taumenture B I u Il cTagunii ca mo-BUCOKa MPEKUBAEMOCT, OTKOJIIKOTO NAIIUEHTUTE B
III u IV craguit. Ocen ToBa naruenTute B | u Il ctaguit ca ¢ mokasaHa mossa OT JICUECHHUE C
YIXK.

[Tpr Mayika 9acT OT MANMEHTUTE C TUIHWYHU 3a 0oJiecTTa KIMHUYHU, OMOXUMHYHU U
XHCTOJIOTHYHU TIPOSIBH, B cepyma He ce yctaHoBsiBaT AMA u Ta3u ¢gopma Ha Oonectra ce
onpenenss kato AMA-neratuBHa IIbX (aBToumyHeH xosanrur). IIpy AMA-HeratuBHaTa
I[IBX wmoxe na ce mosutuBupar AHA u AI'MA B cepyma, mo-dyecto ce HalIo/1aBa
noButienue Ha IgG u no-psiako Ha IgM. AMA-neratusnara I1B1] He ce paznuyaBa 1Mo HauYuH
Ha [MPOTHYAHE, IPOTHO3a U MOBJIMIBAHE OT JICUEHUETO OT Kilacuueckara [1bX.

Psinxo ce naGmonaBa Hanmmune Ha AMA B cepyma Tipu Jiurica Ha noBuiiienne Ha AD.
C TedeHue Ha BpPEMETO Te3M MAIlMEHTH CHINO Pa3BUBAT XoyecTaza W cuMNToMH. [logoOHU
CIy4yau M3UCKBAT CBOEBPEMEHHA XMCTOJIOTHYHA OILIEHKA U MPOCieasBaHe Ha OMOXUMUYHHTE
MOKA3aTeNH MOHE BEIHBXK TOJUIIHO.

Cvoopasicenua npu nocmaesane HA OUAZHO3AMA U OnpeldeniHe HA CMAous Ha
3a0o0na6anemo

HeoOxonmumo e  ochliecTBsiBaHE Ha  CHENMaNU3MpaHUTE  J1a00OpaTopHU U
MMYHOJIOTHYHHU W3CJE/IBaHUs, U3BbPIIBAHE HAa yepHOapoOHa Ouoncus, Doppler-exorpadcka
OLIEHKa Ha MOopTajHaTa CUCTEMA, TOPHOEHI0CKOIICKO M3CJIE/IBaHE 32 YCTAHOBABAHE HA BapUIU
Ha XpaHONPOBOJa, CTOMAaxa U MOpTaJIHa XUIIEPTeH3UBHA ractponarus. [Ipu nurca Ha Bapunu
Ce M3BbBpIIBA FOpHA €HJOCKOIUS Ha MHTEPBAHU, HE MO-ABIATU OT 3 roaunu. Heobxoauma e u
JMarHOCTHKa Ha ycioxkHeHuaTa Ha [1bX — merabonuTHa kocTHa Gosiect, ManabcopOuus Ha
MacTHOpPA3TBOPMMM BUTaMHUHM, YypouHpekiuu, xemnatouenyiaapeH kapuunom (HCC),
XETMaTOMyJIMOHAJIEH CUHJIPOM U ApYyTH

2.3. JEYEHHUE HA TIBI
2.3.1. Cnennpu4HO JieyeHue

Jleuenuero ¢ YIXK yBennuaBa TpaHCIIOPTa Ha BbTPEKIETHUHUTE KITbYHU KUCEIUHU
(OKK) B kaHanukynuTe, peayluupa BbTPEKIETHYHOTO ChabpkaHHe Ha xuapodobnu XK u
MOJKE J]a UMa IIUTONPOTEKTUBEH e(PeKT BbpXY KieTbuHuTe MeMOpanu npu [1bX u mbpBuyeH
ckieposupai xoinanrut (IICX). Br3MoxHO € 1 UMyHOMOYJIaTOPHO AeicTBUE. JledueHueTo ¢
YIAXK npu IIBX Boau 1o momoOpeHne Ha OMOXMMHUYHHUTE IOKa3aTelld Ha XoJjecTazara —
owmpyoun, AD, I'TT, xonectepon. Moxke na nmoBnuse chbpOexa U pa3BUTHETO HA BapHUIK HA
XpaHompoBoa. 3abaBs xoAa Ha 3aboinsBanero npu mamuentute B I u Il cragmii Ha T1BX.
EdexTsT npu HanpegHanute craguu He € curyped. [Ipumara ce B mo3a 13-15 mg/kg/24 4. B
€AVMH WIM HAKOJIKO InpueMa. BinsHueTo BBbpXY MNpPEXHUBIEMOCTTa M Hy)XKJIaTa OT
TpaHCIUIAHTAIMsI € OT4YeTJIMBa MpH MNPOABIDKUTENHO JiedyeHHe (ToHe 4 TOJIUHHU).
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[Tonocumoctra Ha YJIXK e mHOrO 106pa. He Bcnuku mareHT ce MOBIUSABAT OT JICUCHHETO.
[IpunoxxeHueTo i mpe3 TPEeTHsl TPUMECThP Ha OpeMeHHOCTTa € Oe3omacHo. Hsama noctarbuHo
JTaHHHU 3a Oe30MacHOCTTa W Tpe3 MbpBUS TpUMECTHpP. [Ipu pe3rCTEeHTHOCT KbM JICYCHUE C
VYJIXK BB3MOKHH MPUYHHH Ca HEPEJOBEH MPHEM Ha JICKapCTBEHHs NpPOayKT, overlap-
cunapom ANX- I16X, kakTo u popmupane Ha apTepuonopTaiHa (GUCTyIa Ciie]l YepHOIPOOHA
ouoricus.

[Tpu HenoBnmsiBane ot MmoHoTepamnus ¢ Y XK, B cho0pakeHue Bim3a KOMOMHUPAHETO
it ¢ colchicin, methotrexate, koprukoctepouau, azathioprine, cyclosporin, kakTo u jJcueHue ¢
Tamoxifen. Ha To3u etam HAMa MOCTaTHYHO JAaHHH, 3a Ja C€ MPENOpbua UMYHOCYNPECUBHA
tepanus nipu [1BX.

UepHnonpoOHaTa TpaHCIUIAHTAIMSA TPEJCTABIsIBA CAWHCTBEHATa TEpareBTHYHA
Bb3MOXKHOCT IIpu HenoBiusaBaHe ot Y IXK. S-rogumnara npexuseMmoct cien YT mo mooa
Ha [IbX nagsumasa 80%. [Ipu moBumenne Ha Owmmpyouna Hax 80 mcmol/l, pa3Butue Ha
YCIIO)KHEHUS Ha YEPHOAPOOHOTO 3a00JIIBaHE WIJIM 3HAYUTEITHO BJIOLIABAaHE HA KayeCTBOTO Ha
KHMBOT, MAIMCHTUTE CJIe/Ba 1a ObJaT BKIIOYCHH B JUCTA Ha yakamuTe 3a YT (tabdi. 4 u 5).

Tabmuma 4. [lokazaHus 3a M3BBPIIBAHE HA TPAHCIUIAHTAIUS MPU XPOHUYHO MMAPSCHXUMHO
3a0015BaHe HA YEPHUS APOO

Cepymen OwmmupyomH > 180 mcmol/l 3a moBede oT 6 Mecema MPU XOJECTATHYHO
4epHOapOoOHO 3abossBaHe (> 50 mcmol/l mpu HEXoNeCTaTHYHO YEPHOAPOOHO
3a0oJIsIBaHe)

Cepymen andymun 30g/1

Pe3ucrenTen acuur

CrnioHTaHEeH OaKTepualieH IEPUTOHUT

YepHonpoOHa eHiedamonatus

[Tporpecupaina MmyckyiHa ciabocT

PenmauBupaiia xeMoparusi OT BapHIIU

Pa3Butne Ha xemarorenynapeH KapluuHOM

Heosnansem crpbex

[Iporpecupaina ocreoneHus

XenaTonyJIMOHAJIEH CUHIPOM

MELD score >15

Ta6muna 5. IlporuBonokazanus 3a YT

ExcTeH3uBHa nopTaiHa U Me3eHTepHaliHa TpoMOo3a

AkTuBHaA OakTepHaliHa, rbOUYHA UM BUPYyCHA MH(DEKIUS

W3BpHYEpHOAPOOHA MEPBUYHA HEOIIa3Ma

Excrepuopusupan mbpBUYEeH YePHOAPOOEH KapIIUHOM

X 0NIaHrMOKapIUHOM *

Cepro3HO HM3BBHUEPHOIPOOHO 3a0o0isiBaHE (CHPACYHO, OEI0APOOHO, HEBPOJIOTHYHO),
BB3MpensaTcTBamo ycnemnara YT win pexabuinranysara

*Bb3MOXKHO € KOM6I/IHI/IpaHO JICYCHUC C XUMHOTCPAIIU, JIBUCIICUCHUC U T

2.3.2. JleueHue HA yCJI0KHEHUATA

CopOexsbT ce oBnansiBa ¢ Cholestyramine 4-16 g/24 4, npueTn npeau U ciel 3aKycka.
AntepnatuBa e Rifampicin 2-3x150 mg/24 4. JlombIHUTENHU BB3MOKHOCTH ca MpPHEM Ha
Naltrexone, yaTpaBHOJETOBO 00MBUBaHE, MIazMadepesa, eKCTpaKopropaiHa aja0yMHHOBA
nuanu3a. [Ipu HeoBmansem cbppOex e mokazana UT.

Sicca-cuHAPOMBT H3UCKBAa TpeTHpPaHE Ha KcepodraiMuiara W KCEPOCTOMUSTA,
yJIECHSIBAaHE Ha MPETNIBUIAHETO U JTyOpUKaIUs pU AUCTIAPEYHUSI.

CunznpomsT Ha Raynaud ce TpeTHpa ¢ KaiuueBu aHTarOHUCTH.

Octeomnopo3zara ce OLeHsABa Ype3 U3CIEABAaHE HA MMUHEPAIHATAa KOCTHA IUIBTHOCT IIPU
noctaBsiHe Ha auarHo3ara [1bX u cnex ToBa Ha 2-roxumniHu uHTEpBanu. HeoOxoanm e mpuem
Ha 1500 mg xanuumii u 1000 Ul But. D nHeBHO, yBe/IMYaBaHe HA JIBUTAaTEeIHATA aKTUBHOCT U
n3naraHero Ha cabHUe. Ilpu xenu ¢ IIbX B MeHomaysa ce npwiara TpaHCAEpMallHa
XOpPMOHaJIHa 3aMecTuTenHa Tepanus. Ilo-texxkute QopMu ca MHIUKANMS 3a JIEYEHUE C
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oudochonatu. Texxko mposiBeHata octeonopos3a € nHaukanus 3a YT, mopu u nipu nurnca Ha
YEpPHOPOOHA HEIOCTATHYHOCT.

Kopekuuss Ha neduuura Ha MacTHOPA3TBOPUMM BHTAaMUHHM C€ W3BBPIIBA IPH
xurepOmmpyounemus. [lpu koarymomatust B pe3ynaTatr Ha nedunut Ha BUT. K, ce mpuiara
napenrepaito BuT. K 10 mg exemeceuno.

Pamukannoro neuenne Ha HCC BKIIFOUBA TpaHCIUIAHTAIWS, PE3EKIIHS U JIOKATHA a0marus.

3. 'bPBUYEH CKJIEPO3UPAI XOJAHI'UT (IICX)

3.1. OBIIIA XAPAKTEPUCTHUKA

[IspBuunusaT ckaeposupail xonanruT (IICX) e XpoHUYHO XoJecTaTHYHO 3a0o0JsIBaHE C
HEU3BECTHA €THUOJIOTHS, XapaKTePU3HUPAIllo CE C Bb3NAJICHNE Ha UHTPa- U €KCTpaxenaTaaiHuTe
JKTBYHU TBTHINA, KOETO BOJAU 10 (uOpo3a. TepMUHBT “IbpBHUYCH’ MMa 3a LIET J1a OTIWYH
[ICX ot ciiyyauTe ¢ U3BECTHA IPUUYMHA, O3HAYaBAHU KAaTO BTOPUYEH CKJIEPO3UPAL] XOJAHTUT
(tabnm. 1). TepmuHbT “ckilepo3upainr’ oOTpa3siBa HHAypalHsaTa Ha S>KIBYHUTE ITHTHUIIA,
BB3HUKHAJIA B PE3yJITaT Ha Bbh3NaJEHHUETO U (hudpo3ara. TepMUHBT “XOJaHTUT’ MOTYEPTaBa
MATOJIOTUYHUSA CyOCTpaT Ha BB3MAIUTEIHU MPOMEHH Ha KIBYHUTE MBTHUIA, & B KIMHUYEH
acriekT 0003HauaBa eMu30AUTe Ha UKTEP, KOpeMHa 0ojKa 1 (heOpminTeT. 3a00IBAHETO MOXKE
Jla aHTaXUpa €KCTpa- M HMHTpaxemaTajHuTe >XIbuHU mbhTuina (knacudyecku [1CX), camo
MaJKUTE BBTPEUYEPHOAPOOHU JKIbYHM KaHaIW (MEpUXOJAHTUT) WM CaMO TOJIEMUTE
MHTpaxenaTalHu U eKCTpaxemnaTaaiHi KaHallu.

Tabnuma 1. [Ipuyrnau 32 BTOpUYEH CKIEPO3UPAIL] XOJIAHTHT.

XolegoxoanTHasa

TpaBma

Hcxemus

WNHuTtpaapTepuanna XuMHOTepanus
Nudexmn

Bponenn anomanuu

Yecrorara Ha 3abomsgBadeTo € 6-13/100000. Muxkere 3a00asBaT 3 IBTH IO-YECTO,
cpeanara Bb3pacT Ha 3abonenute € 30-40 r. Y nac [ICX e psaako cpeman. [Ipeanonaraemusit
Opoit 6omHu € okoio 200 yoBeka.

[ICX mnporpecupa kbM OuimapHa UpPO3a, MOpPTaTHA XHUIEPTOHUS, YEPHOAPOOHA
HEJ0CTAThYHOCT M CMBPT, aKO HE C€ OCHINECTBU YepHOAPOOHA TpaHCIUTaHTarus. CpeaHara
MPOIBIDKUTETHOCT Ha JkuBOTa € 9-12 T. cien mocraBsHe Ha auarHosara. Cw3gazeHu ca
MPOTHOCTUYHH MOJICIM Ha 3a00JIsBAaHETO, KATO MPOTHOCTUYHHA (PAKTOPU C HAK-TOISIMO
3HaYeHHE Ca BB3PACTTa, HUBOTO HA CEPYMHUS OWIMPYOWH, XUCTOJOTHYHHUAT CTaJAUNd W
HaJUYHETO Ha CIIeHOMeTanus (Tadu. 2).

Ta6mn. 2. Ilpornoctuunu moaenu npu [1CX.

Xucronorus
Mogen Br3pact | BP | BU3 | Xenatomeranmus | CruteHomeramus | AD | (crammii) Hb
Mayo + + |+ + +
King’s + + + + +
MHoroueHTpos | + + + +

BP — 6unupy6un, BU3 — Bp3nanutenHo upeBHo 3abonsaBane, AD - ankannHa ¢ocdaraza, Hb -
XEMOTJIO0MH

Oxko710 ToJIOBUHATA OT OOJTHUTE HAMAT CUMITOMH MIPH JUATHOCTUIIMpaHETO (Tabi. 3).
B nan 70% ot ciiyuaute MMa acOIMHMPaHO BB3MAIUTEIHO YPEBHO 3a00JsBaHEe. YIIIIEPO3HUSAT
komuT (YK) mpu I[ICX yecTo mpoTuda aTeHIoMpaHoO B cpaBHEHHE ChC ciydaute 6e3 [ICX u
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TOBa MOKe J1a 3a0aBu auartosara my. [lpu Bcuuku manuentu ¢ [ICX cienBa ga ce mpoBexia
koJioHockomusl u Owmoricuu. Cumnta ce, ye [ICX moBumaBa pucka OT KOJOHHA JUCIUIA3US U
KapIMHOM Ipu narmeHTH ¢ YK, oco0eHo B IeCHUS KOJIOH.

[Ipu 6-27% ot mamuentute ¢ IICX ce pa3BuBa XOJIAHTMOKAPLUUHOM, CJIE]I KOETO
IIPEKMUBIAEMOCTTa € 710 6 Mecela.

Tabmuua 3. Be3moxuu kmuanyHE nposiBiaenus Ha [1CX.

1. bescumnTOMHO, ¢ 1a00PATOPHU OTKIIOHEHHUS

2. XpoHUYHa XoJiecTa3a

3. PexypeHTeH XO0JIaHTUT

4. YcnoxHeHHs] Ha XpOHHYHO YepHOAPOOHO 3a00siBaHe

5. CiyuaiiHa 1uartHosa Ipu JanapoToMus

6. HescHo TemnepaTypHO ChCTOSIHUE

7.Xemoparus oT NEPUCTOMAIIHU BapuLU cien
MIPOKTOKOJIEKTOMUS IO MOBOJI HA YJIIEPO3€H KOJIUT

8. Creatopes u oTciiabBaHe Ha TETJO IMOpPagu IMaHKpeacHa
€K30KpHUHHA HEIOCTAThYHOCT WJIH TNIyTE€HOBA EHTEPONAaTHS

9. CpueraHue Ha yJIEPO3€H KOJIUT C aBTOMMYHEH XEMaTHT,
KOWTO HE OTroBaps Ha KOHBEHIIMOHAIHO JICYCHHE

3.2. IJMATHO3A

OcHoBaBa ce Ha KIMHUYIHM (Ta0. 3, 4), OnoxuMuvHH (Ta0JI. 5) U PCHTTEHOJOTUIHH
kputepud. HeoOxomumo € [a ce U3KIIOYM BTOPUYEH CKIEpO3Mpall XojaHTur. B
mudepeHnuanHara guarnosa Biam3ar ome wu  [IBIl, AUWX, overlap TICX/AUX wu
UAMONATUYHATA aAylATOpHAa aykToneHus. C roisiMa CTOMHOCT € YCTAaHOBSIBAHETO Ha
BB3NAJIUTEIIHO YpEBHO 3a00JIBAHE.

Tabnmma 4. Cumnromu npu [1CX.

Ymopa XenaroMeranus
Copbex CruieHoMeranus
Hxrep XUnepnurMeHTanus
OrcnabBaHe Ha TETIIO Kcanromu
Oebpunurer

Tabmuma 5. JJaboparopau npomenu npu [1CX

[Maromornuen pesynrar
Wscnensane (%)
A® B cepyma 99
AwmuHOTpaHcdepasn B cepyma 95
bunnpy6us B cepyma 65
AnOGymuH B cepyma 20
[TpoTpoMOMHOB MHJIEKC 10
Men B cepyma 50
[lepynora3mMuH B cepyma 75
Men B ypuHata 65
ANCA 70

JepuHuTHBHATA JAMarHo3a W3UCKBAa TPOBEXKIAHE Ha EHIOCKONCKAa peTporpaaHa
xonanruorpadus (EPX) unu marautHopesonancHa xomnanruorpadus (MPX). Be3moxnu ca
cieanutTe Haxonku: 1. JIudy3Ho NpbCHATH MHOKECTBEHH aHYJIAPHU CTPUKTYPHU Ha >KITbYHHUTE
II'BTUILA, MEXAY KOUTO KaHAIMTE Ca HOPMAJIHU WJIM JIEKO pa3iupeHu. 2. Kbcu cTpukTypw,
HamojoO0sBallM  NPUCTAraHe Ha  KIBYHUSA KaHal B ONpEAEIeH  ydacTbK. 3.
JIMBEpPTUKYIONOJO0HH Pa3IINPEHHUS.
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JIOMUHAHTHUTE CTPUKTYPH MPEJCTABISABAT CTEHO3W, YUHUTO JTYMEH HE HaJBHIIaBa 1.5 mm
3a oOmrus IpueH kaHaia ¥ 1.0 mm 3a necaus u neBus d. hepaticus. PazuBat ce mpu 15-20%
ot marnuentute. B 15% or cnyuaute ce HaOmromaBaT MPOMEHH W B MAHKPEACHHs KaHal,
BB3MOJKHO € 3acsiraHe Ha JTbUHUA MeXyp u d. cysticus.

OcnoBuute xucronornynu npomenu npu [ICX ca nepuaykranna ¢pudpo3a u Bb3NAICHUE;
peayBaHe Ha yyacTbliU ¢ ponudepanus Ha *KIIBYHUTE KaHAJIU U y4acThIU C O0IUTepalus Ha
KaHanure; aykroneHus. [lpu Hammume Ha PuOpO3HOOOIMTEpHpAI XONAHTUT JUArHO3aTa e
curypHa. Ilopagm HEXOMOreHHOTO 3acsiraHe Ha TNApeHXUMa, 3a Ja Oblae HaAeKIHA
XHMCTOJIOTUYHATA JMarHo3a, ce M3UCKBa OMOICHUATA Aa BKIO4YBa 10 mopTaiHu MpOCTPaHCTBA.
CpBeTBa ce na ce OuoncupaT W JBaTa 4yepHOApoOHU Jsna. [lpu curypHa auarHosa oOT
PEHITCHOJIOTUYHOTO H3CJIEABAHE HE € 3aIb/DKUTENIHO Ja C€ U3BBpIIBA OHOICHS.
3abonsiBaHeTo MMa 4 XHCTOJIOTMYHU CTajgusi, KOUTO KMMAaT 3HAYEHHE 3a OMNpelessHe Ha
MPOTHO3aTa:

I craguii - pasmmpenye Ha MOPTATHUTE MPOCTPAHCTBA C MEPUIOPTAIICH XETAaTUT W/WIn
NPOMEHM B JKIBUHHUTE KaHaimdeTa. BB3MOXKHO € Hanmuuue Ha ¢ulposa, HenmpeMHUHAaBaIla
rpaHUYHATa JaMena.

Il cragmii — nepunopranHa ¢ubpoza cbC WiM 0e3 Bb3NAICHHE, NPEMHHABAIIO
rpaHUYHATA JlaMella, ChIIPOBOJCHO OT piece-meal HeKpo3H;

IIT cramuii — cenrranaa pudpo3a u/vnm bridging-Hekposa

IV craguit — Ounmapha nuposa

HeobOxomumo e na ce pauarHoctunupar ycnoxkHeHusita Ha [ICX (tabm. 6),
CBITBTCTBANIUTE 3a00JsBaHUs (YIIEPO3CH KOJUT, CapKOWI03a, TIyTCHOBA EHTEPOMNAaTHs) U
TEXHHUTE ycIokHeHUs. B cTtaaupaneto Ha 3a0omsiBaHeTo ce BKiIOuBaT M Doppler-oBa orenka
Ha TIOpTAJIHATA CHCTEMa, TOPHA €HIOCKOIHS 32 YCTAaHOBSIBAHE HA BAPHUIM HA XPAaHOIPOBO/IA,
CTOMaxa W TOpTajHA XHWIIEPTCH3MBHA TacTPOIaTHs, brush-1muToyIorus W/wuiav THHKOWTJICHA
OWoTCUsl OT JIOCTBITHUTE JOMHHAHTHU CTPUKTYPH, IO3UTPOHEMHUCHUOHHA ToMmorpadus u
n3cnensane Ha CA 19-9 3a CKpUHUHT Ha XOJIAHTHOKAPLUHOM.

Tab6muma 6. Ycnoxuenuns Ha [ICX.

OO011M yCI0)KHEHUS CreunuyHM yCI0KHEHUS
YepHoapoOHa HEJOCTATHYHOCT JIOMUHAHTHY CTPUKTYpPHU
ITopTanHa XUnepToHus XoJe/xolea0X0NnuTHa3a
UepnoapoOHa octeoauctpodust [Tepucromanau BapuIu
Creatopess, ManabcopOIMs Ha MacTHO-pa3TBOPUMH | XOJIaHIMOKAPLHUHOM
BUTaMHHU

3.3. JEYEHHUE HA IICX
3.3.1. Jleuenue Ha 3200,11BaHETO

KbM Hacrosiust MOMEHT He chbliecTByBa eekTuBHO Jeuenue Ha [ICX. Onurure 3a
umyHocymnpecusi ¢ methotrexate, azathioprin, cyclosporin, kakTo u JiedeHreTo ¢ colchicin u
KOPTUKOCTEPOUAM, BKJI. M JIOKAJTHO HPUIIOKEHHU, HE BOJAT 10 oT4eTiIuB edekr. Ponsra Ha
tacrolimus ue e ycranosena. Huckute no3u YJIXK ca HeeekTHBHH.

Nma nannam, e Bucoku ao3u Y JIXK (20-25 mg/kg/24 4.) nogoOpsiBaT OMOXUMHYHUTE
MIPOMEHU U MOXKe J1a peylpar xojJaHruorpagckara Haxoaka 1 guodposara. OcBeH ToBa, UMa
cbobueHus, e geuennero ¢ YJIXK HamansBa yecrorata Ha KOJIOHHATa AUCIUIA3MS U paKa Ha
KOJIOHA TIPH CHITBTCTBAIIMUS YIIIEpO3eH KOIuT. KOMOMHHPAHOTO JieueHNe Ha JOMUHAHTHUTE
CTPUKTYpH ¢ OanonHa nunataius u Y JIXK mosxe na nogobpu npexussemoctra. Jleuenuero ¢
YAXK 500-750 mg/24 4. B komOuHanus ¢ prednisolone 1 mg/kg nueBno u azathioprin 1-1.5
mg/kg THEBHO MOXe J1a MOBIUse OJArONpUATHO OMOXUMUYHUTE POMEHHU U XMCTOJOTHYHATA
HaXOJIKa.

YepHoapoOHaTa TpaHCIUIAaHTaUUs € ¢ MHoro nobpu pesynrata npu [ICX -
neTroguuIHarta npexussieMoct € okosio 80%. ITokazanusTa 3a YT ca mocouyeHu B pazaena 3a
IIBIl. HeratTuBHO BIMSHUE BBPXY MPEKHUBIEMOCTTAa OKa3zBaT Hajmuuuero Ha VYK,
NPEJIIEeCTBAIlM KOPEMHHU OINEpaluy, HAJIUYMETO Ha acCUUT, MOBHUILEHHUAT KPEaTUHUH U

97



HAJIMYMETO Ha XOJIaHTHUOKapiuHoM. CiyyauTe, YCIOKHEHHM C KIMHUYHO TMPOSBEH
XoJIaHTHOKapuuHoM, umat 33% emnorogumiHa u 0% S-ropumiHa mnpexuBsiemocT. [lpu
KIIMHUYHO HEIPOSBEH XOJAHIMOKapLUHOM, OTKpUT ciaydaiHo mnpu YT, mnerroxumHara
MPEKUBAEMOCT € KaKTO TPU CIydaWTe Oe3 XoJlaHTHoKapuuHoMm. [IpexuBsemoctTa mpu
XOJIAHTHOKApIIMHOM MOXE Ja c€ yBenuuH npu kKoMmOuHupane Ha YT ¢ xumuortepanus u
JIbYeJICUCHHUE.

[IpokToKONEKTEMHUATA, WHAMIMPAHA OT MPOTUYAHETO HA YJIIEPO3HUS KOJIHUT, HE
noBiauaBa xoxa Ha [ICX.

3.3.2. JleyeHHe HA YCJIOKHEHUATA

JIOMUHAHTHUTE CTPUKTYpU CE€ TPETHpAT C EHIOCKOIICKAa OajJoOHHA IWIaTalys WIIH
BPEMEHHO €HJOCKOIICKO NPOTE3UpaHe B LIEHTPOBE C JOCTAThYHO TOJISAM ONHUT. AJITepHaTHBA
ca Ha300MJIMApHUAT JPEHaX U TpaHCXeNaTalHaTa AUIaTalys.

Ciaydyaute C pEKypeHTEH XOJIaHTMT ©0€3 JOMUHAHTHU CTPUKTYPH M3HCKBAT
aHTUOMOTMYHO JIEYEHHWE, a [pU YECTH PEUUAUBU € UHAMLIMpaHA aHTUOaKTepHUaIHa
npopMIaKTUKA. ACLEHAUPALMAT OaKTepHaleH XOJAHIUT € PAAbK, aKkO HE ca U3BBbPLIBAHU
XUPYPrUYHU HAMECH BbPXY HKIIbYHATA CUCTEMA.

ChopTcTBaILaTa XOJIEI0X0IUTHA3A CE TPETUPA EHIOCKOIICKH.

Jleuenuero Ha chpOeka, cTearopesta, AepuuUTa HA MACTHOPA3TBOPUMHU BHUTAMUHH U
Ha OCTEONEHWYHaTa KOCTHa OoJiecT ce TMpoBeXJa KakTo IpU JAPYrUTe XPOHUYHU
XOJIECTATUYHU CHCTOSIHUSL.

4, BAPUAHTHHU CHUHHAPOMHU HA ABTOUMYHHUTE 4YEPHOJAPOBHH

BOJIECTH

CepuiecTByBaT BapHaHTHU (OPMH HAa OCHOBHUTE aBTOMMYHHHM YEpHOAPOOHU OosecTy,
KOUTO MMAT CMECEH (XEMaTHTEH U XOJIeCTaTHYeH) OMOXMMUYEH U XUCTOoNorndeH npodui. Te
Morart na ceuetaBat Oenesu Ha AUX c [1BI] (Bkin. u AMA-neratusHa) u Ha AUX ¢ TICX, u
ce oOosnHauaBat kato overlap-cunapomu. Oxono 10% oOT mTalMEHTUTE C ABTOMMYHHH
4yepHOApoOHU Oosiect umat overlap-cunapom. be3 nedenue Te3n ciyyanl OOMKHOBEHO
mporpecupar KbM LUpO3a U YEepHOAPOOHA HerocTaTh4YHOCT. IloHacTosimieM Bce omie He €
MOCTUTHATO CTaHJIAPTU3UpPaHE Ha JUATHOCTHUYHUTE KpuTepuu Ha overlap-cunapomute. Hama
€MHHO CTaHOBMIIE W Jalld CBhCTOSHUETO, chyeTaBamo Oenesu Ha AUX c¢ xponumuen C
XeTaTuT, ChIIO0 NpeCTaBiIsIBa overlap-CHHIPOM.

OcBeH OMUCaHOTO €IHOBPEMEHHO MPUCHCTBHE Ha Oele3d Ha JIB€ aBTOMMYHHU
3a00JsiBaHMsA, MPHU 4YacT OT MAllMEHTHTE C aBTOMMYHHA 4YepHOApoOHa OoiecT MoXe Ja ce
Ha0Jt0/1aBa U MPEeXo] OT €IHO 3a00JsBaHe KbM JIpyro. Te3u ChCTOSHUS Ce O3HauaBaT KaTo
“npomeHsIa ce AMarHosa’.

CollecTBYBa W HEKJIACU(PUIIMPAHO BBH3MAIUTEITHO 3a00JsBaHe Ha YEpHHUS JIPo0, KOETO
ce 0003HavaBa KaTO KPUIITOTEHEH XPOHUYEH XETaTHT.

4.1. Overlap-cunapomu
4.1.1. AUX/TIBX overlap-cuaapom.
Ha6monaBa ce mpu 8-10% ot marmenture ¢ AUX u npu 9-10% ot mammeHTure c
[IBX. CobuiecTByBa B 2 BapuaHTa — € IPEAOMUHUPAHE HA XUCTOJIOTMYHUTE Kputepun 3a AUX
U C IpEeJOMHMHUpaHe Ha xucTtojornuuute kpurepuu 3a [I6X. XapakrepHara koHCTEnanus npu
TO3W CHHJPOM € TMOBHIIEHHE Ha CEpyMHHUTE aMHHOTpaHc(epa3y, HalM4yMe Ha XOJIecTasa,
nosuiieHue Ha IgG u IgM, nozutuBHn AMA-M2 1 XUCTOJOrMYHA KapTUHA, CbBMECTUMA C
AUX, xosTO BKJIIOYBA yMepeH MU TeXbK interface-xemarut. [Ipeanara ce quarnosara ja ce
1ocTass Npu Hanuuue Ha 2 ot 3 kputepusd 3a IIbX B cpuetanue ¢ 2 ot 3 kpurepus 3a AUX

(Tabm. 1).

Ta6muma 1. Jlnarnoctuanu kpurepuun 3a AUX/TIBL] overlap-cuaapom.

Kpurepun 3a [1bX Kpurepun 3a AUX

1. AD>2xI'PI" umu I'TT >5x I'PI’ 1. AIT>5xTPI
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2. TlosutuBau AMA IgG >2x I'PI" wnu nmo3utuBau AT MA*

2. TlopramHo u MEPUTIOPTAITHO
3. ®nopuaHM AYKTYCOBH JIC3UU AMMQOIMTHO BB3MAICHUE WU YMEPEHO
WIM CWJIHO U3pa3eHU MEPHUIIOPTATHI
muM@oIruTHH  piece-meal  Hekposw,
EKBHBAJICHTHU Ha interface-xemaTur

*AHA ce ycranoBsiBaT 4ecto B cepyma Ha 6omau ¢ [1bX u He ca Mmapkep 3a Overlap-cuaapom.

Jleuenuemo wa cunapoma Moxe na 3anoune ¢ YJIXK (ta6n. 2). Ilpu nunca Ha
aJiekBaTeH OWOXUMHYEH OTroBop, ce no0aBs Prednisone. Ilpu Hyxknma or awarorpaiina
UMyHOCyTpecusi Moxe ga ce Bkimoun Azathioprin. [Ipu KoHTpanHAMKAIMM 3a JIEUYEHHE C
KOPTUKOCTEPOUAN (TEKKAa OCTEONOpo3a, JadWwieH auader, apTepuaiHa XUIEePTOHUS,
rmaykoma), YJIXK ce komOunupa camo c¢ Azathioprin. Ilpu 3Haumrenno mpeobiagaBaiia
XeraTUTHa KOMIIOHEHTa JICYCHHETO MOKe Aa 3amouHe ¢ Prednisone 3a 3-6 mecena u mpu
nurica Ha oTroBop na ce cmenu ¢ Y JIXK mmm na ce komObunnpa ¢ Y IXK.

Tabmuua 2Papmakonoruano jeucHue npu ANX/ IIBX - overlap.

Monotepamus ¢ YJIXK 13-15 mg/kg naeBHO

Momnorepamnus ¢ Prednisone 20 mg nueBHO 3a 3-6 Mecena

YJIXK + Prednisone 10-15 mg nueBHO

YJIXK + Prednisone + Azathioprin 50-100 mg nHeBHO

YJIXK + Azathioprin

[Ipu pe3ucTeHTHHU cilyyau € Bb3MOKHO 100po nosiusiBaHe oT Cyclosporin.

[Tpu kpaitaus cranuii Ha 4epHOAPOOHOTO 3a00IIIBaHE CPEICTBO HA M300p € YepHOApoOHAaTa
TpaHCIUIAHTALMS.

PasnoBumnoct Ha AUX/ TTBX overlap-cunapoma npejcrasisBa chuetanneTo Ha ANUX
¢ AMA-neratuBHa IIBl] (aBTommyHeH xonaHrut). B wyacT oT ciydaure ce kacae 3a
MpoMeHsIIa ce auartosa. JIeueOHUT MoAXo MpHU TO3M BapUaHT € HayajlHa MOHOTEpaIus ¢
YJXK 1 npu HemrbJieH OTTOBOP — KOMOMHHMpaHE ¢ KOPTUKOCTEPOHIH.

4.1.2. AUX/TICX overlap-cunapom

CunapomMbT 00xBamia 2-6% OT BCUYKU Cllydad ¢ aBTOUMMYHHO YepHOJIPOOHO 3a00IsBaHe.
Hab6mronaBa ce B 6-7% ot cinydaute ¢ AUX u nipu 2-8% ot ciayuyaute ¢ [ICX. 3acernaru ca
MpeIMMHO Jiella U MJaJd XOpa, MPU KOUTO CE€ YCTAHOBSBAT KIMHUYHU, OMOXMMHYHH,
MMYHOJIOTHYHU M XuctonornuHu Oene3su Ha AUX mapanenHo ¢ xomanruorpadceku (EPX,
MPX) u xucronornynu 6ene3u Ha [ICX (tabn. 3). XpoHOomoruyHata TUCOLMAIUS MEXKIY
OMOXMMHMYHATA HAXOJKa OT €JHAa CTpaHa M PATUOJIOTHYHATA M XHCTOJIOTMYHATA OT Jpyra
CTpaHa, HE € PSJIKOCT.

Tabmuna 3. Kpurepun 3a AUX/TICX overlap-cunapom.

Kpurepuii Yecrota (%)

EPX u MPX 6enesn, crorBeTcTBamm Ha [ICX
Xucronorus Ha [ICX u (mo-psako) va AUX
CrpueTaHre ¢ BB3MAIMTEIHO YpEeBHO 3a0omsBane | 35-80%

[ToBumenue Ha IgG 60%
[TozutuBau AHA, ATMA, pANCA AHA u ATMA (+) B 0610 22%
ITopumenue Ha AD, ['TT, AcT w/wim AnT IIpu 50% ot nenara A® e HopManaHa

Karo cuHOHMM Ha CHHApPOMa € MpPENJIOXKEH TEPMUHBT ABTOMMYHEH CKJIEpPO3Mpalll
xonaHruT. [lanuenTuTe ¢ TO3M CUHAPOM MO-4ECTO UMAT BB3MAIUTEITHO YPEBHO 3200 sIBaHE U
no3utuBHU ANCA B cepyma B cpaBHeHuUe ¢ nanueHtute ¢ ANX.

Hsama ytBupaeHo neuenue 3a AUX/TICX. Usnomsea ce VXK B moza 15-20 mg/kg
nHeBHO. Bb3moxkHa e xomOuHamms Ha YJIXK ¢ mmyHocynpecus. Koprukocrepoumure ca
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MOAXOSAIIN KaTO HavyajJHa MOHOTEpanusl caMo MpU 4acT OT OOJHUTE U MPH JUIca Ha e(eKT
ce 3amenaTr ¢ Y/IXK. HesaBucumo oT mpoBexaaHOTO jedeHue, npu nosede oT 30% ot
ITaIIUCHTHUTC CC aocCtura A0 TpaHCIUIaHTAlWA Wil JCTAaJIUTECT OT qepHozlpoGHa
HEJ0CTaThUHOCT.

4.1.3. Cpueranne mexay AUX u xpounuen C xenatur.

[Ipn nauuentute ¢ xponuueH C xenatuT B 65% or ciayuyaute ce otkpuBaT AHA,
AI'MA u antutupeousinu anturena u B 7% antu-LKMI1 B Hucek tutrhp. OT Apyra crpasa,
npu nanuentute ¢ AUX u xunepramarioOylInHeMHs B MHOTO CIIydad € Hajuie (aamuBo-
no3utuBHa peakius 3a aHTU-HCV u Heratusna HCV-PHK B cepyma npu uzcnensane ¢ PCR.

[Matuenture ¢ AWUX wu  dammuBo-nmosutuBHn aHTu-HCV  ce nekyBar c
KOHBEHIIMOHAIHUTE pexumu npu ANUX.

[Tanmenture ¢ nozutuBHa HCV-PHK u aBroaHTHTEna B HUCHK TUTHp IMPOBEXKIAT
aHTUBUPYCHO JieyeHHe. HeoOXoaum € CTpUKTEH KIMHHUYEH U J1TabopaTopeH KOHTPOJI Ha
JICUEHUETO, ThU KAaTo MHTEPPEPOHBT MOKE Ja W30CTPH ABTOMMYHHHS XEMaTUT WIN Ja
aKTUBHpa U3BBHUEPHOPOOHA aBTOMMYHHA OOJIECT.

[Ipu cinyuaure cbe chueTanue Ha XpoHudyeH C XenaTtuT U oTdeTiauBu Oene3n Ha AUX
(mmamu  keHw, BHCOK TuUThp Ha AHA, AI'MA wm antu-LKMI1 mone 1:320,
XUIepramMarioOyTuHeMus, aHaMHe3a 3a W3BBHUYCPHOAPOOHA aBTOMMYHHA OOJIECT U
XHCTOJIOTMYHA KapTUHA Ha aBTOMMYHEH XEMaTUT) B ChOOpa)KEHHE BJHM3a UMYHOCYIIPECHBHA
teparmusi. HeoOxoauM € cTpor KIMHHYEH W J1TAOOpaTOpeH KOHTPOJ MOpajd pPHUCKA OT
AKTHUBUPAHE HA BUPYCHATA PEIUIMKALU.

4.2. IIpoMensia ce AMarHo3a

B penxu ciyuau, cieq AbATOTpaiiHO NPOTHYaHE HA €Ha aBTOMMYHHA 4YE€pHOJApOOHA
0osect, € Bb3MOXKHO B PaMKHUTE Ha HSKOJKO Mecela TS Aa Mmpuaodue Oenesute Ha JApyro
aBTOMMYyHHO 3a0oisaBane. Kacae ce 3a npexon na 1L B AWX nnu 3a npemunaBane Ha ANX
kbM TICX. C ormex Ha Ta3u BB3MOXKHOCT € HEOOXOAMMO TMAlMEHTUTE C aBTOMMYHHA
4epHOIpoOHa OOJIECT /1a ce MpocieaAsBaT Ha KpaTKU MHTEPBAJIM 32 YCTAHOBABAHE HA MOJ00EH
IIPEXOJI ¥ CBOEBPEMEHHA IIPOMSIHA HA JICYEHUETO.

4.3. KpunroreneH XpoHH4YeH XenmaTuT

TepMuHBT oOTpa3siBa HEBB3MOXHOCTTA C HAJIUYHUTE METOAU Ja C€ OTKpHe
CepoJIOTHYEH Mapkep Ha 3abosisiBaHeTo. To3M BHJ XeNMaTUT MMa KIMHUYHM, JaOOPATOpPHU U
xuctosornunu Oene3sm Ha AUNX, HO He ce OTKpuBar aBToaHTUTena. [lanueHtuTe C
KPUITOTEHEH XENaTUT HaBJIM3aT B PEMHUCHS UpE3 KOPTUKOCTEPOUJHO JICUEHUE U PEanCUpar
CJIeJ MPEKPATIBAHETO MY ChIIO KakTO M nanueHtute ¢ ANUX.

JleyeHneTo MpH NMALMEHTUTE C KPUNTOI€HEH XEMAaTUT CE NPOBEKJAa AHAJOTMYHO HA
ANX. Pemenue 3a 3amoyBaHeTO My C€ B3MMa I[pU Hajduuyue Ha OMOXMMHUYHHU
(amuHOTpaHC(hepas3y, raMaraoO0yIuMHU, OWIMPYOMH) M XHCTOJIOTMYHM Oeje3u 3a H3pa3eHo
BB3MAaJICHHE.

CnenBa na ce mpaBu pasrpaHUYEHHUE MEKIY KPUINTOI€HEH XPOHHYEH XEMATUT U
KpUINTOr€HHA IUPO3a, KOATO C€ JIEKyBa CUMIITOMAaTHYHO WJIM Ype3 TPaHCIUIAHTaLUs.
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XII. TEHETUYHU BOJIECTU HA YEPHUSA 1POB
1. BOJIECT HA WILSON

1.1. OBIIA XAPAKTEPUCTUKA

bonectra nHa Wilson € aBTO30MHO pELECHBHO HACJEICTBEHO 3a0olisABaHe,
pasnpocTpaHeHo 1o menus cBaT. Abmku ce Ha myrauun B ATP7B rena B xpomoszoma 13.
Otkputu ca Hag 500 myramuu, kato 380 OT TSIX MMAT MOTBBPJACHA MAaTOIM€HETUYHA POJIS.
ATP7B renbT KOnMpa cuHTe3a Ha crieruuyHus TpaHcMeMmOpaneH 0enTbk - P-tunm AT®-aza
B anapata Ha Golgi Ha xenaTouuTtute. Toll € OTTOBOPEH 3a TPaHCMEMOpPAaHHUSI TPAHCIIOPT Ha
MEIHUS HOH KbM JKIBUHUTE KaHAI4eTa M BKIIOYBAHETO My B amlo-lLepyJOIuIa3MHHA 32
CUHTE3a Ha (PyHKLHMOHAJIEH LEPYJIOILUIa3MHH.

Hapymenara (HamaseHa) eKCKpelus Ha MeJl ¢ #JIb4YKaTa (OCHOBEH I'bT 3a OTJIEJISIHE
OT OpraHu3Ma) BOJM JI0 HATpyIBaHe Ha MeJ B TaApreTHUTE ThKaHU, OCOOEHO B YepHUS Jpod U
MO3bKa.  BB3HUKBAT pa3HOOOpa3sHM KIMHUYHU NPOSBHU, HAW-BaXHUTE OT KOUTO ca
4epHOApOOHO 3a0oMsiBaHE /LMPO3a, HEBPO-NICUXUYHU HapylleHUs, npbcTeH Ha Kayser—
Fleischer B MmemOpanaTa Ha Descemet Ha KOpHesTa, KAKTO M OCTPH CMU30JM HA XEMOJIH3a,
4YeCTO CBBbp3aHa ¢ 0CTpa YePHOAPOOHA HEJJOCTATHUHOCT.

3a0onsgBaHETO € pSAAKO, HO Tpe3 TOCIEIHHTE TOJUHM C€ OTKPHBA MO-YECTO.
XeTepo3uroTHOTO HOCUTENICTBO € 1/90—150 BB3pacTHM JHIAa C HEBPOJIOTHYHH CHMIITOMH, a
gectotata € chorBeTHO 1/30000 mymwm (1o ~ 30 aymm Ha 1 000 000 Hacenenme). Ilo mamHm
Ha H30K npe3 2014 r. y Hac ca peructpupanu 141 6onuu Ha nedenue ¢ D-penicillamine.

Knunnuza u3siBa MOXe Ja Bb3HUKHE BbB BCSIKA Bb3pPAcT, HO Hail-uecTo Mexay 5 u 35
r. B okomo 3% oT manueHTuTe CUMITOMHUTE Ha 3a00JIsIBaHETO ce mosiBsiBaT cien 40 r.

Haii-mimagusat peructprupas nanyeHT ¢ HUpo3a € TPUTOJUIICH, 4 HAl-Bb3pAaCTHUTE -
Ha 80 r.

Knunuuyna uzsasa

PasznuuaBat ce Tpu ocHOBHHU (opMHU Ha OojecTra: 0€3CHMMITOMHA (IIPECUMIITOMATHYHA),
KOSITO c€ OTKpHMBa NpU MPOGUIAKTUYHM H3CIIeABAHMUSA WM (paMuiIHA KOHCYJATauus (CeMeeH
CKPUHHHT); YEpHOIpOOHA U U3BBHUYEPHOIPOOHA - HA TBPBO MSCTO HEBPOJIOTUYHA WJIM HEBPO-
NICUXUATPUYHA.

YepHoipoOHOTO 3acsAraHe MOXE Ja ce NpOsiBU B pa3iauyHa (GopMa — OT aCHUMITOMHO
pOTHYaHe, C €IMHCTBEHO OMOXMMHYHHU MPOMEHHU J10 AEKOMIEHCHpaHa YepHOApOOHA Upo3a
C BCHUYKUTE M YCIOXXHEHUS WIM 110 (GYJIMUHAHTEH XEMaTUT, NPUAPYKEH IOHSIKOra OT
Coombs-HeraTvBHa XEMOJMTHYHA aHEMHs U OCTpa ObOpeyHa HeaocTaThbuHOCT (10 95%
JeTajaeH U3X0/).

[IbpBa nposiBa Ha G6onectra Ha Wilson morat na ObJaT M Hal-pa3IMYHU HEBPOJIOTMYHH,
MOBEJCHYECKH WIM TICUXMATPUYHM CUMITOMH. Moxe J1a ce HalOmogaBaT Tpemop,
KOHTPaKTypH, JIu3apTpus, adoHHs, cuaiopes, KOUTO MOXKE Ja JOBEJaT 0 TEeXKKO
uHBaNMAM3upaHe Ha nanuentute. [Ipu okomo 1/3 oT maumeHTuTe WHpBUTE Oene3u 3a
3a00JIsIBAHETO Cca TICUXUATPUYHH MTPOOIEMHU.

[To-psinko ce HaOmomaBa OBOpeuHO 3acsraHe (aMuUHOAIMAYpUS H HedponuTHasza,
He(pPOKAIINHO3a), KapJUOMHONIaTHs, TAaHKPEaTHT, Oe3II0A1e WK CTIOHTaHHU a0OpTH.

1.2. JMATHO3A
1. Kpurepuu 3a noctaBsiHe Ha JUarHo3a
KnuHuaHY MposiBU: 4epHOAPOOHH, HEBPOJIIOTUYHU U PYTH.
- Ilpscren Ha Kaiizep-®naimep: orpa3sBa HaTpynBaHEeTO Ha Mmen B JlecuemeroBaTa
MeMOpaHa (Tperyie]] OT OMUTeH 0(TaIMOIIOT)
JlaGopaTopHHM MMOKa3aTEIH:
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- MH3scnenBane Ha TpaHCaMHHA3W, XOJIECTA3HW €H3UMHM, OOII W JUPEKTEH OWIMPYOWH,
MpOTPOMOMHOBO Bpeme. HopmaiiHu CTOMHOCTH Ha ,,4epHOAPOOHUTE” TMOKa3aTeIH HE
u3kouBar 6onect Ha Wilson.

- KpbBHa kapTuHa: 32 U3KIIIOYBAHE HA aHEMUS WM XUIEPCIUICHEH CUHIPOM.

- UMsximouyBaHe Ha XEMOJIHM3a: PETUKYJIOHUTH, XaITOTJIO0HH.

- Hucwk uepynomnazmun — noj 0,1 g/ 1 mpu 90% ot nmauuentute ¢ Wilson, HopmanHure
CTOMHOCTH HE M3KJII0YBAT AMarHo3ara. HUCKKM CTOMHOCTH MOXKE J1a c€ HaMepsT U IIpU
MAlUeHTH C aBTOMMYHEH XEeIaTUT, TeKKa YepHOAPOOHAa HEJOCTaThUYHOCT, IIIyTEHOBA
SHTEpONaTHs, alepyJIOMIa3MUHEMHUs, KAKTO W TPU XETEPO3UIOTH, KOHTO HsIMAT
MOBUILIEHO HaTpynBaHe Ha Mei. [lo-BHCOKM MOXe J1a ca HUBaTa MpH Bb3NaJeHHUE
(ocTpohazoB 6eNTHK) WK TPU MTOBUIIICHUE HUBATA HA €CTPOTCHH.

- CepymHa Meln: OOMKHOBEHO € HaMalieHa; HUBOTO MOJKE Jia € YBEJIMYEHO IMpPHU OCTpa
4epHOApoOHA HEJJOCTATHYHOCT AbJDKaIIa ce Ha Oonectra Ha Wilson mopaau psa3KoTo
i1 0cBOOOKJaBaHE OT XEMaTOLUTHUTE.

- Exckperms Ha Men B 24 wacoBa ypuHA: HM3MOJI3Ba C€ B JMArHOCTUKAaTa W TpHU
MOHHUTOpHpaHe e(EeKTUBHOCTTA Ha JiedeHueTo. [Ipu HenekyBaHM MAallMEHTH OTpassBa
HUBaTa Ha HECBBP3aHATa C LEPYJIOIIa3MHUH MeZ. TecThT HE € TPHIOKUM IPH
nanueHT ¢ 6p0peuHa HenoctarbyHOCT. [Iprema ce, ye npu croitHocT Haxa 1,6 pmol/
24 gaca (100 pg/ 24 gaca) npu HETEKyBaHU MAIIMEHTH MOXeE /1a C€ TIOCTaBH JMArHo3a.
CnenBa ga ce orOenexu, ye 10 ~ 1/5 oT manueHTUTe, 0COOEHO ACUMITOMATHYHU U
Jieria, UMaT HHUBA MO/ T€3H CTOMHOCTH MPH MOSABATa HA IBPBUTE CHMIITOMH, €TO 3aI0
kynpuypust Hag 0,64 pmol/ 24 daca, ocoOeHO MpH acUMOTOMATUYHH Jela, €
XapakTepHa 3a 3a0oisiBaHeTO. VIHTEpIIpeTanysTa Ha TecTa MOXKe 1a ObJie HeTOYHA MPH
HAJIM4YUE Ha JAPYTd YEepHOIPOOHH 3a00isABaHUS (aBTOMMYHEH XEMaTHT, XOJecTasa,
ocTpa YepHOAPOOHA HEJJOCTATHUHOCT).

- IlpoBokamuoHeH TecT ¢ (CTaHmapTU3WpaH NpuU Jera): oTuuta ce 24 wyacopara
kynpuypus cien npuem Ha 500 mr D-Penicillamine B Haganoro wa D-Penicillamine
cbOupaHeTo Ha Auype3ata U Ha 12 Tusg yac. CtoitHOCTH Hax 25 pmol/ 24 yaca uiu
YBEIIMYCHHE X 5 B CPaBHEHHE C M3XO/HATa HENMPOBOKHpaHA KYyNPUYPHsI TOBOPAT 3a
Hannuue Ha OonectTa Ha Wilson.

YepHoapoOHa Oworicusi ¢ oOmpeaeisiHe Ha MEIHO ChIbp)KaHUE: HM3BBPIIBAHETO W C

JTUArHOCTHYHA 1€ € HEeoOXOAMMO, KOraTo KIMHUYHATAa KapTHHA W HEWHBA3UBHHTE

TECTOBE HE MO3BOJIABAT J]a c€ onpeenu quarnos3a. Ciryxu 3a:

o OrmpenensHe crteneHTta Ha (uOpo3a, HaJIMUME Ha CTEaro3a, JOMBIHUTETHA
MaTOJIOTHSI.

o CneuuduyHo oOIBETSIBAaHE C POJAMHH WM OpILIEMH: 3a HATpymaHa B
JU3030MHUTE ME]I.

o KonuuecTBeHO omnpeiensHe Ha ChABPKAHUETO HA MeJl: CTOMHOCTH HajJ 4 umol/
g CyXO TerJIo ce TpHueMa 3a Hal-100pus OMOXMMHUYEH TMOKa3aTel 3a Halludue
Ha Oonect Ha Wilson. [lopaan HepaBHOMEPHOTO HATPYIBAaHE HA ME]] B YEPHUS
apo0 Tmpu HampenHaao 3a0oyisiBaHE TPU  HIKOM TMAIMEHTH MeJTHaTa
KOHIIMHTPALUS MOXe Ja Ob/ie HeJJOOIICHEHA.

I'eneTnuen ananus:

o JlupekTHa MOJIEKYISIPHO-TEeHETUYHA TMArHO3a: METOABT € TPYAOEMBbK U OaBeH.
ComiectByBar Hax S00 MyTamuu, TMOBEYETO TMAIMEHTH ca JIBOWHH
XeTepo3uroTu. HeraTuBeH pesynrar He M3KIIOYBA IUAarHO3aTa.

o Anen-cnenUIHA COHJH, €AWHCTBEHO NMPH HAMEpeHa IMO-ToJisiMa 4ecToTa Ha
orpejesieHa MyTalis B TOMyIaUsTa.

o CeMeeH CKpUHHUHT.

OO0pa3Hu u3cneaBaHus:

0 MarauTHO-pe30HAHCHO U3CJIe/IBAaHE Ha TJIABEH MO3BK, ITPH MPOTHBOIIOKA3AHHS
KOMITIOThPHA TOMOTpadus.

o Exorpadus Ha KOpeMHHM opraHu: Oene3d 3a XPOHUYHO UYEPHOAPOOHO
3a00IsIBaHe, TOPTATHA XUIIEPTOHUSI.

o @®ubporacTpoCKONus: U3KIIOYBAHE HAIMYMETO HAa BapULlM Ha XPAaHOIPOBOJIA.
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1.3. JEUEHHE
[lporHo3zaTa Ha MAIMEHTHUTE € OTJIMYHA, KOTaTo JICYCHHE CE 3all0YHE NPU BCE Ol
ACHMIITOMATUYHM TWALMEHTH WIM KOraTo JWarHozara € ImocraBeHa paHo. CIOHTaHHaTa
€BOJIIOIMSI TpUM HEJEeKyBaHHM OOnHM € BHHaru ¢atanHa. PasBuruero Ha Oonectra €
OJarompusTHO, HO WHAMBHIYaHO, TIPH JICKYBAaHUTE CHMIOTOMATHYHH IALCHTH.
OyIMUHAHTHUAT XEMATUT, JbJDKAIl ce Ha Oosiectra Ha Wilson, € ¢ ¢aTtamHo mpoTudyane u
Hajiara 4epHOAPOOHA TPAHCIUIAHTALIUSL.

1.3.1. Cneundu4Ho JevyeHuUe:

Xenaropu:

D-Penicillamine.

D-Penicillamine e pedepeHTHUAT JeKapCTBEH MPOIAYKT 3a jeyeHue. CBbp3Ba MeATa B
HETOKCUYHU KOMIUIEKCH, KOWTO C€ eJIMMHUHMpAT ¢ ypuHata. MHaynupa cuHTe3a Ha
MUTAJIOTUOHEUHH, OENTHLU KOUTO CBHP3BAT MeATa. JHEBHATA 71032 CE MOBHUILIABA TOCTETICHHO
ot 125 — 250 mr gHeBHO ¢ 1o 250 Mmr Ha 4 — 7 muu pgo mocturame Ha 1000 — 1500 mr
pas3zieneHa Ha JiBa WM TPU IpUeMa, TOBa HaMaJlsiBa pUCKa OT BJIOIIaBaHE Ha HEBPOJIOTUYHATA
CUMIITOMaTHKa B HA4aJ0TO MYy U MOA00psiBaHE IOHOCHMOCTTAa KbM JieueHHeTo. JlekapcTBOTO
TpsiOBa Ja ce mpueMa yac Mpend XpaHEHe IMopaad WHXuUOMpaHe Ha abcopOuusita My OT
xpaHata. Heo6XoquMo € eJTHOBPEMEHHO 3aMECTHTENIHO JIeYeHUE ¢ MUPUAOKCUH (25 — 50 Mr
JTHEBHO).

— EdexTuBHOCTTA Ha JI€UYEHMETO CE€ MOHUTOpPHpA 4Ype3 u3cie[BaHe Ha 24 yacoBa
KyIpUypHsi: B HAYaJIOTO Ha TepanusTa Moxe 1a Obae Hax 16 umol/ 24 yaca, B Xxo1a Ha
neueHunero 3 — 8 umol/ 24 yaca. [Ipu npoabIHKUTENHO JeueHue Oener 3a eheKTUBHOCT
€ ¥ CTa0MJIHO KIIMHUKO-1a00paTOpHO MOA00pEHHUE.

— CrpanuuHute e(peKTH ca MHOrOOpOMHH, BKIJIIOYBAT: KOXKHU peakuuu (memduryc,
nemduronn, lichen planus, adrommeH cromMaTtuT), KOCTHO-MO3BYHA TOKCHYHOCT
(TpomOornTONIEeHNs, ariasus), HeppoTokcHuuHOCT, lupus-like curIpOM (TIpUAPYKEH C
XeMaTypusi, TPOTEUHYpPHUs, TO3UTUBHU AHTHHYKJICAPHW aHTHTENA), CHHIPOM Ha
Goodpasture, MuUacTeHus1, MOJIMMHO3UT U JIp.

Triethylene tetramine dihydrochloride
Triethylene tetramine dihydrochloride e xenartop, koiiTo chII0 MOBHUIIABA EKCKPEIMATA HA
MeaTa ¢ ypuHaTa. Moske Ja ce mpuiiara MpH HalleHTH, MPOTUBOIMOKA3aHU 3a MPHIIOKEHUE
WIM CbC CTpaHW4YHM peakiuu kKbM D-Penicillamine. O6uuaiiHo nHeBHaTa J103a, JOCTUTHATA
nocTeneHHo, nogooHo Ha D-Penicillamine, e 900 go 2700 mr, pazaenena Ha 2 WM 3 mprema,
noaabpxkamiara go3a € 900 — 1500 mr/ mueBHO. JlekapCcTBEHHMIT MPOIYKT ce mpuema | yac
Mpeau WK 3 yaca clie]] XpaHeHe.
— EdextuBHOCTTAa Ha JIEUEHHWETO CE€ MOHUTOpUpA Upe3 Hu3cienBaHe Ha 24 yacoBa
KYIPHYPHSL.
— EnnoBpemeHHO IleueHHE C JKENsA30 TpsOBa Ja ce m30srBa mopaau oOpa3yBaHe Ha
TOKCUYHH KOMITJICKCH.
— Crpannunu edektu: omucanu ca oOpatuma cuaepoOmactHa aHemws, lupus-like
CUHJIPOM

Iuuk: mnoBnusBa abcopOuusATa Ha MEATa B TacTPO-MHTECTHHAIHUSA TPaKT, HHIYLUpPA

EHTEPOIMTHHUSA METaJOTUOHEHH (E€HIOIeHEeH XenaTop, KOWTO CBbp3Ba MeATa U HHXHOUpa

HaBJIM3aHETO ¥ B MOPTATHOTO KpbBOoOOpbINeHHUe). [IpenopbuBa ce MOCTENEHO yBelIUYaBaHe

Ha Jto3aTta ¢ mo 50 Mr HMHK CEAMHUYHO A0 JocTturane Ha 150 Mr gHeBHaA [103a, pa3fereHa Ha

Tpu nnpuema 30 MUHYTH [IPEIU XpaHEHE.

— EdekTuBHOCTTa Ha JIEYEHHETO Ce OLEHSIBAa C OMOXMMHUYHOTO MoaoOpeHue u 24 yacoa
KyIpuypHsi, KOsATO ciefiBa aa e noj 1,6 umol/ 24 yaca npu cTaOHITHO JIeYESHHE.

— Crpannunute e(eKkTH BKIIOYBAT: CTOMAIIHO Jpa3HEHE (CBBbP3aHO C H3IOJ3BaHATa
IIUHKOBA COJI); MMYHOCYNpECHUBEH e(eKT (HamalsiBaHE Ha JICBKOLMTHUS XEMOTAKCHC);
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yBeJIM4aBaHe HAa CEPYMHHTE JIMIa3a W/WIK aMuiia3a, 0e3 KIMHUYHA Wi o0pa3Hu Oernesn
3a TaHKPEaTHT.

Kmanunoto momoOpenne e 0aBHO, HaOMIOaBa ce Hal-MajlKoTO 3 110 6 Mecema Cien
3armo4BaHe Ha JiedeHueTo. [loaappikamoTo JieueHne TpsOBa Ja MPOIBIDKUA 1O KUBOT, ThU
KaTo BCSKO BJIOIIABAHE IPH IPEKHCBAHETO My € MOTCHIHAIHO HEOOpaTHMMO, BBIIPEKH
BBH300HOBSIBAHE MIPUEMa Ha JIEKAPCTBEHUS POIYKT.

JleyeHHeTO HeMpPEMEHHO TPAOBA 1a MPOIBJIKU U MO0 BpeMe Ha OPeMeHHOCT, Thil KaTo
BCSAKO MpPEKbCBaHE MOXKe Ja JoBele 10 0bpP30 BiomaBaHe. J[03uTe Ha JIEKaApCTBEHUTE
MPOAYKTH OMXa MOTJIU J1a ObJIaT HAMAJICHHU MPU KOHTPOJI Ha 24 YacoBa KyNpUypHsl.

1.3.2.HecnienuguuHo jieyenue:
DapmMaKOIOTUIHO JeYyeHre Ha YepHOAPOOHOTO 3aboisiBaHe: JICUCHHE W
npoMIaKTHKA HAa KPHBOW3IMBU MPU HAIMYME HA IMOPTAJIHA XHUIEPTOHUsS (OeTa-OyoKepH);
JIMYPETUYHO JICUCHHUE MIPU HAJIMYKE Ha OTOIM U acLUT; JIp.

2. I IMOITATUYHA XEMOXPOMATO3A

2.1. OBIIA XAPAKTEPUCTHUKA

Xemoxpomaro3aTa IpeJCTaBiisiBa aOHOPMHO  HAaTpylBaHE Ha  JKeJlsA30 B
[IApEHXUMHUTE OpraHu, MPUYMUHABAILO TAXHOTO YyBpexaaHe. OOHMKHOBEHHO € TEpMMHA
“xeMoxpomaro3a” ce O3HayaBa BpojeHaTa, uauonaTuyHa xemoxpomaro3a (MXX), 3a kosTo
CE OTHACIT HACTOALIUTE aIropuTtMu. BropuuHaTa xemoxpomaros3a (WJIM XEMOCHJEpo3a) €
npua00HTa B X0Ja Ha JpyTry 3a00isiBaHNs (XPOHUYHU XEMOJIMTHYHU aHEMUH, cujiepoOiacTHa
aHEeMUs, CbCTOSIHUS CBBP3aHU ChC 3HAYUTEIICH NIaPEHTEPAIICH IIPUEM Ha JKEJIE3HU IIpenapary,
MHOX€ECTBO KPBBONPEINUBAHUS U JP.).

XX ce mnpenaBa aBTO30MHO-peliecMBHO. CHENUPHUUHUAT 3a HACEJICHHETO Ha
3anagna u CeBepHa EBpona mytupan ren (HFE, xoiito e cBbp3an ¢ rnmaBaust HLA kommuieke
n yusato ToukoBa myranus npu UXX e Cys 282 Tyr) e oTHocuTenHO paabK 3a bbarapus.
Peructpupanu ca otaenHu 60iHU. ['eHeTMUHHTE OTKIIOHEHUS, BOAeLH no-yecto a0 UXX y
Hac OUle HE ca yCTaHOBEHW. JIMmcBaT HaJeKIHM JaHHM 3a yectorara Ha MUXX B bearapus.
ConpanHata 3HaUYUMOCT Ha 3a0o0yisiBaHETO ce oOycinaBs OT TOBa, Y€ TO C€ pa3BUBA
KJIMHUYECKH B TPYAOCIOCOOHA BB3pacT U BOJU JIO paHHA MHBAIMAN3ALMS U IPEXKACBPEMEHHA
CMBPT. YecTo e pa3BUTHETO Ha MBPBUYEH YEPHOJIPOOEH pak, KoeTo Ou Morio Ja ce
MIPEAOTBPATH OT CBOEBPEMEHHO JICYEHUE.

2.2. ITMATHO3A
AHaMHeCTHYHH KpUTepHH 3a n1uarHo3ara na UXX.
OrmutakBaHusiTa ce MosiBABaT OoOMKHOBeHO Mexay 30 u 50-ronumnHa BB3pacT. Haii-
YecTUTe OT TSIX Ca OTHAJHAIOCT, CTaBHU OOJKM M CEKCYaJHHW HapyLIeHUs (MMIOTEHIMS,
3ary0a Ha TUOUI0, MEHCTPYaJTHA CMYIIICHHS. ).

Kiannuynu kputepun 3a nuarnosara Ha UXX.

Haii-yecture HaxoIKM ca XelaToOMeraaus, KOKHA XWIIEPIIUTMEHTAlUs U apTPUT.
Hanune ca cinegHuTe CHUHIPOMH: XPOHMYHO IPOTPECHUPALIO YEPHOAPOOHO YBPEKIAHE;
3axapeH 1uadeT; KapJUOMHONATHS; MOJUAPTPUT; APYTH €HAOKPHUHHU HAPYIICHH.

Cunopom na XpoHuuHo 4epHoOpPoOOHO yepercoane.

YcTaHOBsIBa ce MPHW BCUYKH HelleKyBaHW OoyiHH. CTEleHTa Ha YBPEKIAHETO Bapupa
oT Jieka HavanmHa (puOpo3a (ycTaHOBEHa OHMOICHYHO) A0 TEKKa JCKOMIICHCHUpPaHA IHpO3a.
Bunaru e Hanuie xenatomeranus. YecTo MMa TeXecT U ThIH OOJKHU B JSICHOTO TOApeOpHeE.
BonauAT ce omnakBa oT ciabocT u ChHIUBOCT. [Ipu Beue pasBuiia ce Mupo3a MOXKE Ja UMa U
cruieHoMeranust. OT YepHOaPOOHUTE TabOpaTOPHH MOKA3aTeNN HAal-9eCcTO JIEKO 10 YMEPEHO
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ca YBEIMYECHH aMHUHOTpaHchepazure. XHUIMOATOyMUHEMHUS M XUNEPOUTUpPYyOMHEMHS Ce
Ha0JI0/1aBaT MPU HANIPETHAIN LIUPO3H.

Oco0eHo BakKHHU 3a AMarHo3aTa ca MPOMEHHUTE CBbpP3aHU C HapylleHaTa OOMsHa Ha
KeNA30T0. Y cTaHOBsIBa ce xumnepcuaepemus. Hacummaneto Ha Tpanchepuna e Hag 60% npu
MBke B 50% mpu jkeHH, KaTo B MOBEUETO ciy4yan ctoiiHocTHTe ca Hax 70%. KoedunueHTsT
Ha HacHIllaHe Ha TpaHC(epHHA MPEACTaBIsABa CHOTHOIICHUETO MEXAY CEPYMHOTO KEIsA30 U
OXCK (B umol/l) m3pazeno B mporueHT. DEpUTUHBT B cepymMa € CHIHO TOBUIICH U
obukHOBeHO HaaxBBPisi 1000 ng/ml.

Karo “smaren crannmapr” 3a auartoszata Ha MXX ce mpueMa M3BBPIIBAHETO HA
yepHoApoOHa OHONCHS C OmpeAeissHe KOHIIEHTpAalMsTa Ha JKEJIsI30 B YepHUs ApoO,
XHMCTOJIOTUYHO JIOKAJM3MpaHEe Ha JKEJIE3HUTE OTJIAraHusl M YTOUYHSBAaHE CTEIEHTa Ha
¢ubpozara. KoHneHTpanusaTa Ha xkeyss30To B yepHus apod npu MXX BuHaru Hajauiiasa 70
pmol/g cyxo Termo (HopmanmHo a0 25 umol). Kato monesen kputepuii ce m3moa3Ba T. Hap.
YepHOAPOOEH JKeJe3eH MHIEKC, KOMTO MpeacTaBisiBa apUTMETUYHOTO CHOTHOILLIEHUE MEXIY
Kens3HaTa KoHmeHTparws (pmol/g cyxo Ternmo) m roamaute Ha Oonuus. [Ipu UXX to3u
WHJICKC € MO-BHCOK OT 1,9. OOmOTO KOJIMYECTBO OTIOKEHO JKEJISA30 B YEpHUS Ipo0 Bapupa
Mexay 5 u 20g. Thil kato 3a cera y Hac HE C€ H3BBPIIBA XUMHUYECKO OMNpEICISTHE Ha
KEJIA30TO B UYEPHOAPOOEH OMONTaT, pellaBalla € XHUCTOJIOTMYHATa OLIEHKA Ha HErOBUTE
ornaranus cien ousersaBane 1o Perls. IIpu MXX xensi30To ce HaTpymBa TIJIaBHO B
XCTIATOIUTUTE M JKITBYHUTE CNUTEIMH H J0cTa Mo-Manko B KymdepoBure KIETKH.
OtnaranusitTa ca Hali-OOWJIHM B MEPUNOPTAIHUTE XEMATOLMTH W HAMAallABaT B MOCOKA KBbM
neHTpanHaTa BeHa. CrerneHTa Ha YepHOIpoOHaTa Gudpo3a MmoaquepTaHo Kopelupa ¢ Ta3w Ha
cunepos3ata. llocnennata e Hail-u3paseHa npu HampegHana nupo3a. MP komndectBeHO
OIpesieIiHE Ha HAaTPYIIAHOTO KEJIS30 € HOB, HO BaXEH METOJ, KOMTO € peajHa ajJTepHaTHBa
Ha XUCTOJIIOTUYHOTO OMpEIesTHE Ha OTI0KEHOTO JKEJA30 B UepHUs Apo0.

[Tpu 6omam or MUXX ¢ mupo3a pa3BUTHETO HA IIBPBUYCH paK Ha YEPHUS IPoO ¢
MHOT0 Y€CTO, KaTO B TYMOpHAaTa ThKaH HE CE€ OTJIara >Kelsizo.

3axapen Ouadem. HavalHu HapylmeHHs] B TJIFOKO3HUS TOJIEPAHC W IOBMILIEHA
MHCYJIMHOBA PE3UCTEHTHOCT CE J0KAa3BaT OIle B NPELUPOTHUYHMS CTaauil. 3axapeH auader ce
ycraHoBsiBa y HaJl 70% npu 6onnute oT UXX ¢ ohopmena nuposa u 'y no-mauko ot 20% mpu
OCTaHAJIUTE.

Kapouomuonamusa. Cpema ce no-psaako OTKOJIKOTO AualdeTa, HO € yecTa MpUYHHA
3a cMbpTHOCT npu MXX. IIbpBOHAYaNHO €IEKTPOKApAMOTPApCKU C€ YCTAHOBSIBAT HUCHK
Bontaxx U Hecreunpuynu npomenu B ST u T. [lo-uectu ca mpeachpAHUTE TaXUAPUTMHH,
CJIEJIBAaHU OT KaMEPHHU eKcTpacucTonuu U Taxukapanu. C Hampensanero Ha XX ce pazBuBa
quiatupaiia KapauoMuonatus. Exokapauorpacku ce yCTaHOBSBAT YBEJIMYEHHE Ha JisiBaTa
KaMmepa M HapylIeHHE B CUCTOJIHATa U (PyHKUUS.

Honuapmpumen cunopom. VYctaHoBsiBa ce y wMexay 15 um 60% ot
HoBoAMarHoctuuupanute 6oaan ¢ UXX. Haii-uecto ce 3acsrat meTakaprogdaaaHreaqrHure 1
MIPOKCUMAJTHUTE HHTepQallaHrealHu CTaBH, CJIEBAaHU OT KOJIEHaTa, XOJAWJIaTa, KHUTKHTE,
rppOa u BpaTa.

/Jlpyeu enookpunnu napywienus. IMIOTEHTHOCT | 3ary0a Ha JTUOHMIO CE OTKpUBAT
y Mexnay 12 u 40% ot HoBoxmarHoctuipanutre Mumxke ¢ MXX. Hamuumero u Ha auaber
JOTIpUHAcsT 3a Te3u HapyuieHus. [Ipu xeHuTe Moke Ja MMa MEHCTpPYalHH CMYILEHHS,
JOCTUTAILU 10 aMEHOPEsL.
[Ipn UXX ce cpemar u xunep- Uiv XUIMOTUPEOUIUIBM.

Hanoxutenna e nudepeHumasHaTta Auar€Ho3a ¢ BTOPUYHA XEMOCHAEPO3a U JIPYTH
XPOHUYHHU YEPHOIPOOHH YBPEKIAHUSI.

Bmopuuna xemocuoeposa. PazuBa ce npu Ipyru ChCTOSIHHSI, BOJCIIM 10 TOBHUIIEHO
OTJIaraHE Ha XKEJsI30 KaTO XPOHUYHU XEMOJIUTHUYHU AHEMUHU, CUACPOAKPECTUYHU AHEMUH,
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MPOIBIDKUTENIHO MapEeHTEPATHO (M I0pU OpaIHO) JICUEHHUE C JKEJIe3HU IpenapaTi, MHOKECTBO
KpBBOIIPENUBaHUS U JIp. 3a paznmuka oT XX, MyHKIIMOHHO-OWOTICHYHO C€ yCTaHOBSIBA, 4e
KEJS30TO € OTIIOKEHO TIaBHO B KymiepoBuTe KIETKHU, a HE B XETATOI[UTHTE.

Jlpy2u xponuunu uepnoopoonu yepexcoanusn. llpu ankoxoiHa 4epHOAPOOHA OOJIECT U
XPOHUYHU BUPYCHHU XEMATUTH MOXE JIa UMa BTOPHYHO OTJIATAHE HA KEIA30 B YepHUS JApo0,
HO TakoBa HE c€ HaTpymnBa B Apyrute opranu, 3acerHatu npu HXX. IIpomenute B
HACHUIIIAHETO Ha TpaHc]epuHa U cepyMHUs (DEPUTHH ca T0-caabo U3pa3eHH.

[Tpu XpOHWYHM BUPYCHH XEMATUTH MOXKE /1a C€ YCTAHOBAT MOBUIICHUE HA XKEJA30TO,
HACHUIIIAHETO Ha TpaHchepuHa U (epuTHHA B cepyma 0e3 MyHKIIMOHHO-OMOTICUYHYU JaHHU 32
4YepHOApoOHa cUIepo3a.

Judepennuannata aAuarHo3a Npyd HUPO3HM B TEPMHUHAJICH CTAAUKA C IOBHUIICHO
CEPYMHO KeJIf30 € TPyAHA, Thil KaTo € Bb3MOKHO YEPHOAPOOHUSAT JKeJIe3eH MHJEKC aa Obae
0-BUCOK OT 1,9 M XUCTOJOIMYHO Jja C€ YCTaHOBAT KEJe3HU oTiaraHus 0e3 na uma MXX.
Ome mno-3arpynHeHa € AuQepeHluanHaTa JUarHo3a, Koraro yepHoapoOHaTa Ouorcus e
MPOTUBOMOKAa3Ha  (KOAryJmalMoOHHW  HapymieHws,  TpomOomnuroneHus). [ eHeTHuHU
u3cneaBaHus 3a noka3BaHe Ha XX 3acera y Hac He ce U3BBPIIBAT.

2.3. JEYEHHUE HA UXX

HenekyBanara XX mporpecupa 10 Lupo3a U CMbPT OT HEMHUTE YCIOKHEHUS WU OT
IBPBUYEH 4YEpHOJpoOeH pak. [Ipyra mnpuuMHa 3a CMBPTHOCTTa € JWiIaTHpaliara
KaparoMuonartus. 3a00sBaHeTO UMa M0J00EH U3X0/1 U ITPU KbCHO 3all0YHAJIO JIeUCHHE.

Macuenume  Kpveonyckanun ca ocHoBHata Tepanusa npu  UXX. Ilpu
HOBOJMArHOCTULMpPaHuTe 00HU ce myckaT no 500ml Bequbx (Miu A0pu 2 IbTH) CEIMUYHO B
npoabiokeHue Ha 1 g0 2 roaunu. Ilpu eqHo KpbBomyckaHe ce m3uepnsar okosno 250 mg
Kens30. EkeceIMUUHOTO MM M3BBPIIBAHE C€ MpPEKpaTsiBa Clled JOCTUTAHE CBHOTBETHOTO
TpallHO CHIDKCHHME Ha HSIKOW OT CJEJHUTE MOKazaTenu: xemorioouH - mox 110 g/l
xematokput - nox 0,35, peputun - nox 20 ng/ml. Cinen ToBa ce mpeMuHaBa Ha MOAIbPKALIO
JIEYEHHE, CHCTOSILO CE€ B HSKOJIKO KPBBOIYCKaHMs roguiHo. bposT uM ce ompenenst ot
CTOMHOCTHTE Ha (EeHOTUNHUTE Moka3zarenu npu MXX B cepyma - kens30, HacHIaHe Ha
TpaHcepuHa u ¢eputuH. Te TpsOBa na ce moaabpkaT B peepeHTHH (a omie mo-nodpe B
JOJTHOTPaHUYHM) CTOHHOCTH. KpbBOIlyckaHUsATa ce M3BBPIIBAT BB BHTPELIHOTO OT/ENICHHE
Ha peruoHanHata MBAJL. 3a na ce u3z0erHe pUCKBT OT aHEMMsl, XUIIOAJIOyMUHEMHS U
XMIIOTEH3UBHU MPOSIBU, HEOOXOAMMO € Ja C€ M3TOTBH KapTa 3a MpeABAPUTEITHH H3CIIeABAHUS
IIpY CHUCTEMHO JIEYEHHE C KpbBOINyCKaHe. B mpuiioskeHue e mpejcrtaBeH oOpasel] OT TakaBa
kapTa. [Ipy HEBB3MOXKHOCT Ja ce M3CJIe[BaT HAKOW OT MoKa3aTeIUuTe Ha Ta3u KapTa OOJHUSAT
ce Haco4Ba KbM YHUBEPCHUTETCKA raCTPOCHTEPOJOTUYHA KIIMHUKA.

IIporno3ara npu 3anousamio jedyeHue Ha XX 3aBucH OT cTemneHTa Ha pa3BUTHE Ha
yepHoapoOHaTa pudposa. [Ipu Gonnu 6e3 3HaunTeTHA HUOPO3a JIEYSHUETO C KPHBOITYCKAHHUS
BOAM TMpPAaKTHYECKH IO HOpMalHa NPONBIDKUTETHOCT Ha JKMBOTa. AKO  HsAMa
MIPOTUBONOKA3aHUs (aHEMUs, XUMOATOyMUHEMHUsI, aCIIUT), KPbBOMyCKaHUATA ce€ Mpuiiarar u
npu odopMmMeHa Beue IMpo3a. ToraBa HEHHOTO pa3BuTHE ce 3abaBa. Ilpu Bapunm Ha
XpaHOMpoBoJia ce HaOII0AaBa HaMaJIeHHE Ha TEXHUS pa3Mep U MO-psAIKO KbPBEHE.

KpbBomyckanusita BOIAT 70 Mojo0psiBaHe M Ha Auabera,0co0eHO, ako TOW OIlle He €
WHCYJMHO3aBUCUM. biaronpusatHo ce moOBIMsIBA M KapAHUOMHUONATHUATA, OCOOEHO, aKo
JUaTalyATa He € TpaiiHo odopMeHa.

ApPTpUTHT, CEKCYaTHUTE HApPYIIEHUS U TUPEOUTHUTE aHOMAJHH HE ce€ MoJ0oOpsABaT OT
KPBBOITYCKaHUSATA.

[Ipu npoTHBOINOKa3aHUs 3a KPbBOITyCKaHUS (aHEMHUS, XUMOaI0yMIUHEMHUSI) ce MTPOBEXKIa
neuenune ¢ Deferoxamine. Toil ce mpunara kato npoabpkuTesnHu, 10-12 yacoBU MOJKOKHU
BIMBaHUS ¢ MHQY3MOHHa mnommna B AHeBHa jgo03a 20-50 mg/kg. Bb3moxHHM ca JokanHu
BB3IMAJICHUS Ha MACTOTO HAa MH(PY3UUTE, OTOTOKCUYHOCT, PETUHOTOKCUYHOCT U Pa3BUTHE Ha
KaTapakra.
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Jlumata ¢ UXX, ocobeHo Te3u c I1upo3a, TpsOBa CHUCTEMHO Ja C€ TMojjiarat Ha
exorpad)cKu KOHTPOJ (WX Jla ce MU3Cie/Ba O-PETOMPOTEUHBT) C OTJIe] PAHHOTO OTKpHUBAaHE
Ha TbPBUYEH YEPHOAPOOEH pak.

JnaGeThbT, KapaIuOMHONATHATA, TMOJUAPTPUTHT M CEKCYaJHUTE HapylIeHUs, B
3aBHCHMOCT OT TSIXHATa U3Pa3eHOCT, CE JIEKYBAT ChC CTAHIAPTHUTE 32 TAX TEPAITHU.

HNudopmanus 3a 00JHUTE U NOBeleHHE NPU TEXHUTE POAHUHU-TEHHH HOCUTEJIH.

Ha Gomnute TpsiOBa m1a ce 00SICHU CHITHOCTTA HA 3a00JIBaHETO U HEOOXOJIUMOCTTA OT
CUCTEeMHH KPBBOIYCKAaHHS, BKIL. TsixHaTa Oe3BpemHocT. TpsOBa ga ce OCBIIECTBH PAHHOTO
OTKpUBaHE Ha 3a00JIIBAaHETO Yy TE3M OT JelaTa UM, KOMTO ca T€HHHU HocutTeiau. Thi Karo
3acera reHeTu4yHM uscnensanusd 3a XX y Hac He ce U3BBPILBAT, HYXKHO € J1a CE IPOCIIeAsIBaT
CUCTEMHO (EHOTUITHUTE CEPyMHHM IIOKa3aTeau - >KeJs30, HacHIllaHe Ha TpaHchepuHa U
¢deputuH. [Ipy chOTBETHH OTKIIOHCHHS TPsOBa J1a ce U3BBPIIU YepHOapoOHA Ouonicus. lopu
[P HAYaJIHU cujiepo3a U pudposa ce mpoBexka JeUeHUe C KPbBOIyCKaHMUs.

KAPTA 3A IIPEABAPUTEJIHU W3CJIEABAHUA IIPU CHUCTEMHO
JIEYHEHHUE C KPBbBOIIYCKAHUA

1. HeoOxoaumu nokas3ateny ¥ MUHHUMAJIHUTE UM CTOMHOCTH, MO3BOJISBAILU 3alI0YBAHE
Ha CUCTEMHO JICUCHHE C KPBBOITYCKAaHHUS:

IHoka3aTenu MuHuMaIHA CTOMHOCT
ApTepuaHO HaJsITaHe 14,6 kPa (=110mm »xuBaK) CUCTOIHO
XeMorinooux 120 g/l
Eputpountu 4,0 x10"/I
MCV 80 fl
JleBKOLMTH 3,5 x10%/1
TpomObonuTi 100 x10%/
CepyMHO KeJsi30 10,2 umol - mbxke 1 9,2 umol - sxenu
Hacumane Ttpancdepun 20 %
CepymeH anOymuH 35 g/l
3abenexka: [To-HUCKM OT TOpPENOCOYCHHUTE CTOWHOCTH HAa XEMOIJIOOWHA,

epurpountute 1 MCV npu nuia ¢bC CUTypHO JI0OKa3aHa XETEPO3UroTHA [3-TajaceMus HeE ca
IIPOTHBOIOKA3aHKE 32 3all0YBAHE Ha JICYEHUE C KPbBOIYCKaHUs, aKO TO € HE00X0IUMO.

2. IIpocnensiBany 1OKa3aTeau B X0/1a HA JICYEHUETO CbC CUCTEMHHU

KPBbBOITYCKaHHUS.

e Ilpu Bcuuku OOJHM HENOCPEACTBEHO TMpEeAM BCSIKO KpPBBOIyCKaHE C€ H3MepBa
apTepHaIHOTO HaysAiraHe. MUHUMallHaTa CTOMHOCT, NO3BOJIsABallla KpbBolyckaHe € 14,6
kPa (=110mm >xuBak) cuctonuuHo. Ilpu moHmwxkenue ce mocrass noakoxHo Etilefrine
WIM JApyr aHAJNENTHK, 3a Ja C€ JOCTUIHE TopHara croiHocT. [lpm mo-uspasena
XMUIIOTEH3Msl KPBBOITYCKAHETO C€ OTjara 3a HSIKOJKO JIHH, IpPe3 KOUTO Ce Ha3HauaBa
CBhOTBETHA TEPAIUs C aHAJIENTELH.

e [Ipu monHOrpaHUYHU CTOMHOCTH Ha HIKOM OT J1a0OpaTOPHUTE MOKa3aTelld, yCTaHOBEHU
Mpey 3aro4BaHe Ha JICUEHUETO, HAJIOXKHUTEIHO € KOHTPOJIMpPAHETO MM 1-2 JHM mpeau
BCSAKO KpbBomyckaHe. [Ipu Bcuuku O60HM mokaszarenure B T.I ce koHTposupar npe3 4-6
KpBBOMyCKaHUsA. B Xoda Ha JIeyeHHETO € JOIMyCTUMO U3BBPIIBAHETO HA KPBHBOIyCKaHE
IIPY CIEAHUTE CTOWHOCTH:

IToxkazaren MuHuMAJIHA CTOHHOCT
Xemornobux 110 g/l

Eputponutu 3,8 x10"/1

JleBKOLIMTH 3,5 x10%/1
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TpombGouuTu 80 x10%/1

CepyMHO kelsi30 10 pmol 3a MBxe 1 9 pumol 3a xeHn
Hacumane Ha tpancdepuna 15%
CepymeH anOyMuH 34 g/l
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XI11. YEPHOAPOBHA ITUPO3A - YCJIOXKHEHUSA

1. IOPTAJIHA XUIIEPTOHUS — Bapunu Ha XpaHONPOBOJA, BAPUIM HAa CTOMAaxa H
XHIIEPTEH3UBHA racTPONaTHs

1.1.0BIIIA XAPAKTEPUCTHUKA

[loprannata XunepToHUsT NPEIU3BUKBA Hall-CEpUO3HUTE U CMBPTOHOCTHHU
YCIIO)KHEHUSI Ha YepHOIpOoOHATa IHMpo3a, KaTo acIuT, eHiedanomatus U KPbBOU3IUBU OT
BapyvIld Ha XpaHONPOBOJAa W cTomaxa. KpbBOM3IMBUTE OT HM3TOYHULIM Ha MOpTajIHaTa
XUIIEPTOHUSA Ca CHEIHO CBCTOSHHUE, CBBP3aHO C BUCOKA CMBPTHOCT M KOMIUIMKALUU.
Pa3nuuHOTO MO TeXKECT Mo asIexaIio 4epHoipoOHO 3a00sIBaHEe, TPOMEHSIIIO JAHUATHOCTUYHUS
Y TEpamneBTUYCH alTOPHUTHM, IOMBIHUTEIHO YCIOXHsABa mpooOiiema. HeobxomumocTra oT
yHUGULUPAHU SICHU KPUTEPHH 3a JUarHo3a, MpopuIakTUKa U TEPANeBTUYCH MOAX0]  BOIU
710 U3pabOTBAHETO U TMOCJIEIOBATETHOTO YCHhBBPIIEHCTBAHE HA MEXKIYHAPOIHU KOHCEHCYCH
3a MOpTaJIHA XUIIEPTOHUS, Hall- U3BECTHU OT KOUTO ca Te3u oT Baveno LILII u I'V.

1.2. JMATHO3A HA ITIOPTAJIHATA XUIIEPTOHUSA
Ouenka Ha cbcmoaHuemo Ha nayuenma
1.2.1. TexecT HA YePHOAPOOHOTO 32100/ IABAHE:
1.2.1.1. Haii-yecto u3non3BaHo e cramupanero no Child-Pugh.
1.2.1.2. Craguu Ha yepHOIpoOHAaTa 1upo3a mo Baveno IV:
Cr.I - 6e3 Bapuiy, 6e3 acIuT
Cr. II - Hamnuue Ha Bapumy, 0€3 acuT
Cr.III - acuut +/- Bapunu
Crt.IV - xbppBeHe OT Bapulld +/- aCIUT
1.2.2. ETnoJiorust Ha 4epHOAPOOHOTO 3200/15BaHe
- aJIKOXOJIHA €THOJIOTHS; JaHHU 3a MPOIbJKaBalla KOHCYMaIHs
- BUpyCHA UH(DEKIH
1.2.3. Ilpuapy:xaBamm 3a00,11BaHUSA
- HaJim4ue Ha ObOpeyHa HEJOCTaThYHOCT
- KapAMO-ITyIMOHAJIHU 3a00JIsIBaHUS
- Cercuc
- HEJJOXpaHBaHe

Huaznocmuunu memoou

1. ®u3zukannu Oesie3u: KojaTepaiu 1o KOpeMHaTa CTEHa; NEPKYTOPHU
JAaHHHM 32 aCILIUT; TBBP] YepeH IpoO(yBETUUCH WIH HE), CTITICHOMEeTallus

2. JlabopaTopHu JaHHH — yrioMeHaTHuTe mo-rope + mosumeran ACAT,
AJIAT, ITTIT u A®, MakpoIIUTHa aHEMHUS], TPOMOOIIUTOIICHHS, JIEBKOIICHUS,
KpeaTuHuH, ypes, Na, K, Cl, mapkepu 3a xpounyna unbpekuus c HBV, HCV,
AndaderonporenH

3. AoOpommHanHa exorpadusi: exorpadcka XapaKTepHUCTHKa Ha
HampeaHano AUQy3HO dYepHOAPOOHO 3a0oJsBaHE, CIUICHOMETANHs, AaCIuT,
quIaTays  Ha TMOPTAJHUTE CHAOBE, BU3YyaJIH3UpaHE HA MOPTO-CHCTEMHA
KoJaTepaiu, TpoM003a Ha BeHa TOpTe.

4. lonJiep-exorpadusi - oricHKa Ha TPOMEHHUTE B CpeIHATa CKOPOCT
Ha KPBBOTOKAa B IMOPTAJIHUTE CHJOBE W KOHT€CTHUBHUS WHJIEKC, NPOMEHU B
PE3UCTEHTHOCTTa Ha CIUIAHXHUKYCOBUTE apTEpPHH W YEPHIPOOHUTE CHIOBH
uHaekcu. Jloka3BaHe Ha  MOPTO-CHUCTEMHHM  KoOJaTepajiu, IuilaTUpaHa B.
racTpuka CHH. C IIOBUIIEH KpbBOTOK. lleHeH wmeTon 3a mpoyuBaHe Ha
e(pUKAaCHOCTTa Ha MEKUMEHTO3HU TEPATNIEBTUYHU PEKUMH.
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5. 'opHa eHackonusi - OCHOBEH IMarHOCTUYEH METOJI 3a JI0Ka3BaHEe Ha
Bapul (BXK. TO- JIOJTY).

6. I'opHoeHnockoncka exorpadgusi — MPEeIUMCTBO TPU  OIEHKA Ha
napaesodareanqHu Bapuld, NepPOpaHTHU CHIOBE U KPHBOTOKA BBB V. azygos
IIPEAU U CIIE] JICUCHUE, JTOKA3BAHE HA MAaJIKM CTOMAlIHU BapHULU.

7. U3mepBaHe Ha 4YepPHOAPOOHUAT TPAJMEHT Ha MOPTAJIHOTO
Hajasirane (HVPG) — naBa Haii-TOyHa npeleHKa 3a HaJU4YMEeTO Ha MopTajiHa
XUIEPTOHUA W €BEHTyaJHH Bapulld, KakTo M 3a edukacHocTTa Ha
JeKapCcTBEHaTa TEpaneBTUYHU pexuMU. llopaan MHBa3MBHOCTTA My HE ce
MIPENnopbYBa PYTUHHO IIPUJIaraHe.

8. Auruorpad¢us m MR anrmorpadusi - camMo Ipu KaHIWAATH 3a
XUPYPTUUYHO JICUCHHUE.

9. Cmupasen KAT - npenuMHO 3a OllEHKAa Ha MaJIKHM OTHMILHU
Je3uu B xemnapa cycnektau 3a HCC

10. KonTpacTHa peHTreHorpadusi Ha XpaHONPOBOA U CTOMAaX

1.3. BAPUIIX HA XPAHOITPOBO/JIA

ITosiBa 1 ecTecTBEeH X0

Bapumure Ha XpaHOIpoBOAa M CTOMaxa ca KJIMHUYHO Hai-3HAUMMUTE  MOPTO-
CUCTEMHM KOJaTepaJld IpU MOpTalHAa XUMNEpTOHMsA. YecToraTra Ha IMOsiBA Ha BAapULM IIPU
uupo3a ce u3uucisaBa Ha 8-10% roaumHo, cpeaHo 12% e roaumHOTO HporpecupaHe B
pasmepute uM. Bwmpekn, ye okono 90% or OomHHMTE C IMpO3a pa3BUBAT BapHIH,
KpBBOM3NMBH ce HabmonaBat npu 25-30%, kato B okono 70% ToBa cTaBa mpe3 IIbPBUTE
JIB€ TOAMHU ciel auarHo3ata. CMBPTHOCTTa Cl€Jl IbPBU €MU30/1 HAa KbPBEHE, HE3aBUCUMO
OT IMAarHOCTUYHUS U TePANeBTUYEH MPOTrpec Mpe3 MOoCIeTHUTE ABe Aekaau, crnaga ot 40% Ha
20% 3a mepBuTe 6 ceaqmuin. Cnen moBTOpeH KpbBou3inuB ek3utupar 50-70% ot GosHute,
60% 1o BTOpaTa roauHa.

[TpoabmxaBaliaTa alkoxojgHa KOHCyMalus € JoKa3aH (akTop 3a MpOTrpecUpaHEeTo Ha

BapuLIUTe U 00paTHO, TpaifHaTa aOCTUHEHLMS MOXeE Ja JIOBEJle 10 HaMallsiBaHe U JIOpH 0
M34Y€3BAHETO HAa MAJIKU BapHIIH.
PuckoBure (akropu, mpenckasBalld M MPOBOKUPAIIM KPBBU3JIOBUTE OT BapullM, HE ce
HaITBJIHO SICHU. [[oKa3aHo e, 4e Mpu HaJu4Ke Ha roJIeMH BapuiM U rpu KpbBouznueu HVPG
e Hag 12 mm Hg wu obparHo, xemoparuu He ce HaOmonaBat npu HVPG < 12 mm Hg.
Pa3mepbT Ha BapuLUTE, OLIEHEH €HJOCKOIICKH, € Oe3CIopeH mpezcKa3Ball pakTop ¢ PUCK OT
KbpBeHe 7% npu Manku Bapuuu 10 60-70% npu ronemu, HarpHaTH cbaose. Hanmumero Ha
YEepBEHHU IE€THA, KAaTO M3pa3 Ha MOBUIIEHO HaJIAraHE Ha BApUKO3HATa CTEHA, C€ YCTAaHOBSBAT B
80%. Crenenra Ha yepHapoOHata yBpena (Child B,C) e ocHoBen mpenckasBamn (akTtop 3a
MosiBAa Ha MACHBEH WbpBU KPBBOU3IUB,  PHUCK OT MOBTOPHO KPbBEHE M HamalieHa
IOBITOTpaiiHa MPEXMUBSIEMOCT CJI€] KPbBOUM3IMBU OT BapUlM. B pamMkuTe Ha €JHOrOJUIIHO
MpociensBaHe CpelHaTa CMbPTHOCT OT KPBHBOM3IMBH OT Bapuuu € 5% MNpu HalMeHTu ¢
Child A nmposa, 25% - npu Child B u 50% npu Child C.

Kuaacupukanus

Haii- yecto u3noi3BaHarta U JIECHO MPUIOKHUMA €  KJacu(UKaluATa Ha BapUIUTE 110
ckayiara Ha Sarin:
I cr. Manku npaBu BapHiM, KOUTO KOJIaOUpaT JIECHO MPHU UHCY(IIallisg Ha Bb3AYX.
I cr. Yronemenu, HarpbHaTH BapulM, KOUTO OOTypupaT Mmo- Majiko oT 1/3 oT mymeHa Ha
XPaHOIIPOBOJIA.
I cr. I'onemu, cuAHO HAarbHAaTH, KOHQIIyHpalld BapuiM, KOMTO HE c€ MOTHCKAT MpHU
uHCy(anus Ha Bb3AYX.
IV cr. 'onemu, cuitHO HarbHATH, HAIIPETHATH BAPULIA C YEPBEHU IIETHA.

EH[{OCKOHCKI/I CKPHMHHHTI 32 HAJTUYHMEC HA BAPDHUIHA U ITPOCTCAABAHETO UM
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1. Bcuuky mamueHTH cliefiBa Ja C€ M3CJeABAT 3a BapWUIM IPH MIHPBOHAYAYATHOTO
MOCTaBsIHE HA IMarHo3aTa upo3a.

2. [Ipu KoMIIeHCUpaHH MALMEHTH Oe3 gapuyu, SHIOCKOMUATA ClIe/iBa 1a C€ MOBTAPs HA
2-3 TOUIITHY MHTEPBAJIM 32 OIICHKA Ha TIOsiBaTa MM.

3. Ilpu xoMIeHCHpaHU MAlUEHTH C MAIKU 6apuyu CHIOCKONMHATA CIIeJBA Jla Ce
MOBTapsI BCSKa rOJMHA 3a OLICHKA HAa MPOTrPECUPAHETO UM.

4. Tlpu mbpBOHAYAIIHO €HIOCKOIICKO YCTAaHOBSIBAHE HA 2cojieMu eapuyu HE ce HajlaraT
MOBTOPHU U3CJICBAHUS.

IIpornocTuyHu pakTOPHU 32 HAJIUYNE HA BAPUIH
-Hsima nmokaszaHu 3aJJ0BOJIMTENTHM HEEHJOCKOINCKM WHJMKATOpU 3a HaJMYuMe Ha Bapuuu. B
MHOXECTBO MOJIEIH C€ OOCHKIAT Pa3jIMYHM HEWHBA3WBHU MPOTHOCTUYHHU (PaKTOpH, KaTo
Hal-4eCTUTE ca: TUIaTHPaHA B. OPTE, CITICHOMET NS, aCIIUT, TPOMOOIIMTOIICHHUS U JIp.
-IToumienusT HVPG e Hall-HaeKIHUAT KPUTEPUHU 3a PA3BUTUE HA BAPUIM [TOHACTOSIIIEM.

I[IporHocTuuHu (paKTOpPH 32 KbPBEHE OT BAPUIIA HA XPAHONPOBOIA
Hsma egnosnauno nokazanu. C mo- rojisiMa HaJeKIHOCT CE TIOJI3BAT:
UYepHoapoOeH rpaueHT Ha mopTaiaHoTo Haisaradne - HVPG > 12mm Hg.
[Nosam pazmep Ha BapuuuUTe.
Hanuyue Ha yepBeHU MeTHA.
Bucoko HanisiraHe BBB BapHUITUTE.
Texect Ha uyepHoapobno 3abomnsBane (Child B/C).
Koncymanus Ha ankoxoir.

ogakrwdE

IIpeBeHnusi Ha 00pa3yBaHeTO/HAPACTBHETO HA BAPUIIUTE HA XPAHONPOBOA
- [opTocucTeMHuTE KOJMIATEpaIM YECTO MPEIISCTBAT MOSIBAaTa HA BAPUIIUTE U TOJIC)KAT HA
J0Ka3BaHE C HCMHBA3UBHU MeTO M (abpoMuHaiHa U Jlotutep exorpadusi).
- Bcuuku manueHTH ¢ mupo3a MoJjieskaT Ha eHAOCKOIICKY CKPUHUT 32 BapUIM NPU MOCTaBSHE
Ha JIMarHo3ara.
- TloBumenust HVPG e mpenckasmam ¢(akTop 3a HamuuMe Ha Bapulld. 3acera He ce
IIPETIOPBYBA PYTUHHOTO MY NPUIIOKEHUE.
- IlpodunaktuaHoTO (PapMaKoOIOTHUHO TpEeTUPaHE HE MpeAoTBparsBa (OPMHUPAHETO Ha
BapuLu
- [IpodunakruyHo nedeHue ¢ - 6IoKkepu HE € WHAUIMPAHO MPean JOKa3BaHETO HA BapHIIH.

H’prI/I‘-lHa l'lpO(l)I/[.]'laKTl/[Ka HAa KPbBOU3/IUBUTE OT BAPUIIH HA XPaHOIIPOBOAA
HpOBC)KI[a CC C Hen na npeamnasv Wink OTJIOXKHW IMbPBUA €IIM301 HAa KBPBCHE, a IMPU MAJIKU
Bapuliy - 1 Jia €€ 3a0aBH HapaCTBAHCTO UM.

Nuanuupanm 60JIHU:

BoytHu ¢ ManKu BapHIy ¢ Y€pBEHU TETHA

BosiHu ¢ Manku Bapuny U ctaauii Ha yepHapoOHata upo3a B u C mo Child.

3. BomHM cbC cpeqHHM W TOJNIEMH BapHIld Ha XPaHOIMPOBOJA, HE3aBUCHMO OT CTAIus Ha
4epHOAPOOHOTO 3a00IIsBaHE.

N =

Dapmaronocuuna npogurakmuxa:
1. Hecenexmuenu fi- 610kepu (Propranolol)- ocHOBHO cpeacTBO Ha H300p.
- Hokaszano HamansBaT HVPG rpanuenra, HamansBaT KpbBOTOKa BBB V. azygos U
MHTPaBapUKO3HOTO HaJsITaHe.
- Jlo3a: 3amouBa ce ¢ 20 mg, 2 IbTH IHEBHO JI0 IOCTUraHe Ha [3- Giokaza.
- Monutopupane Ha (- 6i10kagara- MOBHILIABaHE Ha Jo03aTa A0 AocTurane Ha 25%
HaMaJieHHEe Ha ITyJICOBAaTa YECTOTa B MOKOW, JOCTHraHe Ha IyJIC 55 yi/MUHYTa WM MOsiBa Ha
CTpPaHUYHH €(PEKTH.
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- HamangaBanero na HVPG rpamgmenta <12 mm Hg wiu ¢ 20 % ot u3xomaHute
CTOMHOCTH € €IWHCTBEHHAT CUTYpPEH IMapaMeThp 3a 3allluTa OT BApUKO3HO KBbpPBEHE. 3acera
HE Ce MPENopbYBa PYTUHHOTO MY IIpHAJIaraHe.

- TepamnusTa ce mpoBexaa T0>KHUBOTHO.

2. Hzocopoum mononumpam (1S-5-MN). Ilpunara ce npu IpOTHBOIOKA3aHUS 3a
JIeYeHHE WJIM HEMOHOCHMOCT KbM [3- Ookepu; no3a 20mg, 2 mbTH AHEBHO.

3, KomOuHpaHno JjeuyeHue: [-0j0Kepr M HM30COPOUT MOMOHMTpAT; [-OJIOKEpH H
CIMPOHOJIAKTOH.

Enoockoncku memoou:

1. Enoockonckomo epwv3koeo nucupane (EBJI) ¢ eduxacHa mpodriiakTuka Ha
KPBBOHM3JIMBUTE OT CPEIHU U TOJIEMH e30(harcaiHi BapHIIH.
- MeTonbT € no- edekTuBeH oT B-0JI0KepuTe M0 OTHOIICHUE MPEBEHIUs Ha KbPEHETO, HO HE
o00psBa MPEKUBIEMOCTTA.
- EBJI cnemBa ma ce mpwiara Npy NalMEHTH C YMEPEHH W TOJIEMH Bapulid U
KOHTPAaWHIUKAIIMU WM HETOHOCUMOCT KbM [3-0I0KepH.

2. Enoockoncko ckneposupane - He ce npuiara npoQpuIakTHUHO.

KpbBou3J1MBH 0T BApHIIH HA XPAHONPOBOA

Jlepunuyuu na Knrouosume noHaAmMuUA

Hyneso epeme
[IpeacrasisiBa BpeMeTo Ha MpuUeMaHe Ha OOJHUS B MEAUIIMHCKU LIEHTHP.

Axmusno Kvpeene

3a aKTHMBHOTO KbpPBCHC IO BPEMC Ha CHAOCKOIIHA CC OIPEACIIA HAJIMYUEC HA KPbB,
Hu3Tn4amia OT BapHUKC. HNma MMPOrHOCTHYHA CTOMHOCT IO OTHOIIICHHE HEYCIIEXa 3a KOHTPOJI Ha
KBbPBCHCTO IIPE3 MBPBUTEC HAKOJIKO JHU.

Knunuuno snauumo kvpeene

Heob6xoaumocT ot Tpancdy3ust Ha ABE WIK MOBEYE €IUHULIM KpbB 3a 24h, cuntano ot
HYJIEBOTO BpEME, MapajeIHO CbC CHaJ Ha CHUCTONMYHOTO Haimsarane <l100mm Hg wm
oproctatuyHa npomsiHa >20 mm Hg w/mnu nyncosa yectota >100/min npu npuemaHe B
OOJIHUYHOTO 3aBE/ICHUE.

Hesev3mooicnocm 3a konmpon Ha Kvpeenemo
1. TlepuoabT OT Bpeme, B KOUTO ce AehUHUpa IBPBH €30 Ha OCTPO KbpBeHe ¢ 120h
(5nHm).
2. HeBB3MOXXHOCTTA 32 KOHTPOJI Ha KBPBEHETO OIpeNessi HE0OOX0AUMOCTTa OT CMsHA
Ha TepanusTa. Jlepunupa ce upe3 eJMH OT CICIHUTE KPUTECPUH:
A. Xemaremesa >2h cren 3amo4yBaHeTO Ha CHeUPUIHO (apMaKOIOTHIHO
WIH €HJOCKOINCKO JedeHue. [Ipm MankoTO MalMeHTH C Ha3oracTpajiHa COHAA 3a
HEyCIeX ce ompeaesisi acnupupaneTo Ha mosede oT 100ml cBexa KpbB.
b. 3g cnag B Hb (oxom10 9% B Ht) npu Henpuiarane Ha XeMOTpaHC]y3uu.
B. Mnnexc na HeoOxomumust 00eM xemoTpaHcdy3un 1mo Besiko Bpeme > 0,75.
bpoii xemotpanchyzuu
Nunekc Ha HEOOXOIUMHUS 00EM XEMOTPAHCHYZUU = =--===============mmmmmmmmmmmmoee
(xpaen Ht- nauanen Ht)+0,01

* Ht (Hb) ce nu3mepnar :
-Ha Bceku 6 h npe3 mbpBuTE 2 1HU
-Ha 12h npe3 3-5 nen
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Heesvsmooicnocm 3a  KOHMpPOn _HA _NOBMOPHOMO _KbPEEHE (HEYCREeWHA 8MOPUYHA
npoguraxkmuxa)

JleduHupa ce KaTo emu30] HA KJIMHUYHO 3HAYMMO MOBTOPHO BHPBEHE OT M3TOUHUK
Ha MOpTaJHATa XUIIEPTOHUSL.

Knunuuno snauumo noemopmno kvpeene:
A. Hannmume Ha xemaTtamesa/mesnieHa. lIpm MankoTo mManmueHTH C Ha30racTpajHa COHJA -
acrimparus Ha oBede oT 100ml cBexa KpbB.
b. Nnnexc Ha HeoOxoaumust obem xemorpancdysuu > 0,5.
B. 3g cmax B Hb ipu Henpuiarane Ha XeMoTpaHCY3HUH.

Hnoexc na noemopno kvpeene
Meceuu Ha npocieasBaHe

bpoii peruivBy Ha KpbBOU3IUBU 1

3abenexka: Ilokaszarenure He XCMOJHMHAMHUKaTa IIOHACTOAIICM HCE C€ TIIpueMar 3a
CaMOCTOATCIIHU HAACKIHU KPUTCPUHU 0e3 KIMHUYHU JaHHH 3a KBbPBCHC.

JloKka3BaHETO HA OCTHP KPbBOMU3JIMB OT BAPUIIU

I/I3BT)pHIBa C€ CHIOCKOIICKM C OII€HKa Ha AaKTHBHOCTTA, HM3TOYHHKA H 06eMa Ha
KbpBeHe. [IpM ManmueHTH ¢ KIMHAYHO 3HAYUMO KbpPBEHE CJI€/IBa Jla C€ H3BBPIIH PAHHO
eHoockoncko uszcineosane (10 12h ciaen mpuemanero), BenHara ciej CTaOWIM3UpaHE Ha
XeMouHaMuKaTa. [Ipu JJeKu KpbBOU3IMBHY, O3 MPOMsIHA B XEMOJUHAMHUKATA U HEM3UCKBAIIU
XeMOTpaHCc(y3usi, SHIOCKOIICKOTO U3CIICABAHE MOXKE JIa CE M3BBPIIHU B TUIAHOB MOPSIIBK.

JleueHHne Ha OCTHP KPBBOM3JIMB OT BapHIU
OcTpoTo KbpBEHE OT BapHUIM Ha XpaHOIPOBO/IA MPU OOJIHU € YEPHOAPOOHA IIHpOo3a MOAICHKU
Ha JIeYeHHE CIIOJIpe]l KpUTEpUUTE Ha KOHCEHcyca ,,OcTpu KpbBouzinusu ot ['UT”.

Heﬂma Ha n1euenuemo € BH3CTAHOBABAHC M KOHTPOJ Ha XECMOAWKAHUKATA; JICUCHUC
Ha KPBbBOHU3JINBA, HpO(I)I/IHaKTI/IKa " JICUCHUC Ha YCJIOKHCHUSATA.

1. Konmpon na xemoounamuxama

- IoAIbprkaHe Ha nepudepeH(2) Wi HeHTpaJieH BEHO3EH ITbT.
- Bb3CTAHOBSIBaHE HAa KPBbBHUA 00€M upe3 onTHMajeH ooeM xemoTpaHcdysuu. Llenra e na ce
nocturae Hb oxono 80g/L.
- KOpUTHMpaHe Ha Koaryjomatusita u TpomoOoiuTonenusata — Bur. K, Tpancdysus Ha
TpoMOOIIMTHA Maca.
- uHTyOanus Ha OONHUA ce Tpujiara mpH :

-TexKo HEKOHTPOJIUPYEMO KbpBEHE

-Texka eHuedanonarus

-HeBb3moxHoCT na ce mogabpka 0 catyparus Hag 90%.

-AcnupaloHHa THEBMOHMS

2. Konmpon na kvpeenemo om sapuyu:
papmaxonozuuno nevenue:
IIpu cycnekiuu 3a BApUKO3HO KbPBEHE, Ba30aKTUBHUTE JIEKAPCTBEHHU MIPOAYKTH CE MpHUJIarar
BB3MOHO Hali-paHo - IpeIu AUATHOCTUYHATA €HACKOIHSL.
- Bazoakxmuenume nexapcmeenu npodykmu (terlipressin, somatostatin, octreotide) ce
mpujarat B JO3UTe, yTOYHEHH B KOHCeHcyca ,, OcTpu kpbBouzinusu ot 'UT” 3a cpok ot 2-5
TTHU.
Enoockoncko neuenue
Enpnockonckara Tepanus ce npuiara Ipy BCEKU Cllydail Ha aKTUBHO KbPBEHE C M3TOYHUK OT
BapHLIM Ha XPaHOIIPOBOJIA.
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-[IpennounTan MeTOA € EHOOCKONCKOMO 6pPB3K060 JUZUPAHe; TIPU HEBB3MOXKHOCT 32
HETOBOTO HIBBPIIBAHE € MTOKa3aHO eHOOCKONCKO CK1epo3upane Ha BapuInTe.
-EHmOCKOIICKOTO ~ JIeYeHHe  ce  WM3BBPIIBA Ha (QoHa HaA  HENpEeKbhCHATa
(hapMakoJoTUIHATEPATTHSI.

Heycnex 3a konmpon na Kbpeenemo

[Tpu Heycnex oT koMOMHUpaHaTa (GapMaKOJIOTUYHA U €HJCOKIICKAa TEpamusi ce MpaBH BTOPH
ONUT 3a EHJOCKOIICKM KOHTPOJI ~ Ha KBpPBEHETO WIM C€ IIOCTaBs  TPAHCIOTYyJapeH
HHTpaxenaTajieH nopro-cucreme WeHT (TIPS).

banonna mamnonaoa
[lpunara ce camo npuW MacHMBHO KBbPBEHE KAaTO BPEMEHHAa MspKa 0 OCHTypsiBAaHE Ha
ne(UHUTHBHO JICUCHUE.

3. Ilpogunaxmuka na ycnosxcnenuama:
Aumubuomuuna npoghunaxmuka Ha 6axkmepuarHume UHGeKYUU/CnoHmannus baxmepuaieH
nepumonum(CHII)
- NHrerpanna yacT OT TepanusiTa
- [IpunaraneTo u 3amodBa C MpUEMaHETO Ha OOIHUS.
- IlpoBexna ce ¢ ce OpaJiHM Hepe3opOupyeMH aHTHOMOTHIIM - Neomycin, XWHOJIOHHU-
ciprofloxacin, amoxicillin

Ipoghunaxmuxa na uepnoopoonama enyeparonamus
-M3BBpIIBa ce ¢ KIIACHYECKUTE METOIM- IPUEM Ha JIAKTYJI03a, KITM3MH, Ha30-racTpaliHa COHJIa

IIpoduniiakTka HAa NOBTOPHHUTE KPBbBOM3/IUBH OT BAPULU (BTOPUYHA NPOdHIaKTHKA)
Bpeme na 3anousane na smopuunama npogunaxmuxa

CnenBa na 3aro4He Bb3MOYKHO Hal-paHO - OT 6-Us [IH cjell KIMHUYHO 3HaYUMO KbpPBEHE OT
BAPULIN.

Tayuenmu ¢ yuposa, npu Koumo He e NpUIa2aHa NbPEUYHA NPOPUIAKMUKA

- [Ipo¢unaxruka c B- 610kepure, EBJI unm komOuHamms ot 1Berte.

- OneHkara Ha XeMOJIMHAMUYHHS OTTOBOP KbM TepamnusiTa ¢ [-OJOKepH € MPOrHOCTHYHA TI0
OTHOIIIEHHE Ha PHUCKA OT MOBTOPHO KbpPBEHE.

TIayuenmu ¢ yupoza u xvpeene Ha poHa HA NBPEUYHA NPOPUIAKMUKA C [f- OroKkepu
- Honbauurenno EBJI

Tayuenmu ¢ HenoHOCUMOCM UNU KOHMPAUHOUKAYUY 3a Npuiazane Ha f- bnokepu
IIpunara ce EBJI

Ilayuenmu ¢ Heycnewina (apmaxonocuuna u eHOOCKONCKA NpeGeHyus Hd HNOGMOPHOMO
KbpeeHe

- XUpypruueH IIBHT- 32 MpeANOYUTaHe JUCTAJeH CIUICHO-peHalleH WiIM § mm MopTo-
kaBasieH H-rpadt unu TIPS npu nanuentu ¢ nuposa Child A/B.

- [Ipu mpoTHBONIOKa3aHMA 32 XUPYPrU4HO JeueHue - TIPS

- UepHoapoOHaTa TpaHCIUTaHTaMs € C Jo0pa JIBITOTpaiiHa MPOTHO3a M CleaBa 1a ce
o0cwxkna mpu nampedtu ¢ mupo3a Child B/C.

1.4. BAPUIIA HA CTOMAXA

YecToTa U ecTECTBEH X0/

Bapuumn Ha cromaxa ce pokasear npu okono 30% or ciaydaute € HOpTaJiHA
xunepronus. Cren epamukaius Ha e3zodareanHu Bapuiy, ome 10% pa3BuBaT CTOMAITHU
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BapuiM B cieaBamure aBe roauHU. Okono 10% OT KpbBOUBIMBUTE MPHU MOpPTAJIHA
XUTNEPTOHUSA Ca OT BapHUIM Ha CTOMaxa.

Kaacudukanus (mo Sarin):
1.Cnopen pa3nosyioKeHUETO CH :
a. ['actpoe3odareannu Bapuiy (I'EB)- mpencaTsisBaT npoabkeHne Ha e3odareanHure:
Tun 'EB 1 - pasnonarar ce mo Majgkata KpUBUHA, OOMKHOBEHO Ha MPOJBIDKEHUE OT 2-3CM-
Hal-yecT BapUaHT MPU IUPO3a.
Tun 'EB 2 - pasmnonarar ce 1o rojsimMaTa KpUBHHa C oOXBamaTHe Ha (hyHIyca Ha cTOMaxa.
b. N3onupanu ctomamau Bapunu(MCB):
Tun UCB 1 — n3onupanu rpynu Bapuiy BB (PyHIyca Ha CTOMaxa.
Tun UCB 2- n3oiupany CTOMaNIHU BapUIM B IPYTU OTJEIU HA CTOMAXxa.
2.Cnopen nosiBara:
A. IIbpBHYHH- Pa3BUBAT CE MapayesHo ¢ e30(areaJTHUTe BapHUIIH.
b. Bropu4HH - Bb3HUKBAT CIIE/ €paJiKalys Ha e30(areaTHuTe BapUIIH.

Puckosu pakxmopu 3a xvpeene om eapuyu Ha cmomaxa.
- ®ynnycuu Bapunu tunose ['EB2 u UCB 1

- Hanuune Ha yepBeHU neTHA

- ['oneMu pa3mepu Ha BapuIUTE

- Huposa B cragmii mo Child B/C

IIpodpninakTuka HA KPHBOU3JIUBHUTE OT BAPHIIA HA CTOMAXA
[Tpunarar ce B- 610KepH.

JleyeHne Ha OocTpHUTE KPHLBOM3JIUBHU OT BAPMLM HA CTOMaxa
1. Ilpu manmueHTH ¢ KbpBeHe OT cToMalHu Bapuiu tTunose 'EB 2
u UCB 1:
- Enjiockoricko uHxeKkTHpaHe Ha ThkanHo jernuito —N-butyl-cyanoacrilate
- EHZI0CKOIICKO CKIIEpO3UpaHe Ha BAPULIUTE
- B-610kepu

2. Ilpu mauMeHTH ¢ KbpBeHe oT Bapunu Ha cromaxa Tun 'EB1:
-Ennmockoricko umxkekTupane Ha ThkanHo jenuio —N-butyl-cyanoacrilate
-Enpockorncko Bpb3KOBO TUTHPaHE HA BapHUIIMTE HA XPAHOIIPOBOIA
-B-610kepu

3. Ilpu Heycnex Ha €HJOCKOINCKHTE MeTOAN Ha JiedeHHue ce 00CchxKIa
MIPOBEXKIAHETO HA XUpyprudeH mbHT win TIPS.

1.5. MOPTAJIHA XUIMEPTEH3UBHA I'ACTPOITATUS (IIXT)

Omnpenesienune

[TIXT" ce xapaktepu3upa ¢ AWaTalUs Ha KalmWIIpUTE U BEHYJIMTE Ha CTOMAIIHATa
MYKO03a, 9YeCTO ChYETaHO C BB3MajeHHe Ha JmraBuiarta. CienBa ga ce pasinyaBa OT T.Hap
cTOMalllHa aHTpaiHa chaoBa ektasus (GAVE — gastric antral vascular ectasia), KosTo MOxe
na ce HaOmo1aBa M 0e3 HaJlMyue Ha MopTajHa XUIePTOHHS.

Yecrora u ecrecrBed xoa Ha IIXT
1. HabmromaBa ce mpu okoio 70% oT OoiaHMTE C LUpO3a, [MO- YECTO B CHUCTAHUE C
racTpoe3odareasHu BapuIly.
2. Octpoto xbpBeHe oT IIXI" e psanko - < 3% 3a 3r.; peuuAMBHOTO KbPBEHE CJ€ MbpPBU
enu3on e uecto - 60-75%. Karo npaBuno kpbBomznuBute ot [IXI' ca mo- neku ot
BapUKO3HUTE.
3.XponnuHo kbpBeHe ot [IXI" ce nHabmogasa B 10-15% 3a 3r.
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4.I1XT" Moxe 1a ThpIu JUHAMHKA 110 CTETIEH Ha U3Pa3€HOCT.

Knacupukanus (cnopen koucencyca or BAVENO III)
IIXT:
1. Jleka - nex MO3aiiKOBHJICH aCIEKT Ha JIMTaBHUIIaTa O3 3a4epBsBaHE HA apeoJiara.
2. Texka - MO3alKOBHICH acCIeKT ChC CYNEPHOHUpAINA YEPBEHU II€THA, JNPYT THII
3auepBsBaHUS HA JIMTABUIIMTA WK KbPBEHE.
CromamHa anTpayiHa chaoBa exkrtazusi-GAVE:
ArperaTyl OT YEpPBEHH IE€THA, PA3IIOJIIOKCHH JTMHEAPHO WM TU(Y3HO B aHTPYyMaA.
Jluarsosarta ce J10Ka3Ba OHIIOIICHYHO.

Kbpsene ot IIXI'

Ocmpo kvpeene om IIXT:

EHA0CKONCKY aHHU 3a aKTUBHO KBPBSLIY JIE3UM B CTOMAaxa, JOKa3aHU B YCIIOBUATA
Ha HAITBJIHO U3MUT U J00pE pa3rbHAT CTOMAX.

Xponuuno xkvpeene om INXT:
-HaJIM4Ke Ha €H/ICOKIIOCKH JIE3HH
-HaM4Ke Ha (eKaiiHa KpbBO3aryda
-ciajg Ha Hb>2g 3a 3 mecena

Jleuenue Ha kpbBousauBute oT IIXT

Ocmpo kvpeene om IIXT:
1. BaszoakTuBHU JekapcTBeHu npoayktu (terlipressin, somatostatin, octreotide).
2. Ilpu Heycnex- xupyprudeH meHT win TIPS, U3BbpIIeHN IO CIIEITHOCT.

Xponuuno xkvpeene om INXT:
1. B- 6;okepu, U HyXk/1a KEJIe3HH MPOIYKTH.
2. Ilpu Heycnex-xupyprudeH bHT win TIPS, u3Bbpiienu niaHoBo.

BropuyHa npopuinakTuka Ha KpbBoudausure ot IIXI":
[Tpunarat ce B-610kepu.

Ycaoxxnenus CJICA TEpausl HA MopTajTHATA XUIICPTOHUA
Yenoocnenus cneo ¢apMaKOJZ02ullH0 Jevyerue.

1. YMopsieMocT.

2. AOnoMHUHAIHM KpaMIii - OOJIKa, 3alouBaila cjeql Tepamnus U MpobJhKaBalila
Hajx 4h, cien uM3KIIOUBaHE HAa JPYTW NPUYMHU 3a
abnomunHanHa 6onka(Bki. CBII).

3. Texxka Opaaukapaus - criajiane Ha myJcoBaTa yectoTa noj 5S0/min.

4. ApTepuanHa XUIOTOHMS - CIaJ Ha apTepUaTHOTO HajsiraHe ¢ noseue ot 25% ,
cuTonyHO Hanrane <70mm Hg.

5. I'maBoGonme - mosiBa WM BJIOIIaBaHEe Ha TJaBoOosime 0Oe3 OTroBOp Ha

AHAJIICTUYHH JICKAPCTBCHU IIPOJAYKTH.

Yenoocnenus cneo endockoncko neuenue:

1. sI3Bu Ha XpaHONpOBOJA - TOJeMH, KoH(Iynpamu s3Bu. [losBsaBar ce 2 mnu noseye
CEIMHUIM CJIE]I ITOCIIEIHATA CECHsl Ha €HJJOCKOIICKO JICUEHHUE U ITPOTUYAT ChC CUMIITOMH.

2. KbpBeHe OT BapuIM Ha XPaHOIIPOBOAA

a. AKTHBHO KbPBEHE OT 53BaTa.
b. Koarymym, nmokpusa si3Bara.
C. Jlunica Ha APYrW MOTEHIMAIHU M3TOYHHUIM HA KbpPBEHE

or 'NT.
3. Hucdarus. Ilepcuctupa okoso 1 cenmura ciesl eHIO0CKOICKOTO JICUSHHE.
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4. bonka B rpbAHMS KOII - HEKapauayHa OoJKa, mepcuctupamia moseue oT 48h cuex
MaHHUITyJIaIUsATa U U3UCKBaIa 00e300sBaHe.

5. FEHIOCKONCKH CTPUKTYPH - TIOCTOSIHHO CTECHEHHE Ha XPaHOMPOBOJA,
JMAarHOCTHIIMPAHO CHIOCKOIICKU WM C KOHTPACTHA PEHTTeHOTpadusi, CBbp3aHo ¢ nucdarus 2
WM TIOBEYE CEIMUIIM CIIe]] €HJOCKOIICKOTO JICUCHHE.

Juarnozara, mpoCIIEAsSIBaHETO U NpOoQUIAKTUYHOTO JIEUEHHE HA BapULUTE Ha
XPaHOIIPOBOJA, CTOMAaxa M XWIIEPTEH3WBHA TIacTpONaTHs CE€ W3BbpLIBA OT CHELUAIUCT
racTpOEHTEPOJIOT.

IIspBOHavanHaTa oreHka Ha KpbBou3uB oT [T ce uzpbpuiBa ot siekapure ot bMII
U EKHIIUTE OT CIEIIHUTE TEPANEBTUYHU U XUPYPTUYHU 3BEHA, KAKTO U OT BCEKH ITbPBHU JIEKAp.
JleueHreTO Ha KPBBOM3JIMBUTE C M3TOYHHUK OT MOpPTAJHA XUIIEPTOHHs C€ IIPOBEKIA CE B
XUPYPrUYHH, PEAHUMAIMOHHM (MHTEH3UBHHU) WIM CHELHATU3UPaHU TEpaleBTHYHU 3BEHA
(oTHeneHUs W KIMHUKM 32 CHEIIHA TEpamus) CIOpel TeXecTTa Ha KbPBEHETO M OOIIOTO
CbCTOSIHME Ha DanueHTa. JledyeHHeTo ce BOAM CBBMECTHO OT XHMPYpPr, PEAaHHMATOp H
racTPOEHTEPOJIOT (BlIaJeell] METOAUTE Ha TOPHA €HJOCKOIIHS).

2. ACIHUT, PE®PAKTEPEH ACIUT, CIIOHTAHEH BAKTEPHUAJ/IEH
HEPUTOHUT

2.1. ACIIAT

2.1.1. OBIIA XAPAKTEPUCTHUKA

ACIHTBT € CBBP3aH C BJIOIIABaHE Ha MPOTHO3aTa MPH OOJHHUTE ¢ YePHOAPOOHA IIUPO3a.
ExnoroaumnaTta ¥ neTrofuiliHa IPeXUBIEMOCT CJe]l osBaTa Ha acluT € choTBeTHO 50% u
20%.

Pa3BuTHETO Ha aCUUT € CBBP3aHO C PSA3KO BIIOIIABAaHE Ha KAYECTBOTO HA KUBOT MPH
O0onHMTE € uepHOApoOHa nupo3a. Toll MoXke Ja cTaHe MpUYMHA 3a Pa3BUTHETO Ha
MOTEHIIMATHO CMBPTOHOCHU YCIOKHEHHUS KaTo CIOHTaHEH OaKTepualieH IMEePUTOHUT U
XeNaTopeHaJeH CUHIPOM.

Ilosedenue npu 6onnu c uepnoOpoodHa yupo3a u acyum

1. Bcuuku nmanMeHTH ¢ MbPBA MOSIBA HA aCHUT TPsIOBa Aa 0BbAAT XOCHUTAIM3MPAHU BHB
BHTPEIIHO WM  CHENHAJTU3HPAHO  TaCTPOEHTEPOJOrMYHO  OT/AejleHHe 32
yCTAHOBSIBaHEe MPUYMHATA 32 acCHUTA.

2. HpI/I BCUYKM MAIMMUCHTU C aCOUT € 3aAbJDKUTCIIHO IIPOBCKIAAHCTO Ha JUArHOCTHYHA
napareHresa.

3. Tlpm BcWYKHM ManmueHTH TPsOBa Ja ce 00CHAM BH3MOXKHOCTTA ACHUTHT Jia C€ AB/DKH Ha
Jpyra MpuyYrHa, a He Ha YepHOApOoOHA IUPOo3a.

2.1.2. IMATHO3A
AHaMHe3a U GU3UKATHO U3CJIeBaAHE

JlaGopaTopHu u3cjieBaHUA:
- IIKK ¢ JKK
- 00m1 GenThK, anOymuH, OMnUpyOHH, KpbBHA 3aXap, KPEaTUHUH, ypes,
- CJIEKTPOJIHTH,
- amuHoTpaHcdepaszu, GGTP, AP
- KOaryJaluoHHHU Noka3aTenu —(pubpuHoreH, nporpoMOnHOBO Bpeme, INR
- 24-yacoBa ypHuHa 3a HATpUype3a U OENTHK

M3cnenBaHe HA aCHUTHA TEYHOCT
- OMoXuMHUYHO — 0011 OeNTHK, anoymuH,3axap, JIJIX, xomecrepos, amunasza
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- Opoit IeBKOIIUTH/001I OpOol KJIETKH, OpOil cerMeHTOsIpeH! JieBKouTH -PMN
- ounsetrsaBaHe o Gram

- MHUKpOOHMOJIOTHYHO — aepoOHa 1 aHepoOHa KylTypa, rbou

- ounsersaBane no Zeel-Nielsen

- [UTOJIOTUYIHO

HNHcTpyMeHTAIHU H3C/IeIBAHUS
- Pentrenorpadus Ha 0551 1pob u chpiie
- Exorpadus vHa kopemuu opranu ¢ Jlormiep
- IIpu vHeo6xomumoct-KAT u mp.

2.1.3. JEYEHHUE
2.1.3.1. Jleuenue na neycnoiicnen acyum
Onpenesenune
Acuut 0e3 Oene3u 3a wuHEKUMA Ha aclUTHATa TEYHOCT WM HajlUMyue Ha
XETIATOPEHAJICH CHHJIPOM

e

Mob6unu3upane Ha MHTpaaOJAOMHHAJIHATA TEYHOCT Ype3 IOCTUraHe Ha OTPHULATENIEH
HaTpueB OanaHc.

2.1.3.1.2. Ba3ucHa Tepanusi

1. Tlocrenen pexxuM — Hal-moOBP edekT mpu OONHH ¢ HapylmieHa OBOpevHa (QYHKIUS HIU
JIOUI OTTOBOP HA AUYPETUYHOTO JICUCHHE
2. Hamanenue Ha mpuema Ha roTBapcka coil — 3 r/aHeBHO. be3conHaTa nuera ce crasBa u nmpu
BKJIFOYBAHE Ha IUYPETULIU
3. Hamanenue Ha npuema na teqnoctu — 1000 mu/mHeBHO. [Ipy Hanu4mre Ha XUIOHATPHEMUS
NpUeMbT Ha TEYHOCTH ce orpanndana 10 500 mi/THEBHO

2.1.3.1.3. IluypeTu4Ha Tepanus
[Tpu nunca Ha edekT oT Oa3McHaTa Tepamusl ce BKIIIOYBAT AUYpeTULU. JleueHuero ce
NPOBEXJa CTHIAIOBUAHO — 3all04Ba CE€ C HUCKAa J103a, KOATO MpH JMIca Ha edekr ce
MTOBUILIABA MPE3 HAKOJIKO JTHH, TPU HEOOXOJAUMOCT C€ BKIIIOYBA U BTOPU JIUYPETUK

Mea

Hamanenue Ha TenecHoTo Terso ¢ 1000 r qHEBHO, MpU HaIMuUKe Ha nepudepHu OTOLU
—n10 2000 nHEBHO
1. CnupoHONaKTOH —CPECTBO HAa IbpBU M300p, 103a 50-400 Mr/nHEeBHO
Hayvaino: 50-100 mr/nHeBHO- B €THOKpATEH MpUeM ,CYTPUH

[Tpu nunca Ha edekt no3ara ce yBenuuasa mpe3 3-5 qHM 10 MakcuMaiHa j1o3a 400
MI/IHEBHO

O6uyaiina no3a: 100-150 mr/nHeBHO

2. ®yposzemusa — no3a 20- 160 mr/ qHeBHO. 3aIBJKUTEICH KOHTPOJI HAa HATPHUM U Kauii!
J%08010200€:00070%0% 8
1. Ilpu nunca Ha HaTpUype3a IPU MAKCUMAaJIHA 71032 Ha CHUPOHOJIAKTOHA
2. JleueHneTo MOe J1a 3alI0YHE U ¢ KOMOMHAIMATA CIUPOHOIAKTOH-(QYPO3EeMHU T
OO6wnyaiina 103UpOBKa HA KOMOMHUpPaHATa TEPaIus:
Crupononaktod —100-200 Mr/mHEBHO
®ypozemun — 20 - 40 Mr/mHEBHO
[Ipu nunca Ha edexT mnpe3 4-5 AHM Jo03aTa Ha JAUYPETULUTE C€ MOBHILABA O
MakcumanHo 400 mr/oH 3a CriupononaktoHa u 160 mr/mHeBHO 3a DyposzeMuna.

Ilogeoenue npu 006vp omzoeop Ha mepanuama
Ieun: Jlumnca Ha acUUT WIK MUHUMAJIHO KOJIMYECTBO aCIIUT
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1. HpoabiaxaBa OGazucHaTa Tepanusi — OrpaHHYeHHWE Ha (QuU3MUecKaTa aKTUBHOCT,
PECTPUKIIMS Ha HATPUEBUS ITPHEM

2. IlocremeHHo peaynupaHe Ha [A03UTe HA [UYpeTULIMTe M IpPeMUHABaHEe KbM
MoOHOTepanus cbc CIMPOHOIAKTOH BB Bb3MOKHO Hali-HHCKa /1032

3. IIpu 4HacT OT MalMEHTHTE Ce BBH3CTAHOBSIBA CIIOHTAHHATA HATPUype3a W TE€ MOrar 1a
MIPEMHUHAT KbM JMeTa C HOPMAJIHO ChIIbp>KaHUE HA HATPUM 0€3 AUYypEeTUK

Ilogeoenue npu nunca na omzo60p Ha mepanuama

1. Twopcene Ha pakTOpU, HAMANABAIIY JICHCTBUETO HA TUYPETUIIUTE
- HEaJCKBATHA HATPUEBA PECTPUKLIUA

- moBHIICHA (PU3NYECKAa AKTUBHOCT

- uHEKIn

- npuem Ha HCIIBC

2. OrmpenensHe Ha HaTpUype3aTa B 24-4acoBa ypuHa

3. TepaneBTruHa napaneHTesa ¢ BiuBane Ha 20% XymaHanOyMuH.

4. Undys3un Ha 20% 50-100 ml Humanalbumin npu 601HM ¢ acUMT U HUCHK aTOyMUH.
EdekrbT € BpeMeHeH.

5. Ilpu mnpoTHBOMOKa3aHUA 3a TMapaleHTre3a — Jo0aBsHE Ha TPEeTH JUYPETHUK

XHIPOXIOPTHAZH
Cmpanuunu delicmeus Ha OuypemuyHama mepanus u jleyenue

Konmpon na ouypemuunama mepanus

Enextponuru, kpeatunus, eBeHT. -AKP, ncuxomerpudnu TecToBe

1. Biomasane Ha 6b0peuHaTa QYHKIMS [IOPATU XUIIOBOJIEMUS

[ToBenenue: CninpaHe Ha TUYPETUIIMTE, Bb3CTAHOBSIBAHE HA CHAOBHS 00eM

2. UYepHoapoOHa eHIedamonaTs

IToBenenue:

Jleka: [lponbpmkaBaHe Ha AUYPETHYHOTO JieUeHHE, OOMUaifHa Tepamnus 3a eHuedanonaTusra
(penyuupane Ha OENTHYHUS BHOC, JTAKTYII032)

Uspazena: BpemenHo cnupane Ha amyperunmre, JjedeHue Ha YE, npeorneHka Ha
U3II0JI3BAHETO UM

3. Xwumokamuemus

IToBenenue: KomObunupana tepanust CnupoHos1akToH miiroc dypozemusy

4. XwunepkanueMmus

IToBenenue: JloNbIHUTEIHO BKIIOUBAHE HA OPUMKOB TUYPETUK

5. XunoHaTpueMus

IToBenenue:

Jlexa ( >125 mmol/l): ymepeHo HamalieHHe Ha MprUeMa Ha TEYHOCTU - MOJ 1J1 THEBHO

Texka (Hatpuit moxg 120-125 mmol/l) — cniupane Ha amypermyHara Tepamus, MpHEM Ha
TeyHocTu 1o 500 M1 THEBHO, XyMaHaJIOyMUH

6. MyckyJnHU KpaMIu

[Ipu cuiiHa KM3pa3eHOCT — HaMaJleHHe WM CIIMpaHe Ha JAUYypeTUYHATa Tepamnus, €BEHTYaJIHO
€XeCceJIMUYHO BJIMBAHE HA XyMaHAJIOyMUH.

7. T'mrexomacTus (CTUPOHOIAKTOH)

+
[ToBenenue: onut 3a HaMajJeHUe Ha J03ata, Apyru K chbxpaHsABalll JuypeTHIH

2.2. PE®PAKTEPEH ACHUT

2.2.1. OBIIA XAPAKTEPUCTHUKA
Onpenenenne: Karo pedpakrepeH ce o3HayaBa acClUTHT, KOWTO HE CE MOBJUSBA WIH
HE MOXe Ja Obae e(eKTUBHO KOHTPOJHMPAH OT WM PELUUAMBUPA CKOPO CIle] WHTCH3MBHA
JIEKapCTBEHa Teparnusl.
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Bunose:

Pe3ucTenteH Ha qUypeTUIM aCUUT —aclUT, KOMTO HE ce BJIMSAE OT HATPUEBA PECTPUKIIMS U
MHTEH3UBHA JUYPETUYHA Tepaus

TpynHo nopjasain ce Ha JeUEHHUE C TUYPETULU aCLUT — aCLUT, IIPU JICYEHUETO HA KOHTO
HE Morar Aa ObJaT HM3MOJI3BaHM €()EeKTHBHU AWYPETHYHH [O3HM TOpPaId pa3BUTHE HA
KOMIUIMKAILMK Ha IUYPETUYHOTO JIeUCHHE.

PenmauBupaln acuut — aciuT, KOMTO Ce MO/J1aBa Ha JEUYEHUE, HO peuuauBupa 2-3 1bT B
pamkure Ha 12 Mecena.

Yecmoma u npocnosa

Pedppakrepuuar acuut ce cpema ensa npu 5 —10% or mmporunmre. ChCTOSHHETO ce
HaOmMoaBa TpPH TMAIMEHTH C HUCBK YepHOAPOOEH (YHKIMOHAJIEH pe3epB, BHCOK
YEepHOAPOOEH BEHO3EH IIPECOPEH I'PaJMeHT M XemaTropeHaneH cuHapoM tun 2. IIporHosata
IIPY Ta3u KaTeropys ManueHTH € U3KIIYUTENHO Jola —pexussemoctra € 50% 3a 6 mecena.

2.2.2. TMATHO3A
ﬂuazuocmulmu Kpumepuu

1. Heo0xoanMa mnpoabL/JKUTETHOCT HA AWYpPeTHYHATA Tepanusi 3a
onpeje/isiHe Ha acHUTAa KaTo pedpakTepeH -  HHTCH3MBHA
IMypEeTUYHA TepaIus B MPOIbJDKEHHE TIOHe Ha | cenmuna.

2. Jlunca Ha oTroBOp: HamMalIsIBaHE HA TeJIecHOTO Tero ¢ moxa 2001/ nen

npe3 nocieqHuTe 4 JHUM Ha MHTE3MBHAa JUYypeTWYHa Tepanus /
CrupononaktoH-400mr/naeBno, ®Pypozemua- 160 wmr/aHeBHO/ U
HaTpuypesa noa 50 mEq/nen
HamansiBane Ha npueMa Ha HaTpumii 10 50 mEq/nHeBHO
4. Panen penuauB Ha acuuTra - pa3sBUTHE HA YMEPEH 10 MAacHUBEH U
HaIperHaT acUUT B paMKHUTE Ha 4 ceAMHLM CJel IbPBOHAYAIHOTO
MOBNIUsIBaHE. / MOBTOPHOTO ChOMpaHEe Ha acUUT B paMKUTe Ha 2-3
JHU CJIel TapameHre3a ce JIbDKM Ha IPEMECTBAaHE Ha
MHTEPCTULIMAIHA TEYHOCT B IEPUTOHEATHATA KYXHMHA/.
S, CTpaHnyHM JeiicTBMSA HAa JMYpPeTHYHATA Tepamusi — YepHOJIpoOHa
eHuedanonaTus, 6bOpeyHa HEAOCTATHYHOCT, XMUITOHATPUEMHUS, XUIIO-
U XUIEPKATUEMUSL.

.

2.2.3. JEYEHHUE

1. TloBeueTo mManMEeHTH C pepaKkTEpPeH acUUT HE OTroBapsT Ha JUypeTHYHATa Tepanus —
OUypeTHYHaTa Tepanus Moxe Ja ObJe NpoAb/DKeHa Npu HajduyHa Hatpuypesa (>30
mEq/d). [Ipu ocrananuTe nanueHTy AnypeTHLnTe TpsiOBa Aa ObJaT CpeHH.

2. CraHmapTHa Tepamusi — MAacHBHU TMapaleHTe3W C €THOBPEMEHHO TMPHIOKEHHE Ha
MHTPaBEHO3EH aI0YMUH

IloBenenue:

1. Ilapanenresa c oTcTpaHsBaHE Ha 5-8 J1 acCUTHA TEYHOCT Ha JIeH

2. BnuBane Ha 20% XyMmaHanOyMHH clie]l IPUKIIIOYBAHE Ha MapalleHTe3aTa B J103a 6- 8 T Ha
BCEKH JINTHP aCIUT

3. BxmrouBane Ha Oe3conHa AueTa M JTUYpPETHYHA TEpanus B ONTHMAJHA JI03a CKOPO ClieA

NpOBEXJaHEe Ha MaHUNyJIanusaTa. AKO Tpeau mapaineHTe3aTa OONMHHUAT € Owl Ha
JTUMYypeTUYHA Tepanus, AMyPETHIIUTE ce BKIIOYBAT B IO-BUCOKA J1034.

IIpeana3nu mepku:

1.

Jlunceat cnenuduIHU TPOTUBOTIOKA3aHUS 32 MMPOBEKIaHe Ha maparieHTe3a. [lpu B3umane
Ha peIleHHEe 3a TapaleHTe3a TpsOBa Ja ce NPEleHH PUCKBT OT XHUIOBOJEMHS MPH
HECTaOWJIHM TAIMEHTH /TeXKa eHledamonaTus, mporpecupamo 0bOpedHo yBpEeKIaHe,
CTOMAIIIHO-YpeBeH KpbBou3nup/. [Ipu HapylieHuss B KpbBOCBCHUPBAHETO TpsOBa 1a ce
NpEleHH PUCKBT OT HHTPANIEPUTOHEATHO KbPBEHE MITH MAapUETAICH XEMAaTOM.
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2. OrtcTpaHsBaHETO HA TOJISIMO KOJMYECTBO aclUT 0e3 BIIMBaHE Ha XyMaHAJIOYMUH BOJU JI0
pa3BUTHE Ha OCTpa IUPKYyJaTOpHA MUC(YHKIMS W HE TpsiOBa na Obae MpeAnpHUeMaHo.
Crnen mpoBeXJaHETO Ha IapaleHTe3aTa € HeOOXOIUM CTPUKTEH KOHTPOJ Ha KPBHBHOTO
HaJsTaHe, MyJcoBaTa YeCTOTa, CJICKTPOIUTUTE U ObOpeuHaTa yHKIHs.

3. Ilapauente3ute TpsiOBa Aa ObJAT U3BBPIIBAHM IPHU CIIA3BaHE HA MpaBHIIATA 32 ACENTHKA
U aHTHCEITUKA 33 U30ArBaHE HAa PUCKA OT HH(EKIIHS.

N.B. Ilpu HE0OXOAMMOCT OT YeCTH MAaCHUBHH MapaleHTE3H MPU MOIAXOIAIIN HAIUEHTH MOXKE

Jia ce 00ChIM HaJlaraHeTO Ha MEPUTOHEO -BEHO3EH IIBHT.

2.3. CIIOHTAHEH BAKTEPHUAJIEH IEPUTOHUT

2.3.1. OBIIA XAPAKTEPUCTHUKA

Cnonrannusar OaktepuaneH nepuToHUT /CBIl/ e wHbeknus Ha mNepUTOHEaHATa
KyXHHA /Ha acuuTa/ ipu OOJTHU C IIUPO3a U aCIUT MPH JIUIICA HA SBEH W3TOYHUK HA MHQPEKIUS
Karo abmomuHanieH abcuec wiu 4peBHa nepdopanus. Pazsua ce npu 10 mo 30 % or
MaIMEeHTUTE ¢ YepHOApOoOHa IIMPO3a U acMT. Bbrpekn nogobpeHara JUarHoCTHKA U JICUCHHE
cmbpTHOCTTa nipu CBIT B mocnennure 10 rogunu e tpaitHo okoio 30%-50% npu Bceku
enmuzon u 69% peuuauB a0 mepBara roauHa. [IporHosara 3aBHCH OT TEXeCTTa Ha
uHeKIMATa, CTEeHTa Ha YepHOoApoOHaTa U OBOpeyHa HEJOCTATHUHOCT W HAIMYHETO WU
oTcheTBUE HAa KbpBaHe oT [UT.

2.3.2. JUATHO3A

1. CBII tpsbBa na Obae MOAO3UpPAH MPHU BCEKHM OOJIGH ¢ LHMPO3a, MPH KOHUTO € HaJMIIC
TeMmreparypa, KopemMHa OOJIKa M JIEBKOIIMTO3a WM C€ HAOJIOJaBa BHE3AIMHO BJIOIIABAHE Ha
CBCTOSIHUETO C pa3BUTHE Ha OBOpPEYHA HEIOCTATHYHOCT, YEPHOAPOOHa eHIedamonaTus,
CTOMAIITHO-YPEBEH KPHBOUBIIUB.
2. Jluncata Ha THmMyHa KiIuHWYHA kaptuHa npu CBIl Hamara wu3BBpIIBaHETO Ha
JTUArHOCTUYHA TIapalleHTe3a MPU BCEKU XOCTHUTAIM3UPAH MAIMEHT C YePHOAPOOHA ITUpO3a U
aCIIMT, HE3aBUCHUMO OT JIMIICAaTa Ha CUMITOMHU, CbMHUTEIHH 32 CBIL.
3. Comuenne 3a CBIl Hamara xocmwrTamu3anusi B CHEIUAIA3UPAHO TaCTPOCHTEPOIOTHIHO

OT/CIICHUE.
4. ]JIMarHOCTUYIHH KPUTCPHH:

- JleBkoumTu > 500/ml aciiuTHa TEYHOCT

- PMN > 250/ ml aciiuTHa T€YHOCT

- OuBetsiBaHe 1o ['pamM OT acluMTHA T€YHOCT— MOJOKUTEIHO 32 HATMYUETO Ha OaKTEepHH

- TlonoxwuTenHa KylTypa OT acIUTHA TEYHOCT MPEMOPBHUUTEITHO € AUPEKTHA MOCSIBKA Ha

acIUTa B cpejia 10 JIeTJIIOTO Ha OOTHHSL.

- Cumnromu, ceMuHTEIHU 3a CBII M HHCKO KOIHMYECTBO OCATHK B aCIUTHATA TEUHOCT

(<10g/1)

2.3.3. JEYEHHUE
[lpy Hanmuywe Ha TOPHUTE KpHUTEpPHHM HE3a0aBHO C€ 3alovyHa eMIHMpHUYHA

napeHTepalHa aHTUOMOTHYHA Tepamnus C €IUH OT CJEeIHUTE aHTHOMOTHUIM, 3a KOUTO 4pe3

PaHIOMU3HPAaHN KIMHUIHH POYYBaHMSA € JoKka3zaHa HajJ 80% e(peKTUBHOCT.

1. Tpera renepanus nedanocnopunn, Hanpumep Lledhorakcum -2 g/12h i.v. (4-8 g/24 h)

2. Awmoxcunmnn/KinaBynanosa kucenuna —19/0,2 g 8h i.v.

3. T'mpazam wuHXxuOuropm — Hanp. Odnokcama 2x 100-200 mg/24h iv. wm
Hunpodnokcamus 2 x 200 mg/24 h 1.v

4. Tlpu nmauuenTH c T.H. Hekommuuimpan CBII / HopmaneH cepyMeH KpeaTHHUH U JIUIca Ha
BCEKH OT CIIEIHUTE KpUTepuul/ cTOMalIHO-UYpeBeH KpbBOU3IMB, 2/ eHuedanonatus —II-
IV craaumii, 3/ uneyc 4/ cenTuueH MIOK/ MOXe Ja C€ 3alO4YHE IUPEKTHO IMEpopaHa
tepanus — Hanp. Odnokcanun, Hunpodnokcaruy, 2. Amokcununna/Knapyinanosa
KHUCEJIHHA .

KoHTpon Ha eeKTUBHOCTTA Ha Teparus
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[ToBTOpHA AMArHOCTHYHA MapaneHTe3a Cles ABa IeHa aHTHOMOTHYHO JICYCHHUE -

Edekr — namanenue Ha 6post Ha PMN <50% ot u3xoaHaTa cToifHOCT

Jlurica Ha edexT — HamaseHue Ha Opost Ha PMN <25 % ot u3xonuure

IToBenenue mpu nurca Ha e(eKT: MpeoleHKa Ha B3MOXHOCTTA 3a BTOPUYEH NMEPUTOHHUT U
MoIU(HUKAIHA HA TepaIusiTa.

IpoabaxuTenaHoct Ha TepanuaTa — 8-10 qHH

Kpurepun 3a nomra nporuosa npu CBII: mporpecuBHO BiomaBane Ha Ob0pedHaTa QyHKIUS —
cmbpTHOCT 100%

Ilpogpunaxmuka na cnonmannus 6aKmepuaies nepumoHum

OCHOBHMAT ITaTOr€HETHYEH MOMEHT 3a Bb3HHMKBaHeTo Ha CBII e TPpaHCJIOKaluATa Ha
YPEBHH MHUKPOOPTraHW3MH B ME3CHTCPHATIHUTE JMMGHHU BB3JIH M CHUCTEMHATa LUPKYJIALMSL.
Haii-yuecro unpexmmara ce npuumHsiBa or Gram-oTpHIATENIHM Oamwin.3a ThPBUYHA U
BTopuuHa npodunaktuka Ha CBII ce mpoBexa ceneKTHBHA HHTECTUHAIHA JICKOHTaMHHALIUSI
C TEepOpaJIHU HEpe30pOMpyeMH WM JIOUIO pe30pOoupyeMH aHTHUOMOTHIM, 4Ype3 KOUTO ce
enmuMUHUpAT ['paM oTpunatenHuTe GakTepuu B YpeBHATa (Iopa M CE 3ama3BaT OCTAHAJHTE
acpoOHM U aHACPOOHM OAKTEPHH.

Hnouxayuu 3a npogescoane na npoguraxmuxa Ha CBI1

1. TMauwmentn, npexusenu CBII — npodunaktuynoTo neyeHue e HenpekbcHato. [IpoBexaa
ce ¢ nepopaineH XxuHooH- Hopdnokcanun 400 mr/nen uwimu Hunpodutokcanua 2x500 mr
CEIMUYHO.

2. TlammeHTH ¢ OCTBP CTOMAIITHO- YPEBEH KPHBOU3IMB — IMPOBEXKIA CE 3aTbJDKUTEIIHA 7
JTHEBHA NPOQIIAKTUKA - TBPBOHAYAIHO C IMAPCHTEPAJICH aHTUOMOTHK , B TIOCJICICTBHE C
nepopaeH.

3. TlammeHTH ¢ 1Upo3a U HUCKO HUBO Ha OenrTbka B acuutHata TeyHocT ( < 10g/l) — 3a
MOMCHTA JIMIICBA KOHCEHCYC 3a HEOOXOJUMOCTTa W  MNPOIBJDKUTEIHOCTTa HA
npodunakTuyHo neueHue. [IpenoppuBame mpoduaakTUKa ¢ JIaKTyn03a.

3. XEHATOPEHAJIEH CUHIPOM

3.1. OBIIIA XAPAKTEPUCTHUKA

Xenatopenanuusat cuaapoM (XPC) ce cpemia B 18 % oT GomHUTE C eKOMIIEHCHpaHa
yepHoApoOHa 1upo3a u acuut . XPC ce AbkM Ha €KCTpeMHa Ba30KOHCTPHKIMS, BOJEIIA 10
HaMaJsiBaHE Ha TJOMepyiHaTta (QuITpauus TNpH CbXpaHeHa (GYHKIUS Ha TyOynuTe U
HopMasiHa Mopdoiorust Ha Ob0OperuTe. I — Bu Tunm XPC mpotrya ¢ Obp30 mporpecupaiia
¢dbyHKIIMOHaTHa OBbOpeuHa HeocTaThbuHOCT /, II-pu TUN - ¢ MO-TPOABIKUTEITHO. BIOIIABAHE
Ha ObOpeuyHaTa QyHKIIUA.

Bonnume ¢ xenamopenanen cuHOpom noonexcam Ha XOCHUMATU3AYUSA 6 CHeyuanu3upaHo
2acmpoenmepoIocUUHO OMOeNeHUE/KIUHUKA C 86b3MOACHOC 3a NPOCNedsA8ane Ha CleOHume
nokazamenu:

- Yacosa 1 JeHOHOII[HA ANYypE3a

- Harpwit u Kanmii B 24- yacoBa ypuHa

- HM3cnensane Ha ocMoJlaIMTETa HA YPUHATA U Ha IJ1a3MaTa € MPEenopbUNUTEIHO.

- OTHOCHUTEIHO TEerJIo Ha ypuHaTa

- KomuuectBo Oentbk B 24- yacoBa ypuHa

- HcnenBane Ha anOyMHH U Ha CEAMMEHT B OaHaJIHA MOPLMS YpUHA

- TenecHo Terno

- XeMmoauHaMHMKa- IyJIC U KPbBHO HaJsIraHe

- LlenTpanHO BEHO3HO HAJISTAHE

- Enekrtponutu- Bcexu naeH

- ¥Ypes ¥ KpeaTUHUH

- AMOHSK B cepyMa — 110 Bb3MOKHOCT
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- AKP
- KpeaTnuHnHOB KJIUpPBHHC
- AbGnommHanHa exorpadus

3.2.IUATHO3A
JIMarHOCTHYHH KPUTEPUH HA XeNATOPEHAJIHHUS CHHAPOM
( International Ascites Club’s Diagnostic Criteria)

3.2.1.ToneMu KpUTEPUH :
-  XpPOHHYHO WIM OCTPO HEPHOAPOOHO 3aboNsBaHE C HampeIHaJa YepHOIPOOHA
HEIOCTaThYHOCT W MOPTATHA XUIIEPTOHHS
- HHCKa TJIOMepyiHa QuiaTpamus - cepyMeH kpeatuHuH > 133 pmol/l uwmm 24 — yacos
KPEaTMHUHOB KJIHPBHHC <40 ml/min.
- HsAMAa JJaHHU 3a IIOK, ChII'BTCTBAIIA OaKTeprUaTHa HHPEKIUS U TeKYIIO WIH MPEALIeCTBAIIO0
JedeHne ¢ He(POTOKCHYHHM JICKAPCTBEHU MPOAYKTH. He ce ycTaHOBsSIBaT JaHHM 3a 3ary0a Ha
TEYHOCTH Ipe3 TaCTPOMHTECTHHAIHUS TPAKT ( MOBpbBINaHe Wiu auapus). He ce ycranossiBa
eKCTpeMHa 3aryb0a Ha TEYHOCTH OT OwnOpernute (cmamaHe Ha Teryioto ¢ moede ot 0.5 kg
JTHEBHO Tpu OoJHM ¢ acuuT Oe3 mepudepnu oromn wid Ha 1.0 kg nHEBHO Tpu GonHH C
nepuepHU OTOIIH.
- Hsawma Tpaitno nogoOpenue Ha O0b0peuHara ¢yHkums (cepymeH kpearnHuH <133 pmol/l ,
KpEaTUHUHOB KiIupbHC Hajg 40 ml/min ) cien cnupaHe Ha AMypETHYHATA TEPANUsl WIA
MOBUINIABAHE HA TUTa3MEeHHs 00eM cien BiuBaHe Ha 1.5 1 Serum physiologicum.
- IIporeunypus < 500 mg/dl npu nunca Ha exorpadcku JaHHHU 32 OOCTPYKTHUBHA YPOIATHS
WM TApEHXUMHO OBOpEeYHO 3a00JIsBaHE.

3.2.2.100bJIHUTETHA KPUTEPHH
- Kosim4yecTBO Ha ypuHaTa noja 500 ml 3a 24 gaca
- HaTtpuii B ypuHata noj 10 mEq/1
- OCMOJIAJIUTET Ha YpHUHATa M0- BUCOK OT MJIa3MEHUs OCMOJIATIUTET
- KpbBHHU KJeTku B ypuHata <50 (per high power field).
- cepyMeH Hatpuii < 130 mEq/l.

3.3. JEHEHHUE
3.3.1. lloBenenne npu 601U ¢ XPC

. IIpocnensaBar ce KpbBHO HAJISITAHE U I1yJIC C MOHUTOP
. OrpanunuaBa ce npuema Ha con noj 4.0 3a 24 yaca
OrpanunyaBa ce mpreMa Ha TEYHOCTH 110 | uThp 3a 24 qaca.
W3BbpuiBa ce kopekuus Ha kanuemusaTa u Ha AKP.
. Criupart ce HePOTOKCUYHU JIEKAPCTBEHU MPoXyKTH, BKI. ['entamuuun u HCTIBC.
. IIpn xunepkanuemus ce cnupa ynorpedara Ha KaJauii-CbXpaHsBally IUYPETULIH.
. Criupat ce OpUMKOBHTE AUYPETHIIM TIPH JIUTICA HA €PEKT OT MaKCUMaJlHa JI03UPOBKa.
. [Ipn HamperHart acuuT ce MpaBsAT MapalleHTEe3u, He MoBeYe OT 3 JUTpa 3a HaMajsBaHE Ha
MHTPaabJOMUHAIHOTO HaJsITaHe.
9. IlapanenTe3nre 3aab/DKUTEIHO ce kKoMmOmHmMpar ¢ Human albumin — 8 g wua ecexu
€8aKyUpaH Iumvp acyum.
10. Xemonuanusza ce mpuiara caMo Hpu OOJHU C ypeMHs WIM NP 3aIulalliBalld >KMBOTA
KPUTHYHU CHCTOSHUS , KATO OCTHP 0e10JpOOEH OTOK.

0NN A WN R

3.3.2.®apmMaKo/JIOrH4HA TepPanus
Terlipressin- 6omyc 0.5 mr 3a 4 yaca. AKO HIMa TEHCHIINSA 3a CIIaJjaHe Ha CEPYMHHS
KpEaTUHMH J103aTa Ce MOBUIIaBa CTHIAJIOBUIHO BCEKHU 3 THU CHOTBETHO 70 1 Mr 3a 4 yaca u 2
Mr 3a 4 yaca. YcrnopeaHo ¢ HHPy3uUTe Ha Tepaunpecud ce npuiara Humanalbumin B mosza
1 rpam/kr nipe3 I-us nen, cnen xoero no 20-40 rpama JTHEBHO.
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WNndyszuara ¢ xymaHanOyMHH ce MpeKpaTsBa MpU HapacTBaHE Ha LEHTPATHOTO BEHO3HO
Hajsrane Han 18 cm H20. Tepnaunpecud u XyMaHanOyMHH ce€ mpujaraT 10 H3JIM3aHE OT
XPC , 3a KOeTO CBUIETENCTBA CNAJAaHETO Ha CEPYMHUS KpeaTMHMH nox 133 Mukpomona Ha
JIUTBP WM MaKCUMyM 3a 15 nHu.

[Tpu 6omuau ¢ I-Bu Tum XPC Moxe na ce onmura KOMOWHUPAHO MPHUIIOKEHUE Ha
octreotid + midodrin.

OKkmpeomuo ce npuiara NoJKOXHO B HadaiHa go3a oT 100 Mukporpama Tpu mbTu
JTHEBHO, CJIe]l KOETO J03aTa Moe Aa ce nosuiu A0 200 MuUKporpama Tpu IbTU JHEBHO.

Muoodpunvm ce nipuiiara npe3 ycraTta B TpU JHEBHHM IIpUeMa OT 7.5 Mr, KaTo 103aTa
MO’K€ Ja C€ MOBUIIM J0 TpU IMbTU AHEBHO 1o 12.5 mr. Tasu Tepanus moxe 1a KoMOUHUpa C
npmiarane Ha 20- 40 rpama XymananOymuH qHEBHO. Llenta Ha jgedeHUETO € Ja ce TIOBUIIN
CPEIHOTO apTepHaHO HausraHe Haili- Manko ¢ 15 mm Hg u na ce Hamanu miasMeHata
PEHUHOBA aKTUBHOCT ¢ noBede oT 50 % Ha 3-us JeH OT JICYEHUETO.

4. YEPHOJAPOBHA (ITOPTAJIHA) EHHE®AJIOITATHUA

4.1. OBIIA XAPAKTEPUCTUKA
Onpeoenenue
UYepHonpoOHaTa eHIedaiionatusi € HapyleHue BB (PYHKIMATA HA [IEHTpaJIHATA HEPBHA
crcTeMa B Pe3yiITaT OT OCTpa WM XPOHHYHA YEPHOAPOOHA HEOCTATHYHOCT. XapaKTepu3nupa
CE C IIMPOK CHEKThP OT HEBPOICHXHATPUYHHU MPOSIBH — OT JICKH MIPOMEHHU B CH3HAHUETO JI0
IBbI00KA KOMa, KOUTO Ca MOTCHIMAIIHO 00paTuMH.
Knacugukayusn
1. Octpa yepHOApPOOHa eHIeaTonaTHsI — OCTPO CHCTOSHUE Ha OOBPKAHOCT, KOETO MOXKE J1a
nporpecupa 10 koma. HabimoaaBa ce npu O0JIHU € OCTpa YepHOAPOOHA HEAOCTATHYHOCT U
O0oiHM ¢ 4yepHOApPOOHA mmpo3a. [Ipu mamueHTHTE C YepHOApPOOHA IMPO3a MOsBaTa Ha
OCTpa 4YepHOApOOHa eHiedanomaTiss Hai-4ecTo € CBbp3aHa C HAJIMYMETO Ha
MPEeLUIUTUPALU HAKTOPH.
2. PexypeHTHa eHIedanonaTus — pelyIMBUPAIIH SNH3041 Ha YepHOIpOOHa eHIedaronaTus
npu OOJHHM ¢ IUpo3a 0e3 HaTM4YKe Ha MPEIUIUTHPANN (PaKTOPH C IIBJIHO Bh3CTAaHOBSBAHE
Ha HEBPOIICUXUATPUIHUTE HAPYIIICHUSI.

3. Tlepcuctupama eHnedanonaTuss — HAJIWYAEC HA IOCTOSHHA HEBPOTICUXHUATPHYHU
AeGUUUTH TpH OOJHU € YEPHOAPOOHA LMPO3a
4., CyOkiMHMYHA WIM  MUHUMajgHa  eHledamonmaTuss —  JIMIICAa HAa  W3SIBEHU

HEBPOINCUXMATPUYHN aHOMAJIMU IpH OOJIHU ¢ uYepHOJpoOHa mmposa. Hammue ca nexu
KOTHUTHBHHU Pa3CcTPONCTBA MPU ICUXOMETPUYHO U HEBPO(DU3HOIOTUYHO U3CIIE/IBAHE.

Cragmu Ha depHoapoOHaTa eHuedanonatusi — kpurepun Ha West —Haven 3a
NPOMEHHU B Cb3HAHUETO NIPH YePHOAPOOHA eHLedaIonaTUA
Craguit 0 -nurcBaT JTUYHOCTOBU U MOBEACHUYECKU MPOMEHH, HsIMa HEBPOJIOTHMYHU MPOMEHHU.
Hanuue ca camo 1€KOCTENIEHHU OTKJIOHEHHSI B ICHXOMETPUYHUTE TECTOBE
Cramuit 1 — npomeHu B mamMerTa, jJeka OOBPKAHOCT, BB30YyAMMOCT, pa3Apa3HUTEIHOCT,
HapymieHa KoHueHTpauus.Hapymenus nHa cbHsa. Eydopus mnmm nenpecus. Moxe na uma
Tpemop
Craguit 2 — Jleraprus win anatus. [lezopuentupanoct. HeanexkBaTHo moBeneHue.3aBajieH
roBop. M3siBeHN acTepUKUCUC U aTaKCUs
Craguit 3 — COMHOJIEHTHOCT [0 CTYIIOp, JE€30pUEHTalMsl, NpOMSHA B IOBEACHHUETO,
arpecUBHOCT, aCTEPUKCUC, XUIIEPAKTUBHU pediieKcH, noioxuTeneH peduaexc Ha babuHcku
Cranuii 4 — Koma, 3aemaHe Ha jeriepeOpalioHHa 1mnosa

Tlosedenue npu nayuenmu ¢ KIUHUYHO U3SIBEHA YePHOOPOOHA yuposa /cmaoutl 1 0o 4/:
Bcndky manmeHTH ¢ TPOMEHW B CHCTOSHHUETO HAa CH3HAHWETO W KIMHWYHH JaHHUA 32
4epHOApOOHO 3acsraHe TpsiOBa Ja ObJAT XOCHUTAIM3UPAHH B  CIHEHUATU3UPAHU
racTPOSHTEPOJIOTHYHH OTACICHHUS/KIMHUKA Ha OOJHHUIM C HAJIWYHA OT/ACJICHUS 3a
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MHTEH3UBHA Tepanus, ¢ Bb3MOKHOCT 32 KOHCYNTAIMA M TEPAIUsl OT Pa3INuHH MEAUIMHCKU

CTIEIMATINCTH / HEBPOJIO3H, INCUXUATPH, aHECTE3HOJIO3HU-PEaHHMMATOpH, XUPYp3u U 1p./ n

U3BBPIIBAaHE HA pPa3HOOOPa3HU CIEIHAIU3UPaHU JabopaTopHH W HHCTPYMEHTAIHU

M3CJICABAHUS
[ToBenenuero npu O60NHU ¢ YepHOApPOOHATa eHIedanonaTus TpsAOBa 1a ce€ PbKOBOIU OT

CJICTHUTE TPUHLIUIH

1. JlmarHozata uepHOApOOHa eHue(alonaTHs Ce IMOCTaBs CIle] W3KIIOYBAaHE Ha BCHYKH
BB3MOKHU HM3BBHYEPHOIPOOHN TPUYMHM 3a TNPOMEHH B CB3HAHMETO M IIOsIBA Ha
HEBPOJIOTMYHU OTKJIOHCHHUSI.

2. JlmarHo3aTa ce mocTaBsi Bb3 OCHOBAa Ha aHAMHECTHYHHTE, (PM3MKAIHU U J1a0OPaTOPHU
JaHHK 3a YepHOJPOOHO 3aloJsBaHE M JIMIICaTa HA JAaHHM 3a JIpyra €THOJOTUS Ha
nepeOpaaHuTe MPOMEHH. 3aJbDKUTEIHO € ONPEACIIHETO Ha CTENEeHTa Ha 3acAraHe Ha
yepHoApoOHaTa (PYyHKIHS.

3. OcHoBara Ha TepanuATa € aKTUBHOTO THPCEHE M JICYCHHE HA BCUYKU NPEUUIHUTHPAIIN
(baxTopu, KOUTO MOTAT Ja JOBEJAT 0 Pa3BUTUETO HA YePHOPOOHA eHIIe(haIONaTHS.

4. Tlpm BcWYKM cTaiuu Ha 4depHOApoOHaTa eHuedanonaTus € HEOoOXOAUMO AaKTHBHO
HAOJIIO/ICHUE HA TMALUCHTUTE ChC CTPUKTHO CIICJCHE HA CHCTOSHUETO HA Ch3HAHMETO, C
OCUTypsIBAHE Ha MEPKH 3a NpeANa3BaHe MpPU MPOMEHU B MOBEICHUETO, C TOTOBHOCT NPH
3a7b1004YaBaHe HAa MPOMEHUTE B CH3HAHHETO Jla CE OOCHAM M U3BBPINU CHIOTpaxeaiHa
UHTYOaIus.

Jughepenyuannama ouaenosa npu YE eéxniousa:
Memaboarumnu enyeanonamuu
Jna0er - XUIOTIMKEeMHUs, KETOAIuA03a
Ypemus
XUMNOKCHS
Toxcuunu enyeghanonamuu
AJNKOXON - ocTpa ajJKOXoNlHAa MHTOKcHKanus, delirium tremens, cunapoMm Ha Wernicke-
Korsakoff
Hapkorunn
Humpakpanuannu npoyecu
[IpocTpaHcTBO 3aeMaly — KPbBOU3IUB, TYMOPH, MO3bUEH UHCYIT, a0cIiec
Ennedanur, MeHuHruT
Henpecun, ncuxosu
Hpenunurupamu ¢paxkropu 3a pazsurue Ha YHE o yecrora
Azoremust /29%/
CenatuBHM, TPAaHKBUIN3ATOPH, aHANTETHUITH /24%/
["acTponHTecTHHATIEH KpbBOU3NUB /18%/
[ToBummen BHOC Ha 6enTbiu /9%/
MerabonutHa ankanosa /11%)/
WNudexmms /3%/
Konctumanms /3%/
Hpyru —Tpom0603a Ha OpTaTHaTa BEHA, OCTHP AJIKOXOJICH XEMaTUT,0TNIePaTUBHI HHTEPBEHITHT
MIPY LIUPOTHUIIH, IIFHTOBE- CIOHTAHHU U ONIEPATUBHU

4.2. INATHO3A
4.2.1. AnaMHe3a U (U3MKAIHO U3CJIeBaHe
4.2.2. JlaGopaTopHH U3C/IeIBaAHUS
* U3cnmepBane Ha CepyMHHsS aMOHSK, 110 BB3MOXHOCT B apTepHaliHa KpPBB.
[loBumennero My mnozakpens auartHozata YE. M3cnenBaHero Ha cepyMHHs aMOHSK B
JMHAMUKa € TI0Ka3aHO TPW HECUTypHa IWarHo3a, BBIPEKH BBH3MOXKHOCTTA 3a (HaIIBO
3aBUIICHW CTOHHOCT (OT MYCKYJEH MpPOU3X0A) HIM (PajIIMBO TMOHMKEHU pe3yNITaTH
(aMOHSIKBT BBB BEHO3HaTa KPbhB € MHOTO MajKa 4acT OT OOIIMs aMOHSK B OpraHu3Ma).
CreneHra Ha XuIepaMOHHEMHMATA KOpeIUpa C TEKECTTa Ha OCTpaTa 4YepHOApoOHa
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HEAOCTATBbYHOCT.

ITIKK / Ep, Hs, XT, JleBk, Tp,/, AKK

OO6m1 O6enThK, andymMuH, OMIUPYyOUH, KPEaTUHHH, Ypes,KphbBHA 3axap

EnexTtponuru

AST,ALT, GGTP, AP, HE

[Iporpom6uHOBO Bpeme, INR, pubpunoren

AKP

Ypuna

Ypokynrypa

XeMOoKyIITypa- Ipy KIMHUYHU JaHHA 32 HHOEKIHS

MukpoOHOIIOTUYHO ¥ IUTOJIOTUYHO, HW3CJCABAaHE U OpOoi Ha JICBKOIUTHTE B aCIIUTHA
TEYHOCT MPHU HAINYIKNE HA aCITUT

W3cnenBane 3a OKyJITHU KPBBOU3IHUBY — IIPU JIUICA HA KIMHUYHO MPOSIBEHO KbPBEHE

4.2.3.AHCTPYMEHTAIHU U3CJIeIBAHUS
EKT
Pentrenorpadus Ha 6su1 1pob U chple
Exorpadus Ha xopemuu opranu u [lomneposa exorpadus. [locnennara e mokaszaHa
npu peuuauBupama u XxpoHuuHa YE, ocoOeHO npu CpaBHHUTEIHO CbhbXpaHEHa
yepHoApoOHa (QYHKIHS.
KAT
EET
SIMP —nipu HesicHa TMarHo3a U HaJu4Ha TEXHUYECKA Bb3MOKHOCT

4.2 4. Koncyaranuu

- HeBponor
- IIcuxuarsp

=

3.

4.3.JIEHEHUE
4.3.1. OcTpa enuedasonarus

TepceHe u TeUeHne Ha MPEIUIUTHPAIIHTE (PaKTOpH

Junera

orpaHWYeHHE Ha MpueMa Ha OenThK Ipu ocTpa eHredanonarus Ha 0,5 r/kr/nexn

IIBJIHO M3KJIIOYBaHE Ha OENTHYHHUS BHOC 3a 1-3 JHM MPH CTOMAIIHO YPEBEH KPBHBOM3JIMB.
Kamopuen BHOC — Upe3 TIIIOKO3HH BIIMBAHUS

MOCTETICHHO MMOKayBaHe Ha OENTHhUHUS BHOC, 32 J1a C€ OMpPEeTn MOHOCUMOCTTA - 1el: 1-
1,5 v /xr / nen. 3non3BaT ce pacTUTETHU U MJICUHU OCITHIIN.

XpaHEeHeTO ce U3BBPIIBA IEPOPATHO, IPU HEBB3MOXKHOCT TPe3 Ha30-TacTpaiHa COHJIA
HamansBane Ha MPOIyKITMATa HA aMOHSIK OT YepBaTa

- Iloyucmeane na uepsama

1. BuCOKM MOYHMCTBANTY KIH3MHU

2. JlakcaruBa — mepopaiaHo Wiu upe3 conna — MgSO4, upuraius ¢ TeUHOCTH TIEPOPATHO
3. HepesopOupyemu au3axapuan

- Hamansasane na NH3-npooyyupawama upesna ¢pniopa

1. Jlaktyno3a — cpeicTBO Ha MbPBU 300D

— nep oc wiu npe3 conaa 100 mi, ciaex koero 3x10-50 min

— WM — IbpBa J03a 45 MJI, clie]] KOeTO ChIaTa J103a Ha Jac JI0 TosiBa Ha U3XO0KIaHe,
caen toBa 3x10-50mn

— Kmusma (npu xoma) - 300 M B 1 1 Boga W 3aabprkaHe Ha pa3TBopa MmoHe 1 yac
(marMeHThT MOCIECNOBATETHO CE€ O0Opbllla HAa JisiBA WM JSCHA CTpaHa, MpU
HEOOXOIUMOCT H B MOJIOKEeHHE TpeHieaeHoypr)
Len: 2-3 xamaBy U3X0XKIaHUS THECBHO
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CpaHW4YHH ACWCTBUS: KOPEMHHU OOJIKH, TaJCHE, TUApUsl — BPEMEHHO CIHpaHe WIN
HaMaJsiBaHE Ha JI03aTa
JombnauTETHA BH3MOXKHOCT: JlakTuTon — HavanHa go3a 0,5 —0,7 g/kg/ d
2. Hepezopbupyemu aHTHOMOTHIIH

- Heomunun mepBOHaUYaNHO 6 g, ciuen KoeTo 2-4 g/mHeBHO 3a 1-2 ceamunm

- Crpenromunus - 1-2g/d

- Pudakcumun - ¢unm tabnerku mo 200 mg u cycnencuu BB haaxonu 60 ml (100
mg/5ml). [{o3zoB pexum: 3-4 mpuema mo 15 mg/kg. Tasu Ttepamus e HOBa
CTpaTerusi 3a JIeYeHHWEe Ha eHIe]aonaThsITa HAcOUYeHa Cpelly EHIO03CHMHHHTE.
benzonuaszenuHuTe C€ TOMIBIIAT C XpaHaTa /IPEJUMHO 3€JeHYyln/ H Ce
oOpa3yBat oT OaktepuanHara ¢iopa — eHI03eNnuHu. Te MpUUUHSABAT CTYIIOp U ca
npenunuTupam — ¢gakrop npu  4depHoapoOHaTta  eHuedamomatus  /YE/.
[lepuonuunoro neueHne ¢ PudakcuMuH € TMOKa3aHO MNPH TEKKU XPOHUYHH
4epHOapOOHN 3abonsBaHus M TpeamnasBa or YE wu cnoHTaHeH OakTepuaieH
NEPUTOHUT — MPHUYMHSABA CEJICKTUBHA WHTECTHHAJIHA JEKOHTAMHUHAIMS MOA00HO
Ha Hopduokcanun

Cpannuan  neiictBust: 3% oT aHTHOMOTHIMTE ce pe3opOupar - Heppo- H

OTOTOKCHUYHOCT, JUAPHU

- Merponungazon -2 x 250 mr p.o.

Cpannynu aeiictBusi: HEeBpOTOKCUYHOCT TPH MALMEHT C IIUPO3a.

WHTpaBEHO3HOTO MPUIIOKEHUE HA AHTUOMOTHIIM € BTOPA JIMHUS Ha JICUCHHUE MIPH

YepHOapoOHaTa eHIedamonaTus.

3. lpyru TepaneBTUYHH Bb3MOXHOCTH
- ®aymaszennn -1 mg 6omyc i.v.-nipu napertu ¢ YE, npuunHeHa ot OeH30/1Ma3euHN
- Pazknonenn amunokucennau (Amunoctrepmi-N-Xena —no3a g0 40 g/d) — npu nunca
Ha €PEeKT OT TOPHUTE MEPOIIPHUATHS U MPHU JIOIIA TIOHOCUMOCT KbM QJIMMEHTAPEH BHOC
Ha OENThHK.
- L-opautun-L-acaprat ( —mo3a 20 —40g/d i.v. ) — npu nmanuenTn 6e3 OBOpeuHa
HE/OCTaThbUHOCT M Junca Ha egexkrt or ropuure Mepku B II-IV cramuit UE
L-opuutun-L-acnapraT ( rpaHynar) € mokasaH 3a JIeYeHHE W Ha MO-paHHUTE CTaIuu
Ha YepHOApOOHa eHIedanonaTus, BKIOYUTEITHO U TP MUHUMAaIHATa /CyOKIMHUYHA,
natentHa/ YE. [Ipuema ce 3 mbTH AHEBHO MO 1-2 mpaxdyeTa pa3TBOPEHHU B Hallia ¢ BOJa
WIN Ipyra TeYHOCT CJIEe]] XPaHEHE.

4.3.2. PekypeHTHAa ¥ XpOHUYHA YePHOAPOOHA eHledasonaTHs
N30srBane u npeBeHIUs Ha MpeUUNUTHpAIINTE (PaKTOPH
XpaHeHe — MocTUTraHe Ha OenTbyeH BHOC 101-1,5 I/KIr/mH 3a cMeTKa Ha pacTUTENHU U
MJIEYHHU OENTHIU
JlakTyno3a — 1ien 2-3 KallaBu U3X0XKJIaHHUsI THEBHO
Heomurnun /2r/an/ n npyru Hepe3opoupyemMu aHTHOMOTUIIN, XUHOJIOHU— CaMO TIpu OOJTHH,
Ipd KOWUTO JuIcBa e(pekT OoT Jjakryno3ata. Heobxomumo e crporo OBOpeuHo,
HEBPOJIOTUYHO ¥ OTOJIOTUYHO MOHUTOPHUpPAHE.
L-opauTtun-L-acnaprat ( 18g/nH p.o) — npu nurca Ha eheKT OT TOPHUTE MEpKH, TpsiOBa
na ce cienu ObOpeuHaTa QyHKIHS.

4.3.3. MMHUMAJIHA WM CYyOKJIMHUYHA eHuedasonaTus
ToBa e nHaii-uectata ¢opma Ha YE — cpema ce npu 60% ot OonHUTE C YepHOAPOOHA
Upo3a.
IIpu Bcuuku OoNHM ¢ 4YepHOApPOOHa IMpo3a Oe3 JaHHM 3a siBHAa eHiedanonaTus e
HEOOXO/IMMO W3BBPIIBAHETO HA CTAHAAPTHUTE MCUXOMETPHYHH TecToBe. M3cienBaHeTo
TpsOBa J1a ce MOBTaps HAa BCEKU 6 Mecera.
[lpyn Hanu4HM 3HAYUTETHH ACHUIMTH WIM OIUIAKBAHWSA, HApyIIaBalld KAadeCTBOTO Ha
KUBOT (0e3ChHUE, PaIPa3HUTEIIHOCT) € HEOOXOIUMO OOCHKIAHETO Ha HEOOXOAMMOCTTA
OT JieueHHe. JIeueHneTo BKIIIOYBA AUSTHYHN MEPKH W/WITH JIAKTYJI034.
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4, Ilpu HaMMYHU 3HAYUTEITHU HEBPOJOTMYHU AchUIIMTH TpsiOBa J1a ce oOChau
HE0OXOAMMOCTTa OT 3a0paHa 3a ympaBjeHHE Ha MOTOPHHU MIPEBO3HU CPEeCTBA U paboTa Ha
MalInHHA.
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XIV. IOPOUPUHN

[Topdupuure ca cpaBHUTENHO penku 3aboisBaHus. JlumcBar HaIeXKIHU TaHHU 3a

JeHCTBUTETHATA UM YeCcTOTa. BhbH OT chMHEHHE € 00ade, ue MPOTUIAHETO C KIMHUYHU U3SIBU
Ha BCUYKHTE 7 TuIa mopdupuu B3eTH 3aeAHO He HaaAXBBpis dectora oT 1:1000. Beopeku
TOBa MOp(UPUHUTE MMAT 3HAYMMOCT 3a OOIIECTBEHOTO 37paBeornasBaHe. Ts ce oOycnaBs OT
CJIETHOTO:

[IpakTHKaTa CUCTEMHO JOKa3Ba, Y€ T€ C€ CpelaT Mo-4eCTO, OTKOJIKOTO JICKYBAIUTE
JICKapy TU OYaKBaT.

MHO3UHCTBOTO OT OOJTHHTE Ca B TPYIOCTIOCOOHA BB3pacT.

[lopagu HEMOCTaTHUHOTO WM IO3HABAHE OT KIMHHIMCTHTE, HEPSAIKO C€ JOIMyCKaT
JUATHOCTHYHU TPEIIKH, KOUTO BOJAT J0 TepaneBTUYHU HeOmaronomyuusi. He nurmcpar
CllydyaW, KOraTo B pe3yJTaT Ha HEMPaBWIHO IOBEJCHUE CE JIOCTUTA JI0 TPAHHO
WHBAIMIM3UPAHE WIH CMBPTCH W3XOJ, NPU KOUTO KIMHUIUCTUTE JOpPH HE ca
Mpe/Ioaraiy Hallnaue Ha nophupusi.

[Tpu Hali-yecTo cperanuTe NOpGUPHHA HEPSJIKO CE pa3BHBA ITbPBUYCH PaK HA YCPHUS
npo0, KoeTo OM MOTJIO Jia C€ MPEeIOTBpaTH 4Ype3 pPaHHA JIUATHOCTUKA U JICUCHUE Ha
nopdupusTa.

[Tpu MHOTO OOJIECTHU CHCTOSIHUS TU(EPEHIMAIHATA JUAarHO3a Hajlara M3KJII0YBaHe Ha
BB3MOKHA MOPHUPHUSL.

VY Hac ca ycraHoBeHu 6 oT 7-Te u3BecTHU nopdupuu. llpencraBeHure no-aoiay JaHHU

ca usrotBenu ot Jlabopartopusita na nopdupun kM Yb ,,Ce.MBan Puncku”, kosto ot 1965r.
€ eIMHCTBEHOTO 3BeHO B bbiarapus, crnenuann3upaHoB B JUArHOCTHUKATa, JICUYCHHETO M
IBITOCPOYHOTO MPOCIEsIBaHE HA OOTHUTE ¢ MOPHUPHH.

[TOPOUPUN Janunu 3a beirapus Hannu 3a EBpona
1976-1980 2010-2014
Porphyria cutanea tarda
3aboneBaeMoCT 1,32 0,25 ~15
BonectHoct 29 5,7 ~ 40

Octpa wuMHTEpMHTHpAIIA

nopgupus

3aboeBaeMoCT 0,19 0,05 0,13
Boxectuoct | 7,8 2,7 54

Porphyria variegata

3a601€BaEMOCT 0,05 0,08
bonectHocT 2,4 3,2
Epurponoernyna
nporonopgupua
3aboneBaeMoCT Benuko 19 nuarnoctunpanu mmna
BonectHoct | karo 17 or Tax Osfixa OTKpUTH [0
1994 r.

Ot 1965r. HacaM ca yCTaHOBEHH caMO 3 JiMIa ¢ BpoAeHa kKonponopgupus (npeanonaraema
oonectHocT B cBeTa ~ 2/1 000 000 Hacenenue) u 1 ¢ BpoeHa epUTPONIOETHYHA NOPPUPHUSs
(mpenmonaraema 6osectaocT B cBeTa ~ 1/1 000 000 Hacesenue).
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1. XAPAKTEPUCTHUKA HA ITIOP®UPUUTE

[Topdupunte ca xereporeHHa rpyrma BelmecTBOOOMeHHH 3a00msBanus. B ocHoBaTa Ha
BCSAKA OT cefeMTe MOpGUPHM CTOM BPOJCH WIM MPUAOOUT AEPHUIUT HAa TOUHO OMNpeAeiicH
€H3MM OT OWocHHTe3aTa Ha xeMmMa. B pe3ynrar Ha Ch3gaZcHUS METa0OJUTEH OJIOK ce
HATPYNBaT MEXIWHHM TIPOJYKTH Ha OOMsHaTa, KOMTO oOOyciaBsIT TBbpAE Oorata
CHUMIITOMaTHKa. MHOT0OOpa3nueTo Ha KIIMHUYHUTE U3SIBH MPH MOPGUPHUUATE TH XapaKTepU3Upa
KaTo MyITHIUCIMIUIMHApHA 001acT (BXK. MUATHOCTUYHUTE KPUTEPUH MpPU NOPPHUPUHUTE B
MOCJIeIBAlIOTO M3JI0kKeHue). Benuku nmophupun obade, B MO-TroiisiMa MM TT0-MajKa CTEIICH,
UMAaT TaCTPOCHTEPOJIOTUYHU acleKTH. [Ipy MHO3MHCTBOTO OOJHM TacTPOEHTEPOJIOTHYHHUTE
CHUMIITOMH Cca BOJCIIM, a Hal-pasnpocTpaHeHaTa mopdupus - porphyria cutanea tarda -
IpoTHYa C TPOTPECUpaIIo XPOHHYHO UEPHOAPOOHO YyBpexkaaHe. HecmywaitHo 3BeHaTa
CHCHMAIM3UPAHA B JIMATHOCTUKATAa M JICYCHUETO HAa TOPPHUPUHTE HYECTO CE HAMHpaT B
racTpOSHTEPOJIOrMYHN KIMHUKH. Tlopamu ToBa, BBIPEKH MYJITHAWCHUILIMHAPHHUS XapakKTep
Ha TOpPPHUPUUTE, YMECTHO € KOHCEHCYChT OTHOCHO JHMAarHOCTHKATa, JICUYCHHETO W
IBIATOTPAHOTO TpocieAsBaHe Ha OONHUTE OT Te3u 3a00isiBaHUs Ja ObJe MPEATIOKEH
MMEHHO OT TacCTPOCHTEPOJIOTMYHA KIMHUKA ChC 3BEHO, CIICIUAIM3UPAHO B CHOTBETHATA
obmacr.

[Topdupuute ce pa3aeisaT Ha YSPHOAPOOHU U SPUTPOIIOCTHYHH B 3aBUCHMOCT OT TOBA
Jai eH3UMHHAT OJIOK, T.e. aOHOPMHOTO 0OpazyBaHe Ha MEKIAMHHU METAOOJHUTH, € B YEPHHUS
Ipo0 WM KOCTHUSI MO3bK.

Yepuoapoouu nophupumn:
Octpa uHTEpMUTHpAIIA TOPPUPHS
Porphyria variegata
Bponena konponopdupust
[Tnym6onopdupus
Porphyria cutanea tarda

Epurponoernuynu noppupuu:
J Eputponoernyna npotonopdupus
o Bponena eputponoetnuna nopdupust (6onect va Giinther)

C m3kiroueHne Ha HsAKoM ¢opmu Ha porphyria cutanea tarda, Bcuuku nmopdupuu ca
TeHEeTUYHU 3a00siBaHus. BpogeHaTa eputpornoeTnyna mopGupus U BEPOSTHO U3KIFOUUTEITHO
psakara rurymOonopdupus ce mpegaBaT aBTO30MHO-PELIECHMBHO, a OCTaHAJIMTE aBTO30MHO-
JOMUHAHTHO.

CrpiiecTBeHa OCOOCHOCT B TIaTOreHe3aTa Ha BpOJEHUTE Mophupuu e, 4ye IpHU
MHO3MHCTBOTO T€HHH HOCHUTEIHM CH3MMHHUAT Ae(eKT caM mo cebe cu He € JOCTaThYeH 3a
KJIMHUYHATa u3sgBa Ha Oosiectra. HeoOxonumo e Bb3AeicTBUE Ha JONMBJIHUTEIHH €K30T€HHU
MpUYUHN  (JIEKApCTBa, AJIKOXOJ, CIIbHYEBO OOMBUBAHE W Jp.) WIW EHIOTCHHH (HaKTOPH
(XxopMOHaNHU KoyieOaHMsl, OpPEMEHHOCT), 3a Ja MpeMuHe 3a00JIIBaHETO OT JIATEHTHO B
nposiseHo. ToBa TpaBM TaroreHe3aTa Ha MOPPHUPUUTE OCOOEHO CIIOKHA, Th KaTO Te Ce
OKa3BaT HE CaMO IeHETUYHHU, a MHOTO(haKTOpHU 3a00JIIBaHUS.

Jlokato Mexay HAKOW OT TOPPHUPUUTE WMa 3HAYUTEITHO KIUHHYHO CXOJICTBO,
OMOXMMHUYHUTE MPOMEHHU MPU OTAETHUTE HO30JOTMYHHM €IMHHUIM MMaT O MHOTO ToJisMa
crerieH cnenupuieH xapakrep. [lopaan ToBa, crienaIu3upaHuTe JTAOOPATOPHH H3CIICABAHNUS
ca MpUIOOWIM pellaBaiia poJisi NpU IOCTaBIHE HAa TOYHATa JUAarHo3a. 3HAUYE€HUETO Ha
npoduaMpaHuTe 3BE€HA € OCOOEHO ChHIIECTBEHO, TbH KaTO Ype3 TIX C€ OTKpUBAT
CBOEBPEMEHHO U JIATEHTHUTE HOCUTEIH W3MEXJy KPbBHUTE POJHMHM Ha OOJIHUTE KaTo ce
u3cieBa eH3UMbT, KONTO € neuinTeH npy ycTaHoBeHaTa nopgupusi.

[Topanu TOBa, ye mnophuUPUUTE MPEICTABISABAT CPABHUTEIHO OOOCOOEH 51 OT
MEAMLMHCKOTO TO03HaHHWE, IPHU IOBEYETO CIy4au NPO(UIMPAHUTE 3BEHA NPOBEXKIAT U
JICUEHHUETO, U ABJITOTPAHHOTO HAOIIOCHNE Ha OOTHUTE.
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2. JUATHOCTHUYEH W TEPAIIEBTUYEH AJITOPUTHBM IIPHU
MNOP®UPHUU, TIPOTUYALIU C OCTHP IPUCTDBIT

C nopdupuveH HPUCTBI NPOTUYAT TEHETHUYHO IMpeJaBaHUTE 3a00JIABaHUS OCTpa
WHTEepMUTHpama mnopdupus, porphyria variegata, BpojaeHata Kompornopbupus U
M3KIIOYUTEIHO psijKkaTta ImaymOonopoupus. Ilpucrbnure, ¢ H3KIIOUEHHE HAa TE3U IPH
urymOonopdupusi, ce pa3BUBaT IO MPABUIIO CJIE] IyOepTeTa.

2.1.AHAMHECTUYHHU KPUTEPHUH 32 INArHO3aTA

2.1.1. OmnakBaHus, O(GOPMSAIIM TacTPOSHTEPOJOTHYEH CHHAPOM: KOPEMHHU
0OJIKM C pa3HOOOpa3Ha XapakTepUCTHKa (IU(BY3HH WU JIOKATH3HPAHH, MOCTOSHHU
WIN KOJIMKOOOpPAa3HH, HMPAJAUUPAIIN WM HEUPATUHpAIId B OINPEAEICHH IOCOKH),
raJieHe, MOBpbILAHE, 3alekK, Cyoueyc.

2.1.2. OmnakBanus, O(GOPMALIM HEBPOJIOTUYECH CHHIPOM: Oonku B
MYCKyJIaTypaTra Ha KpaHUIUTEe, I'bp0Oa, TPBIHKS KOUI M KPBCTA; MyCKYJIHA CIIA0OCT,
JICCIICHACHTHO pa3BUBAIlM CE€ Tape3d M TMapaju3d Ha KpaWHUINUTE; CETHBHU
HApYIICHHS;, T'hPYOBE M eMWICNTU(OPMEHH NPHUMATBIN; 3aJyX OT pa3BHBAIIA CE
napajn3a Ha JWXaTelHaTa MYCKyJaTypa; MpOsSiBM OT CTpaHa Ha 3aCeTHATH YepeIrHO-
MO3bYHU HEpBU (nucharus, nu3apTpus, ahoHUs, BpEMEHHA CJICTIOTA).

2.1.3. OmnakBanus, OQOPMSIIN IICUXUYCH CUHAPOM: JeTpecHs, Oe3MOKOHCTBO,
TPEBOXKHOCT; YACTUYHA WIIU IThJIHA JC30PHUCHTUPAHOCT (BKJL. JICTHP U AMCHIIU ).

2.1.4. Jlpyru oruiakBaHus: OTIATHAJIOCT, JU3YPUYHHA CMYILIEHHS, ChpLeOHeHe,
B PEIIKU CITy4au TUapusi.

2.1.5. UepBena ypuHa.

2.1.6. JlanHM 3a TpEIIECTBAIIO BB3JCHCTBHE HA CJICIHUTE OTKIIIOYBAIIU
Pa3BUTHETO HA IPUCTHIIA PAKTOPH:

- lTlopbupuHorenHu nekapcTBa: BCHUYKH Oapbutypartu; antubuotuim (doxicyclin,
nedanocnopunu, Makpoima, tubocin, cycloserin, ketoconazol, griseofulvin, u np.);
BCUYKHM CYI(OHAMMIU; AHTHUKOHBYJCAHTH; IHPA30JOHOBMU IpemnapaTH; €CTPOreHdu u
nporecTareHu, BKI.opaiHu kouTpanentusy; diclofenac, piroxicam; aluminium
oxide/magnesium oxide; lidocain, verapamil, nifedipin, diltiazem, enalapril, captopril,
reserpine, clonidine; furosemide, spironolacton; aHTHAENpecaHTH U TPAHKBUIU3ATOPU;
metoclopramide, pitofenone and analgesics, drotaverine; eproTaMHHOBM IIpenapary;
dimenhydrinat, clemastine, chloropyramine; mercaptopurine, methotrexate, busulfan,
tamoxifen u mp.

- Bpb3ka Ha mpuCTBIIa ¢ MEHCTPYaTHUSI IUKBIT; OPEMEHHOCT.

- I'mapyBane, HeoXpaHBaHe, OCTpa pU3NUECKa IpEeyMopa.

- Ckopo mpekapaHa Win HaJTM9Ha HH()EKIHs.

- AnKoxod.

2.2.DU3UKAIHA HAXO0AKA
2.2.1. bone3HeHOCT TPy MaIIaKs Ha KopemMa ¢ Bb3MOXHa JIeKa PUTHTHOCT, HO
0e3 nedanc.
2.2.2. U3pa3eHa B pasznuyHa CTerneH (B 3aBHCHMOCT OT JaBHOCTTa Ha
MPOMEHUTE W UHAUBUAYATHUS OoJieH) nepudepHa (Bsiia) WK IEHTpaTHA HEBPOIATHS.
2.2.3. Taxukapaust ¥ XUIEPTECH3HUSI.
2.2.4. B uskou ciydau cy0heOpuitHOCT.
2.2.5. Tlpu 3amouBamia Tapajgn3a Ha JUXaTeIHATA MYyCKyJaTypa oTciadBar
[JIaChT ¥ €KCITUPUYMBT.
[Tb1HOTO pa3BUTHE HA KJIMHUYHATA KAPTUHA OTHEMA 2 - 4 CEIMUIIH.

2.3. O6um 1a6opaTopHU U3CJIEeABAHUS
He ce ycranoBsiBat crieriupuyHu MpOMEHH B KPBBTA, OCBEH XMIIOHATPUEMUS NPU HIKOH
00JTHU (C MpHIAIbIH, THPYOBE WM TEXKKH MOBpPBINaHus). Psako nMa seka geskonnTosa. [Ipu
H3CJICABAHC Ha ypHHATa YCCTO CC YCTAHOBSBA q)aJIH_II/IBO IIOBHUIIICHHUEC Ha yp06I/IJ'II/IHOI‘CHa,
KOETO C€ IBJIKU Ha yBeJIndeH mop(oOuImHOreH.

131



2.4.CrnenMajJu3upPaHu Ja0opaTOPHU U3CJeIBAHUS

2.4.1. V3BbpuiBa ce CKpPUHUHIOBO H3CJEIBAaHE Ha ypUHATa 3a IOBHUILEH
nopdodunuuoren. Ilpeamounta ce mpobata Ha Hoesch, kosTo mpakTtudyecku € ¢
abCoNII0OTHA JAMAarHOCTMYHA UYYBCTBUTEIHOCT W JUArHOCTHYHA CHEHU(UYHOCT.
[TonoxwurenHara npoda € CUTypHO yKa3aHHUE 3a Pa3BUTHUETO HA NOPHUPUYEH NIPUCTBIL
[Ipu otpumatenna mnpobda ce OTXBBPIASA OCTPUAT MNOPHUPHYEH MPUCTBII U
JMArHOCTUYHUTE YCUJIUS Ce HAacouBaT Jpyraje (M3KIOYEeHUE NpaBU KpalHO psakaTa
rymMOonopdupust, YNUTO OCOOESHOCTH I C€ MPECTABAT MO-HATATHK). TEXHUIECKOTO
u3bJIHEHUE Ha npobaTta Ha Hoesch e m3kimounrenno necHo: Kem 1-2 My peakTuB Ha
Ehrlich (2% mapagumeruin-amuHoben3anaexun B 6 M coiiHa KucenuHa) ce 100aBsT 1-
2 xanku (He noseue!) ypuna. Ilpu nonoxurenHa npo6a, T.e. IpU HAKOJIKOKPATHO WX
MO-BUCOKO MOKa4BaHe Ha MOp(oOMIMHOTeHa BEHAra ce MosBsiBa OT 0JeI0pPO30BO 10
MaJIMHEHOYEpBEHO olBeTsiBaHe. JKenarenHo e npodara Ha Hoesch na Moxe na Obne
u3BbpUIeHa B Jaboparopusita Ha Bcsika MBAJL. B mpotuBen ciyuait OGomHust ce
HAaco4Ba He3a0aBHO KbM JIEUEOHO 3aBeJICHHE ChC ChOTBETHATA Bb3MOXKHOCT.

2.4.2. Tlpu nonoxurenna npoda Ha Hoesch ce 3anouBa BegHara jgeueHune U ce
U3BbpLIBA  KOJIMYECTBEHO  ONpeZeisHE Ha  aMUHOJEBYJIMHOBAaTa  KHUCEJIHUHA,
nopdobunuHoreHa, ypomoppuprHa u KompomoppupuHa B 24-4acoBa ypHUHA.
OmnpeznensHETO Ha MOCIETHUTE CE U3BBPILBA CAMO B CIIELUAIN3UPAHO 3BEHO, KBJETO
TpsiOBa na Obae m3npareHa mpobda. [Ipu nmpucTein MOpGOOMITHHOTCHBT CE MOBHINABA
JECETKU THTH Haja ropHata pedepentHa rpanuna (10pmol/24h). IMoBumenunero Ha
aMHHOJIEBYJIMHOBATa KUCEJIMHA € MO-yMEPEeHO. YPOHOPQUPUHBT CHILIO € YBEIUYEH,
KaTo OOMKHOBEHO TpeBuInaBa Korponopdupuna. Ilocnenauar obaye € mo-BUCOK OT
yponopdupHHa Ipu BpoaeHa KOpornoppupus.

2.4.3. B crienmanu3upaHOTO 3BEHO CE€ YTOYHSBA THITHT HA MOPPUPHUATA TOBEIIA
JI0O OCTBP HPUCTBI upe3 (IIyOpecLEeHTHO H3cie/lBaHe Ha crenuduyeH 3a JajeHa
HO30JIOTWUYHA eAMHUIA MOp(UPHH-OENTHhYCH KOMIUIEKC B HAaTHBHA KPHBHA IUIa3Ma
paspezneHa ¢ (ocdarno-0ydepen pusnonornden pasrsop. Ilpu Bb30yxnane 398 nm
asmata Quiyopeciypa MakCUMaaHoO Ha 626 nm npu porphyria variegata u Ha 618 nm
npu BpojeHa komponopdupus. [Ipu octpa uHTepMHUTHpala NOpGUPHUsS WU JTUICBA
(bIyopecieHTeH MAKCUMYM, WU TOH (TBBP/E HUCHK) € Chilo Ha 618 nm. BbB BTOpUS
ciydait audepeHnmanHaTa UarHo3a MeXAy ocTpaTa MHTEpMUTHpalla nophupus u
BpOZICHaTa KoOMpomoppupusi ce OCHOBaBa Ha TOBa, Y€ TPU TOCIEIHATA
KONpONop(UPHUHBT B ypUHATA € CUITHO MOBUIIIEH.

2.5. [lmarHo3a u qudepeHIHMATHA TMATHO32 HA OCTPHs MopupPUYEeH MPUCTHII.

OCHOBHMTE AMArHOCTUYHM KpuTepuu ca ciennute: 1. OdepraBaHETO Ha TpUTE
KJIMHUYHU CHUHJIpOMA - TaCTPOMHTECTHHAJEH (C KOPeMHHU OOJKM KaTO Hai-4ecT CHMIITOM),
HeBposioru4eH U ncuxuueH. 2. Yepsenara ypuna. 3. [lonoxxurennata nmpob6a Ha Hoesch. 4.
CrnenuduyHuTe TPOMEHHU IPU KOJMUECTBEHOTO M3CIICBAHE HA ypUHATA.

Hudepennuannata quarfosa Mexay HOpQHUPUHUTE, BOJCIIM 10 OCThP HPUCTHII (Oe3
mwrymbonopdupusita) Oeme onrcana B [V.3.

2.6. Jleuenue Ha ocTpus nNop¢upUYeH NPUCTHII.

@®apMaKoJIOTUYHO OBJAJsBaHE Ha NMpHCThIA OW MOIJIO Ja C€ M3BBPIIM BBB BCIKO
BBTPEUIHO WJIM HEBPOJIOTMYHO OTAesneHue Ha Bcsika MBAJL, HO camo mpu ycinoBue, ye
JIeKyBalIUTe JIeKapyu HMMaT HeoOxoauMaTa KBajudukanus 3a ToBa. B mpoTuBeH ciyuvaii
OOJIHMAT BeJlHara ce HacouyBa KbM CHEIMAIM3HPAHO 3BEHO - TaCTPOCHTEPOJIOTHYHA KIMHUKA
CbhC CBOTBETHOTO 3BeHO. [Ipm odopmenn mnapesn u mapanu3u OOJHHS CE€ HACOYBA KbM
HEBPOJIOTUYHA KJIMHUKA. B TakbB ciyyail ce ochllecTBIBa HEOOXOAUMUAT KOHTPOJI OT CTpaHa
Ha CHELMAIU3UPAHOTO 3BEHO.

He3abaBHO ce mpeycTaHOBsIBA BB3ACHCTBUETO HA BCHUYKH €K30T€HHH (HaKTopH,
OTKJTIOYBAIIH NIPUCTBHIIA.
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2.6.1.11aToreHeTHYHO JIeYeHHeE.

CbcTOM ce B MacHUBHM MHTPAaBEHO3HM BIIMBAHUS Ha TJIIOKO3a, KOSTO HOJTHCKA
O6uocunre3ata Ha nop¢upunure. IloctaBs ce abokat. Biausar ce or 200 mo 400g riroko3a
nHeBHo. [Ipenmnounta ce 10% rmoko3a (4 no 8 6anku no 500 ml). Ilpu xunonatpuemus ce
n3nonssa 20% raoko3a. JleueHHEeTo NpoabIKaBa A0 IMOCTUIAHETO HAa KIMHUYHA PEMHUCHS,
KaTo Jo03aTa ce HaMausgBa mocTeneHHo. IlocturaHeTo Ha OMOXMMHUYHA pEMHCHS HE €
3abJDKUTENHA el [Ipu nurca Ha rajieHe v MoBpbIaHe ce Ha3HauaBa MaKCHMAJICH PUEM Ha
OJIMro3axapujy npe3 ycrara (KOHQUTIOp, MapMaJall, CHPOIU, MeJ U JIp.). AKO JICYEHUETO Ha
NPUCTBIIa HE € OWJI0 MPOBENEHO B CIEHHATU3UpaHa KIMHHKA, OOJHUAT C€ HAcOYBa KbM
TaKaBa 32 OKOHYATEJIHO YTOYHsABAaHE HA AMarHo3aTa.

AnTepHaTUBEH (M N0-HOB) TEPANIEBTUYEH ITATOI€HETUYEH MOAX0/l € MUHTPABEHO3HOTO
IpuiaraHe Ha XeMaTHH, KOWTO e(eKTUBHO NOATUCKA OMOCHHTE3aTa Ha IOPPUPUHUTE.

2.6.2.CHMIITOMATHYHO JIeYeHHE.
Jlo3zaTa Ha mpuJIaraHUTE JIEKapCTBa Ce ChOOPa3sBa C TEKECTTa HA CUMIITOMHUTE.

- 3a oOonkure. Ilapentepanmno - Fentanyl, Pethidine hydrochloride. Ilpu numca Ha
nospbmane - ACKK, aneromunoden n Codein.

- AunTtmemMerndHo u HeBpoienTuyHo - Chlorpromazsine.

- 3a TaxuKapIuATa U XUINEepTeH3usITa - OeTa- OJIOKepH.

- Ilpu repuoBe M emmwienTuHOPMEHH TPUMATBIM - OPOMHIN WIM MarHe3WeB cysdar
BEHO3HO.

- Ilpm 3anouBama mapanu3a Ha JUXaTeIHATA MYCKyJaTypa - He3a0aBHO TOCTaBsSHE Ha
KOMAaHJTHO JMIIaHE.

- IIpu nape3u u nmapanu3u Ha KpalHUIIMTE - aKTHBHA (DU3MKAJIHA PeXaOMITUTAIIHS.

- IIpwu 3amek — akcaTusa .

- Tlpu cyouneyc - Neostigmin.

- Ilpu xunonaTpuemus - MHTPABEHO3HO Mpuiiarane Ha Harpues xjopu (10%)

- Ilpu wHpexkmMs - TCHUIWIMHOBH AHTHOWMOTHUIIM, aAMHHOTJIMKO3HIH, KBHHOJIOHH,
Metronidazol.

[TpunoxeHoTo JiedeHne, ako He € 3all0YHalIo € roJIsIMO 3aKbCHEHHE, TOBEXIa /10
pemucus. [lape3u u mapaiausu ¢ Mo-rojisiMa JaBHOCT MOTAT Jla OCTAaHAT M CJIe] MPEeMHUHABaHEe
Ha TIPUCTHIIA, MPUUNHSIBANKN TpaiiHa MHBAJIHIHOCT. [Ipy KBCHO JICYCHHE HA Tapaiu3aTta Ha
JUXaTeaHaTa MycKyJaTypa 3aBbpIIEKbT MOXKe /1a Oblie (aTaseH.

2.6.3.1loBeeHne cJjie NpeoaoJisiBaHe Ha MPUCTHIA

Haif-uecroro 3a0onsiBaHe, BOAEUIO JO MPHCTBI € OCTpaTa WHTEPMHUTHpALIA
nophupusi, KOATO C€ IBIKM Ha BPOJAECHO HUCKAa aKTHMBHOCT Ha €H3MMa NMOp(OOMINHOTEH-
neamuHasa. Ilpu ycraHoBeHu 1a0opaTOpHU JaHHHM 3a TOBa 3a0oisBaHe (Bx. [V.) mpu 6onHus
U HEroBUTE KPBHBHU POAHMHHU CJIEJ NMPHUCTHIIA C€ M3BBPIIBA M3CJIEIBAHE HA TO3M E€H3UM B
epurpountute. [loHMKEHaTa aKTUBHOCT HAa €H3MMa Yy POJHUHUTE CBUAETEJICTBA 3a JATEHTHO
HOCHUTEJICTBO Ha 3a00JIsIBAHETO M PHUCK OT pa3BUTHE Ha MPHUCTBII NpPU BB3ACHCTBHE Ha
oTkouBanre ¢paktopu. Ha Bcuuku OOMHM M JIATEHTHH HOCUTENH c€ BpbuBa Opollypa, B
KOSTO MOAPOOHO U Ha JOCTBHIEH €3HK ca OMHMCAHU MPUYMHHUTE, BOJAEUIN O MPHUCTBHI, KaTo
u34yepnaTeTHO ca CUCTeMaTH3MpaHH ‘“‘3a0paHeHHTe” U “paspelieHuTe”  JIeKapCTBa.
[IpencraBeHn ca JaHHM 32 XUTMEHHO-IUETUYHMS PEKUM, KOHTO TpsibBa na ObJe cra3BaH
(BHCOKOBBIVIEXHIpAaTHA JUETa MPH JOCTAThUYeH MPHUEM Ha OeNThIM, BUTAMHHU U BIAKHWUHU;
n30srBane Ha (usmyecka nmpeymopa u mHpekuu). bpomrypara, ocBeH 4e moyi3Ba OOJHHS U
JATEeHTHUTE HOCUTEIH, Ce MPEJCTaBs OT TAX Ha JIeKaps PU pa3BUTHE HA JIpyro 3a0o0JisiBaHe,
3a J1a ObJaT npeanucaHd camo “‘OezomacHu’ jekapcTBa. CBOEBPEMEHHOTO yCTAHOBSIBAHE Ha
JATEHTHO HOCHUTEJICTBO M CIIA3BAaHETO HA yKa3zaHHWATa B OpollypaTa ca OT M3KIIOYUTETHA
Ba)KHOCT 3a MPEJOTBpATsIBAHE HA OCTPUTE NMPUCTHIIM, a IPU PA3BUTHUETO UM - 32 PAHHOTO U
Obp30 TMOCTUTaHE Ha peMHCUs 4Ype3 NOAXOAAUI0 JiedeHHe. bpomrypata chabpxka
HeoOxoaumaTa uH(popManus HE caMo 3a OOJIHMS, HO W 3a JICKyBallUTE T'O JICKApH H3BBHH
CHELMAIN3UPAHOTO 3BE€HO, BKJIFOUNUTEIHO JIMYHUS JIEKap.
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IIpu ycranoBsBane Ha porphyria variegata (Bx. IV), B ocHOBara Ha KOSITO CTOH
yHacaeneH AedeKT Ha eH3UMa IPOoTonop(GUpUHOTEH-OKCHIAa3a, IPH POJHUHNATE HA OOJTHUS Ce
ThbpCU creuuduuHaTa (QrayopecueHIrss Ha KpbBHaTa IulazmMa Ha 626nm. Ilpu 50% or
BB3PACTHUTE JIATCHTHU HOCUTEJIH CE€ YCTAHOBsIBA TakaBa (IyopeclEeHIHUs, T.€. JOKa3BaHETO U
e Oeyer Ha JIATEHTHO HOCHUTEJICTBO, HO OTCHCTBHETO U HE MOXE J1a OTXBBPIM TaKOBa
HocutencTBo. Ilocneqnoro Moxe na ce ycranoBu B 100% upe3 uzcnenBane Ha AepUIUTHUSA
en3uM B nmumdonuture. Ha Gomaure ¢ porphyria variegata U JaTeHTHUTE U HOCHTEIH, KaKTO
1 Ha OOJHUTE ¢ BpoJeHa Kompornopdupus (T € MHOTO psAAKO 3a0oisBaHe, ABJKAILO Ce Ha
BpOJIeH J1e()eKT Ha KOMPONop(UPHUHOTEH-OKCHIa3aTa, KOSITO Ce OIpeesisi B JTUMQPOLUTHTE),
CBIIO CE€ BpbYBa CIIOMEHaTaTa Opolrypa 3a IpeAnas3BaHe OT OoCThp HNpuUcThil. OnpenensHe Ha
neGUIUTHATE €H3UMH IpH porphyria variegata u BpojeHa Kompornopupusi Bce Omie He ce
U3BBPIIBA Y HAC.

2.7. Oco0eHOCTH HA MPOTHYAHETO HA MPUCTHIA NPH MJIyMOonoppupus

3a0onsiBaHETO € M3KIIOYMTENHO psnko. [locera ca ommcanu camo 4 ciayyas B
mureparypata. B bbarapus He e yctanoBsiBaHO. [IpuctenbsT npu 3 oT Te3u 4 ciydas ce e
pa3BuII ipeu myoepreTa.

broxumuuHuTE My 0COOEHOCTH Ca CIEJAHUTE: CUJIHO MOHMKEHA aKTHBHOCT HAa €H3UMa
JIexXuaparasa Ha 0-aMHMHOJICBYJIMHOBaTa KHCEIMHA B EPUTPOLUTHTE (BPOJAEHOTO
TeHEepaM3UPaHO TOHWKEHUE Ha €H3MMa € I'bpBONpHuYMHAaTa 3a 3aloisBaHeTo); CuilHO
MOBHIICHHE HA 0-aMUHOJIEBYJIMHOBATA KUCEIMHA B ypUHATA, MPEBUIIABAIIO0 MHOTOKPATHO
ToBa Ha nmopdoodmmmHOreHa(mpobata Ha Hoesch moxke u nma He ce mosutuBupa); [loBumieHue
Ha Kompomnop¢uprHa B ypuHata; lloBumenue Ha mnportonopdupruHa B epuTpouuTute. Tbhid
KaTo M30pOCHUTE MPOMEHHU C€ CpelaT M MPHU OJOBHA WHTOKCHKAIUSA, HEOOXOIUMO € TS Ja
ObJie OTXBBPJICHA Ype3 U3CIIEABAHE HAa OJIOBOTO B KPHBTA.

TepaneBTHYHOTO MOBECHNE HE C€ pasnyaBa OT OMUCAHOTO MPH IPYyTrUTe nopdupum,
npoTHYaIiy ¢ npucTbil. daMuiHaTa AMArHOCTHKA (OTKPUBAHETO HA JIATEHTHU HOCUTEIH
U3MEXAY pPOJHMHMTE Ha OOJIHMS) C€ OCBIIECTBSIBA 4YpEe3 H3CJE/IBAHE AKTUBHOCTTA Ha
JexuipaTa3ara Ha 0-aMHHOJIEBYJIMHOBATA KUCEJIMHA B €PUTPOLIUTHUTE.

Criennanu3upaHoTo 3B€HO TpsOBa J1a yBEAOMH JIMUHUS JIeKap Ha OOJHUS 3a TOYHATa
JMarHo3a 4pe3 MEIUIMHCKO HampaBieHue Wi enukpuza. Ciiell HaBiIM3aHE B peMHUCHSA
O0onHMsI ce HaOdoAaBa KIMHUYECKH OT JIMYHUS JIEKap, a IO HeroBa MpeleHKa - U OT
CHELUAIU3UPAHOTO 3BEHO, KOETO, aKO € He00X0AUMO, N3BBPIIBA CHOTBETHU H3CIIECJBAHUS U
npeanpreMa jeueOHu MEpOTpUSTHSI.

3. PORPHYRIA CUTANEA TARDA

Knunanunarta kaptunHa mpu porphyria cutanea tarda (PCT),xosito e Haili-uectara
nop¢upus B YOBEILIKaTa MMaTOJOTHs, CE BlIajiee OT JIBAa OCHOBHHM CHHAPOMA - JIEPMATOJIOTMUYECH
(epo3uBHO-0Oysi03Ha  (OTOCEHCHOMIM3ANUA) W  XPOHUYHO YEPHOAPOOHO  YBpEXKIaHE.
Oo6uknoBeno PCT ce pas3BuBa ciex 30-roguirHa Bb3pacT (Hal-uecTo Mpe3 MeToTo U MECTOTO
necetusiete). MHoOro mo-yecra € y Mbxe. B ocHoBaTa 1 ctou npugoOUT WK BpOJEH IedeKT
Ha €H3MMa yporophUpHUHOTeH JeKapOoKcHia3a B YepHUs 1po0.

3.1. AHAMHECTUYHHU U KIMHUYHU KPUTEPUU 3A IUATHO3ATA
3.1.1. Ko>kHATE CUMIITOMH TI0 TTPABWIIO TIPEIX0XKIAT YepHOIpoOHUTE. BotHuTe
Ce OIUIAKBAT OT MHOT'O JIECHA KOYKHA PAHUMOCT MO OTKPUTHUTE YaCTH Ha TSUIOTO - I'bpoOa
Ha KUTKHUTE, JUIAHUTE W TPBCTUTE, JHUIETO, Bpara W ymuTe. Ha chmmTe mecra ce
SBSBAT PAa3HOKAIMOpPEHH MeXypH (OT MPOCEHO 3bPHO /0 Oynu c roiemuHa 3-4 cm),
KOWTO HSAMAT BB3MAIMTENICH Bal M C€ IBIHHU ¢ OUCTpa TEYHOCT. B Hskom ciydan Ts
UMa XEeMOoparuyeH xapakTtep. Mexypure OOMKHOBEHO C€ pPa3KbCBAT CIIOHTAHHO.
Paskbcanute MexypH U MOTYYEHHUTE OT JieCHAaTa paHUMOCT €po3uH OaBHO ce MOKpHUBAT
¢ KaeHHKaBH KpPYCTH, ClIeJ OTMAJaHETO Ha KOMTO OCTaBaT XHUIIEPIMIMEHTHUPAHU
(MopaBm) nukaTpukcu. [locmeqaute 6aBHO ce AEMMTMEHTUPAT U CTaBaT OEJIC3HUKABH.
Koxata mo OTKpUTHTE HYacTH Ha TSUIOTO € TO-ThbMHO NHMrMeHTHpaHa. Yecto mo
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3UTOMaTHYHHUTE 00J1aCTH U TapaopOUTAITHO ce TI0sIBsBa XUIepTpuxo3a. Komenonure n
MUJINYM-TIOJJOOHUTE KUCTH 10 OTKPUTHUTE YacCTH ca 4ecTa Haxonka. [Ipu mo-romisima
JABHOCT Ha TMPOMEHUTE KOXKaTa TMPUAOOMBA CKJICPOJACPMOMIEH  XapakTep.
[opencanuTe TpoOIEMH ca TO-M3Pa3eHU IPE3 CE30HUTE C IMO-YCHICHO CIBHYCBO
oOpYBaHe, a Mpe3 3uMaTa HaMaJssBar.

3.1.2. OmnakBaHusATa OT CTpaHa Ha YEpPHHUSA JPOO 3aBUCAT OT CTEMEHTa Ha
W3pa3eHOCT HA XPOHMYHOTO MYy YBpexIaHe. B peauma ciydam Te ca MUHUMAIIHU
(cmabo m3pa3eHa TEKECT B JASICHOTO MOJpeOpue) WiK Jopu JmicBaT. [loHskora, npu
U3CJIeIBAaHE IO JPYr MOBOJA, C€ OTKPHBAT BIJOIIEHH UYEPHOAPOOHM J1abOpaTOpHU
nokazarenun. [Ipy HampemHalo yBpeXJaHE ca HaUIEe OIUIAKBaHUS KaKTO TIpU
odopMeHa YepHOPOOHA TUPO3a.

3.1.3. Ilpn MHO3MHCTBOTO CJIyYau C€ YCTAHOBSIBA MPOABDKUTEIIHA U CUCTEMHA
ynorpeba Ha alKOXOJIHHM HAMUTKH. YecTo e Hamuie XpoHnyHa nHdeknus ¢ xenatut C
BUpYyC. B HAKOW ciy4an MMa MpeIIiecTBaIlo JCUCHHE C JKEJIC3HH TpenapaTH W/ i
KpPBBOIMPEIUBaHUs. YTOTpebaTra Ha €CTPOreHH (BKJII. OpPAJIHA KOHTPALEHTHBH) CHIIO
MOXe Ja Oblie oTKIrouBam] ¢aktop. [Ipu HIKoM cilydan uMa JaHHU 32 (HAMITHOCT, HO
U TIPH TSAX CIIOMEHATUTE CK30TCHHU (PAKTOPH YECTO WUTPAasAT IycKoBa poisi. Hepsiiko
OoJIHUTE ca 3a0eNs3ain, Ye yprHHaTa UM € YePBCHA.

3.1.4. JInaGeThbT U s13BeHaTa Oosect yecto npuapyxkasar PCT.

3.2.0U3UKAJIHA HAXO/JKA npu nperJieia u JaHHUA OT HHCTPYMEHTAJIHUTE U
001 JJadopaTOPHN U3CJIeABAHUS

3.2.1. Tlo OTKpUTHTE YacTH Ha TSIIOTO C€ YCTAHOBSIBAT CIIOMEHATHTE BEue
KO)KHU HPOMEHH, KaTO €THOBPEMEHHO ca HAJIMLE Pa3IUYHU TeXHU (a3u - NpPecHH
MEXypH,  €po3uH, KPYCTH, XWUIep- H  JENUTMEHTHPAHU  IMKATPHKCH,
XUIIEPIUIMEHTALMsT U XUIIEPTPUX03a (3UroMaTU4HO M napaopOutanHo). Hepsako ca
HaJIMIE KOMEIOHH M ¥ MWINYM-TIOJOOHW KHCTH. IlpaBu BreyatieHne KOHTPACTHT
MEX]y ThMHUS LIBST HA JIMIETO U [0-CBETJIaTa KOXka Ha Topca.

3.2.2. Tlourn BHHArM € HAJIWIE paA3IAYHO H3pa3eHa XemaTOMEeTalus.
YepHoapoOHOTO yBpexkaaHe OuBa B pa3nuyHu (a3d - OT JieKa cTearosa, Ipe3
CTaIMUTEe HAa XPOHWYEH XEMaTHT, 0 HampegHaja Iupo3a. Ha TIX ChOTBETCTBAT U
NPOMEHUTE YCTAaHOBEHH MNpH (PHU3UKAIHOTO M HMHCTPYMEHTAJIHUTE H3CIIEABAHMUS.
Exorpadckure usmenenus ca nudy3Hu, HO TpsiOBa Ja ce MMa MpeABH, Y€ MIpU
HenekyBaHa PCT MHoOro yecto ce pa3BuBa IbpBUUYEH pak HA YepHUA JIpo0, T.e. TpaOBa
Jla ce ThPCAT U OrHUIIHY npoMeHu. [Ipu obnbuBane Ha yepHOIpoOeH ouonraTt ¢ UV-
CBETJIMHA ce HabJ0AaBa YepBeHa (IIyopecLeHIMs B OTIEIIHA MO3a€UHO PA3M0JIOKEHU
YUYacThIHU, KOSITO C€ IBJDKH Ha OTIIOKEHU MOPGUPHUHU. XHUCTOJIOTUYHO CE yCTAaHOBSBA
MOBHIIEHO OTJIaraHe Ha keis30 B xernarouuture U Kyndeposure knerku. Cuneposara
€ OT Mo-JieKa CTENeH B CpPaBHEHHE C HIMONATHYHATa XEMOXpOMAaro3a, HO € TO-
U3pa3eHa, OTKOJKOTO NpHU JPYTrUTe XPOHUYHU YEpHOAPOOHU 3a00JsBaHMA M HUrpae
Ba)KHA MATOTeHETHYHA pouist. CBETIMHHO-MUKPOCKOIICKH CE€ YCTaHOBSBAT (TIPEIUMHO
NEepUNOPTAIHO) BB3NAJIMTEIHH M HEKPOTUYHM NPOMEHH, cTeaTo3a U (PpuOpOo3HU
n3MeHeHus. Hepsiiko apXuTeKTOHUKATa € MPOMEHEeHa IIMPOTHIHO.

XeMOrjJo0uHBT U EPUTPOLIUTUTE Ca C TOPHOTPAHUYHU CTOMHOCTU. CEepyMHOTO KEJA30
4ecTo € JIeKo noBuIleHo. HacuianeTo Ha TpaHcdepuHa € C JIEKO WIM YMEPEHO MOBHIICHU
cToiiHocTH (Haxa 45%), HO He JocTUra CpelllaHuTe MPU HIMOoNaTUYHaTa XxemoxpomaTosa 90 -
100%. @epuTHHBT B cepyMa MPU HAKOH OT OOJTHHUTE € MOBHILEH BY- WM TPUKPATHO.

Uepnoapobuute emsumu B cepyma (ACAT, AJIAT u ITT) ca pa3HOCTEEHHO
yBenuueHu. [Ipu nekoMneHcrupana nupo3a nokasareianTe 3a 0eNThbKOCHHTE3HaTa (DyHKIMS Ha
yepHusi ApoO0 KJIOHAT KbM HamaneHue. Bwnpeku mnoBumenara I'T'T, numcar nanHu 3a
u3pas3eHa xosuecrasa. Y poOMIMHOTEHBT B ypUHATA HEPSAIKO € TIOBUIIICH.

JIurceat siBJI€HUs HA OCTBP NOP(YUPHUEH NPHUCTBII.
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3.3. JAHHHU OT IIOP®UPUHOBATA OBMSIHA

Te Morar na ce modydyar camo B CHEHMAIM3UPAHO 3BEHO, KOETO MpeJrosara
HACOYBAHETO HAa OOJIHUS KbM HETO NMPH ChOTBETHO CbMHEHHE.

[IpenBapuTtenHo ce W3BBPIIBA HAAEKIHO CKPUHHMHIOBO H3CIEABaHE Ha €AMHUYHA
nopuust ypusa. [Ipu nanmuuue Ha PCT pe3ynTaThT OT HETO BHUHATW € MOJOXKUTENEH, a MPHU
OTCBHCTBUE - OTPHUIIATENICH, KOETO OTXBbpis nuarnozarta PCT, HaMmupaia ce B akTuBHa (asa.
[Tpu monokuTeIHa CKPUHUHTOBA MPo0a ce MpeMHHABa KbM U3CJICABAHETO HA MOPPUPUHHUTE B
24-gacoBa ypuHa, H3CJIe/IBaHE Ha yponopdHpHWH B KpbBHA ILIa3Ma, MOPGUPUH-OCITHhUYEH
KOMILIEKC ¥ MOP(UPUHU B €PUTPOLIUTHTE.

IIpu m3cnenBane Ha 24-yacoBa ypHUHA C€ YCTAaHOBSIBA CHJIHO MOKAauBaHE (JI€CETKU WU
CTOTHIIM ITbTH ) HA YpOHOpQHUPUHA NPHU JIEKO 0 YMEPEHO MOBUIICHUE HA KOMPONOpPHUpHHA.
AMUHOJIEBYJIMHOBaTa KHUCEIMHA U MOp(YOOMIMHOTEHBT B YypUHATa HE C€ IPOMEHST.
YponoppupuabT B KpbBHaTa Imia3Mma (pedepentHa rpanuua a0 1,4nmol/24h) cemo ce
MOBUILIABA JIECETKM WM CTOTULM ObTH. [lopdupuHHTE B €pUTPOLUTUTE Ca HOPMAIHU.
[TopdupuH-0eNTHUHUAT KOMIUIEKC B pa3peleHa KpbBHA IUIa3Ma JaBa CWJIHO H3pa3eHa
¢bayopecuenius Ha 618 nm. EpuTponurHara akTUBHOCT Ha €H3MMa YpPONOP(PUPHUHOTEH-
nexkapOokcuia3a € HaMajaeHa camo npu ciyydaiite ¢ damuwina PCT u naTeHTHUTE U HOCUTENU
U3MEX]Ty POJHUHUTE.

JlurcBa Kopernamus MEXIy HapylUIEHHETO B mopupuHOBaTa OOMSHA U TeKeCTTa Ha
YEpHOIPOOHOTO YBpEXKIAHE.

3.4. IMATHO3A U JIU®EPEHIIMAJIHA IUAT'HO3A

JluarHoszata ce IOCTaBs Bb3 OCHOBAa Ha OINKMCaHaTa HOJIMMOpP(HA IepMaTOJIOrMYHa
kaptuHa, xapaktepuure 3a PCT mpomenu B mopdupuHOBaTa OOMSHA W KIMHHUYHHUTE H
NapakJIMHUYHY W3CJIe/IBaHUs OT CTpaHa Ha YepHUs Ipoo.

Hanoxwurenna e audepeHnnanHaTa 1narosa cbC ciaeIHuTe 0yI03HH NOPHUPHH:

- Porphyria variegata. Kojkxnata cumnromaruka npu Hes € NPaKTHYECKH ChIaTa KakTo
npu PCT, Ho noppupuH-6enTHUHUAT KOMIUIEKC (uryopecipa He Ha 618nm, a Ha 626nm.
B n3BBHOPUCTBIIEH NEPHOA KONPONOP(GUPHHBT YECTO € MO-BUCOK OT YpOoHnoppHupuHa.

- Bponena xonponopdupus. Uma cxonna ¢ PCT koxxkHa cumnTomMatvka U nophupuH-
OEeNTHYHMAT KOMIUIEKC ChINO € Ha 618nm, HO BozemIa pH Hes € KONponoppUpHHypHUsTa,
a He yponoppupunypusita. OCBEH TOBa, TS BUHATU MPOTHYA C OCTPH MPUCTHIIH.

- Bponena epurponoernyna nopdupus (0osnect Ha Gunther). Cpiio ce xapakrepusupa
C MoBHUIIEHHE Ha ypomnopdupuHa (Iopu B mo-roisima creneH ot PCT) u nmopdupun-
O0enThyHMAT KoMmIulekc € Ha 618nm. Iloppupunure B epurpouurure obaue He ca
HopMaiHH, kakTo npu PCT, a ca MHOTO cUITHO MOBUIIEHU. 3anoyBa B Hali-paHHO JI€TCTBO
U KOXXHUTE IPOMEHH HE ca €pO3UBHO-OYJIO3HM, a OyJIO3HO-YJIIEPO3HH U OyJ03HO-
HEKPOTUYHH, KaTO BOIAT JIO TEKKH 00e300pa3siBaHMsI, KAKBUTO HE c€ HaOiolaBaT Ipu
PCT. Xemonutnuyaute nposiBu (kakButo nunceat npu PCT) ca MHOTo 4yecTH, a OHSKOra
(dartamuu. Te Bomar qo u3paseHa cruieHoMeranus, kakBato Hsama npu PCT.

[MTpu Henopdupuunute Oys03Hu aepmaro3u (bomect Ha Duhring, epidermolysis bullosa,
erythema exsudativum multiforme, hydroa aestivale, pemphigus vulgaris) He ce oTKpuBaT
ornucanute npu PCT oTkioHeHus B oOMmsHata Ha nopdupuHuTe. CHIIOTO c€ OTHACS U 3a
IOpyrure 3a00JiIBaHUs, KOUTO MPOTHYAT C XUIEPIUTMEHTauus W xunepTpuxosa. [loHskora
IIpY TeJarpa Win Mejaarpousl ce Cpemiar HexapakTepHu MMPOMEHH B nopduprHoBaTa oOMsHa,
HO TaM JIECHaTa KO>KHAa PaHUMOCT, MEXYPHUTE U XUIePTpUX03aTa HE ca TUITHYHHU.

3.5. JEYHEHHUE na PCT

[IbpBaTa TepameBTMYHA Hameca TpsiOBa 1a Obae BB3MOXKHOTO OTCTpaHsIBaHE Ha
OCHOBHHTE ITyCKOBH (haKTOPH - aJIKOXOJIHA KOHCYMAIys, ymoTpeda Ha €CTPOTEHH M JKEJIe3HN
npemnapatu. M3cneasar ce MapkepuTe Ha XEMATUTHUTE BUPYCHU MHGPEKIUHU. Y CTaHOBSIBAHETO
Ha xematut C poumsscHABa ernojorusaTta. llemechoOpa3HOCTTa Ha TPOBEXKIAHETO HA
aHTUBUpYCHa Tepamus TpsiOBa na Obae oOChAEeHAa KOHKPETHO TIPU BCEKHU OOJICH.
YepHOIpoOHOTO yBpEXIaHE ce JieKyBa ChOOpa3HO HeroBara wu3paszeHocT. [lpumoskeHue
HaMHpaT Pa3InIHU XeMaTONPOTEKTOPH.
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Bpemenno TpsiOBa na ce u30sTBa CIBHYCBOTO OOJIBUBaHE M paboTaTa BojemIa 0
TpaBMH (BKJI. MUKPOTPaBMH) Ha phIETe. B CIIbHUEBH JHU € YMECTHO HOCEHETO Ha IIarKa C
IIMPOKa nepudepus U 10pu ThHKU PHKaBUIIU.

3a cnenuduyHO JIeueHHe Ha mopdupuHOBaTa OOMSHA MPHU HOBOOTKPUTHUTE CIIy4dau C
YCIeX €€ nmpujaraTt aABa aJJTCpHATUBHU NMATOICHCTHUYHU MCTOA: A. Macusuu KPBBOITYCKaHUA
u b. Hucku no3u xJIOpokBUH. YpOmophupHMHBT B IUIa3MaTa H3IOJI3BAME KAaTO OCHOBCH
KpUTEPHIA 32 MOHUTOPHPAHE HA JICYCHUETO.

3.5.1. Macuenu Kpveonyckanus

bnaronmpusitHuar UM edekr ce CBbp3Ba C HaMajsBaHE Ha XemaTocuiepo3ara.
W3pbpimiBaT ce mo ciemHaTa cxema: M0 eIHO KpbBomyckane or 500 ml cemmuuno B 4
MOPEIHU CEIMUIIM, MOCJIEIBaHU OT MO eHO KpbBomyckaHe oT 500 ml Ha Bceku 4 ceaMHIIN.
KpbBomyckanusita ce mpeycTaHOBSBAT IMPU ClafaHe Ha yporopdupuHa B miazmara moxa 10
nmol/l. YcnopenHo ¢ ToBa ce NOHMXaBa M MbPBOHAYAJIHO BHCOKAaTa ypoOmoppUpHUHOBA
exckpeuusi B ypuHata. llogoOpenuero B oOMsHaTa Ha NOPPHUPUHHUTE CE€ CHIIBTCTBA OT
W3pa3eHo MonoOpeHHe Ha JepMaTOJIOTUYHHS CHUHAPOM, JOCTHramio [0 MPaKTHYECKO
O3/IpaBsiBaHe. 3HAUYMUTEIHO C€ TOAO0OpSBAT W YEPHOAPOOHUTE IabOpaTOPHM MOKA3aTEIIH.
Pemucus ce moctura npu BCUUKH OOJIHU JIEKYBaHH ¢ KpbBOMyckanus. KomnuecTBoTo mycHaTa
KpbB Bapupa Mexay 2 u 6L npu pasnuuaure Oonnu (cpenHo 3,5 L, T.e. 7 KpbBOIYCKaHHUS,
4HeTO W3BBPIIBAHE OTHEMA OKOJIO 3 /2 Mecera).

KpbBomyckanusatra ce Wu3BBpPLIBAT NpPU MHUHUMaJHA CTOMHOCT HA CHCTOJIMYHOTO
aprepuanno Hamsrane or 110 mmHg. Te He ce mpuiarat npu u3pa3eHa ChpleYHA WU
JMXaTellHa HEJIOCTaThUHOCT, HECTaOMIIHA CTEHOKAp/AWs, IEKOMIICHCUpaH nuabdeT, Ob0pednHa
HEJOCTaTBUYHOCT W JPYrH 3acTpalllaBallld JKUBOTA CBCTOSHUA. [puUnmsT U Apyru
UHTEPKYPEHTHU 3a00J19BaHUA IIpEJICTaB/ISIBAT BPEMEHHU IPOTUBONOKA3aHUS.
KppBomyckanusaTa ce u3BbPIIBAT U MPU NOPGUPHILIN C XETEPO3UTOTHA [3- TamaceMusl.

KpbBomyckanusaTa ce MmoHacsT yuyasaiio go0pe oT OonHute. B kpas Ha jnedeHuero
XeMOTJIOOMHBT U €PUTPOIUTHUTE CIafaT ChOoTBETHO ¢ He moseue oT 20g/1 u 0,5 - 1 x 10 2.
KpbBonyckanusaTra 0OMKHOBEHHO c€ W3BbpIIBAT aMOyJaTOPHO, HO MPU MO-Bb3PAaCTHU OOIHU
WM HaJM4YWe Ha ChITBTCTBAIIN XPOHUYHU 3a00JISIBaHUS € YMECTHO MbPBUTE 4 KPBBOITYCKAHUS
Jla ce HamnpaBsiT B KIMHMYHA oOcTaHOBKa. HeoOxonmmo e cien KpbBOITycKaHe OOJIHUAT Ja
OCTaHE B JIEKALIO MOJ0KEeHHUE 0K0I0 15 - 20 MUH.

3.5.2.Hucku 003u x1opokeun

Mexay XJIOpOKBHHA M OTJIOKEHUTE B UepHUS JApo0 moppupuHH ce oOpa3yBaT BOIHO
pPa3TBOPUMHU KOMIIJIEKCH, KOMTO JIECHO NONAJaT B IUIa3MaTa U YCUJIEHO CE€ OTAEINAT C ypUHaTa.
Taka yepHusar 1pob ce oTOpemeHsBa OT Nop(HUPUHUTE U Ce NTocTUra pemucus. Jleuenuero ce
IIPOBEXKA 3aJb/DKUTEIHO C MHOIO HUCKH J03M - camMo 2 nHM B ceamuuara no 0,125 wim
0,250g opanHO mpu eqHOKpaTeH AHEBeH npueM. [lo-romemure m03u MoraT jaa JoBenaT 10
pa3BUTHE Ha OCTpa LIEHTpoJo0yIapHa XenaToHekpos3a npu Hskou 6onmxu ¢ PCT. Hait-uecto
ce mpwiara XxJopokBuH-mudocdar. Jleuenmero ce mpoBexna amOynmatopHo. I[lpum
HOBOOTKPHUTH CJIy4yad TO OTHEMA MO-ABJITO BpeMe OT JICUCHHETO C KPBBOITYCKaHUS (MEXIY S5
n 15 wmecena). Ilpy MHO3ZMHCTBOTO ce TNOJy4yaBa KIMHUYHA U OMOXMMHYHA PEMUCHS.
HerossiMa gacT oT G0JHUTE HE OTTOBAPST HA XJIOPOKBUHOBOTO JICYEHHUE.

[Ipn HOBOOTKpHTH cinydan ¢ PCT npeanodynTtaHOTO J€4eHUE € TOBAa C KPbBOIYCKaHUS,
Mopajy NOJy4aBaHETO Ha Mo-Obp3 MoJoKuTeNeH epekT ¢ Hero. IIpu mo-Texko 3acerHara
nophupuHOoBa 00MsiHa (T1azmeH yponopdupus > 200 nmol/l) ro koMOMHMpPaMe ¢ HUCKU 103U
XJIOPOKBHH, KOETO YCKOpSIBAa IOCTUTAHETO HA PEMUCHSI.

KpbBomyckanusaTa (HO He U MPUIPYNKABAIMAT TM OMOXMMHUYEH KOHTPOJI) OMXa MOTJIHU
Jla ce M3BBPILIBAT OT JIMUHUSA JieKap Ha OonHus. Benuku OONMHM ca HETPYAOCHOCOOHH mpes
IBPBHUSI Mecell OT JIEYEHHETO, 3a KOEeTO ce Wu3JgaBa OOJIHMYEH JHCT. BpemeHnHara
HETPYJIOCIIOCOOHOCT TpU  (U3NYEeCKUTEe pPAaOOTHULIM U paboOTeIUTe Ha OTKPUTO Ce
IIPOABIKABA /10 IOCTUTAHE HA IEPMATOJIOTMYHA PEMUCHSL.
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3.6. HOBEJIEHHUE ITPU IIOCTUT'AHE HA PEMUCHS

Haneunute pesynratu ot jedeHueto Ha PCT 3aBuCAT OT TOBa Al NPOABJIKABA
BBSHQﬁCTBHCTO Ha (I)aKTOpI/ITe, OTKIIOYBAIIX PA3BUTUCTO HA KIIMHUYHUTC ABJICHUSA (aJIKOXOJ'I,
HocuTencTBO Ha xenatuT C BupycHa nHdekuus, GaMuiHocT). MHOTO OT Juiarta, npu KOUTo €
[I0JIyY€Ha PEMMCHA, IOJydyaBaT PEUMIUB Ciel pa3indHu cpokoBe. [lopagu ToBa, cien
MOCTUTHATA PeMUCHs, OOTHUTE C€ MPUBHUKBAT BEIHBK TOAMIIHO HAa KOHTPOJIHO U3CJIE/IBaHE B
CHenuanu3upaHoTo 3BeHo. llpoBepsiBa ce HUBOTO Ha ypomopdupuHa B 1uiazmata. [lpu
3aroysalll peuauB TO e MMOKa4YBa MpeIu Ja ce SBAT JepMaTOJIOTUYHUTE U3MEHEHHS U TIPeIu
Ja ce BIIOIIAT YepHOApoOHHTE NabopaTopHM mMokazaTenu. llpum Te3m paHHU CYyOKIMHUYHU
(unu “OMOXMMUYHM) PELUIUBU C€ NpuUara HAKOJIKOMECEYHO aMOYJIaTOpPHO JIEYCHHE C
HHUCKH OO3U XJIOPOKBUH, CJICA KOCTO OOJHMST OTHOBO HABJIN3a B 6I/IOXI/IMI/I‘IHa peMucus. Camo
IIPU JIMIA, KOUTO HE OTrOBapsT Ha XJOPOKBHHOBOTO JICYEHHE CE MpUiIaraT KPbBOIYCKAHUSI.
E>keroTHOTO KOHTPOJHO H3CJIeIBaHE € BakeH (DaKTOp 3a MpeaoTBpaTsBaHEe Ha KIMHHUYHUTE
PELUINBH U MO-HATATHIIHOTO Pa3BUTHE HA YEPHOAPOOHOTO YBpPEXKIAaHE.

[Tpu mopdupurure ¢ xematut C, KOUTO ca MOIXOSAIIN 32 UHTEPPEPOHOBO JICUCHHE, €
JKeJIaTeIHO MpeIBapuTesiHo 1a ce nocture pemucus Ha PCT ype3 kpbBomyckaHus, T.€. 1a ce
OTCTpaHW xemarocuaeposara. [Ipum numara ¢ odopmeHa muposa € HEOOXOIHM pPEIOBEH
exorpad)cku KOHTPOJ C OIJIeJl CBOEBPEMEHHOTO YCTAHOBSBAHE HA MbPBUYEH YEPHOAPOOEH
pax.

3.7.UH®OPMALMS 3A BOJIHUSA

Ha GomHute ce cwhoOmiaBa, 4e cTpagaT OT CPAaBHUTEIHO PSJIKO BEIIECTBOOOMEHHO
3a00JIsIBaHe, KOETO 00aye MOIeKH Ha YCIelHO JiedeHne. Habusra ce Ha He0OX0IMMOCTTa OT
cnupaHe yrnorpebaTa Ha aJKOXOJHM HAmUTKH. M3ThKBa ce BakHATa PO Ha TOAUIIHOTO
KOHTPOJIHO MU3CJICABAHEC 3a NPCAOTBPATABAHC HA KIIMHUYHHUTC PECIUIUBH.

4, PORPHYRIA VARIEGATA, u3siBeHa ¢ K03KHA CHMIITOMATHKA

OcBeH ¢ ocTbp NpuUCTHIL, porphyria variegata Moke Ja ce U3pas3u U ¢ epo3UBHO-0YII03HA
¢doroceHcnOUIM3aNys, MPUUYMHEHA OT OTJIOXKEHUTE B KOXkaTa MOP(GUPHUHU U BB3ACHCTBUETO
Ha ciobHYEBUTE JbUU. [Ipy MHOTO OT OGOJHUTE HUKOra HE C€ pa3BUBAa OCTHP HPUCTBHI, a
€MHCTBEHUAT CUHJIPOM € KOKHUAT. Tol € HabJIHO cxojieH ¢ To3u npu PCT.

Tounata 1uarsosa ce mocTaBs OT CIIEHUATM3UPAHOTO 3BEHO Bb3 OCHOBA Ha MOBUIIIEHATA
eKCKpelusi Ha NOPQUPUHM C ypUHATa (4€CTO, HO HE 3aJIBJKUTEIHO, KOIPONOP(PHUPUHBT € MO-
BHCOK OT ypornoppupuHa) U CTPOro cruerupuyHus 3a 3a00JsIBaHETO NOPGHUPHUH-OEATHUCH
KOMIUIEKC B HAaTMBHA KpPbBHA IIa3Ma C U35BEH (IyopeclieHTeH MakcuMyMm Ha 626nm. B
U3MPaXHEHUATA CUJIHO CE€ yBeIMYaBa NpOTONOP(UPUHBT U MO-MAJIKO KOMPONOpPUPUHBT. 3a
paznuka ot PCT, XpoHMYHO 4epHOAPOOHO yBpeXkJIaHE HE CEe Pa3BHUBA.

Edukacno neuenme Ha QoroceHcuOmnM3anusaTa He cbliecTByBa. Heobxomumo e
npe/anasBaHe OT JICHCTBHETO Ha CIBHUYEBUTE JIBYM U OT TPAaBMH (BKJI. MHUKPOTPAaBMH) MO
pbuere. Bb3moxkHOCcTUTE Ha (aMuiIHATa JUArHOCTHKA ca OINMCAaHH B alropuTbma IMpU
nopGupuH, MPOTHUYAIIN C OCTHP MPHUCTBHII.

HeobOxonumo e GomHute OoT porphyria variegata ¢ u3siBeHa KOKHa CHMITOMAaTHKa Ja
ObpaaT nmpodecoHaTHO OPUEHTUPAHU KbM paboTa Ha 3aKpUTO, W30srBalla MUKPOTPABMHU IO
pwuete. [Ipu numnca Ha TakaBa Bb3MOXKHOCT (HAmp. MpH HUCHK 00Opa3oBaTeNieH IIEH3) Te ca
TpaltHO HETPYIOCIIOCOOHHU.

5. BPOAEHA KOIIPOIIOP®UPHSI ¢ ko:kHA CHMIITOMATHKA

Bponenara xonponopdupus, KOSITO € A0CTa PAIKO 3a00JsiBaHe, Ce M3pa3siBa TJIABHO C
Hesposucyepannu cumnmomu, HO Tipu okono 30% OT ciydauTe IONBIHUTEIHO Ce
HaOmonaBa U (OTOCCHCHOWIHM3AIMS, KOSITO CE M3pa3sBa TJIaBHO B XHUIEPIUTMEHTAIUS U
XHIIEPTPUX03a M0 OTKPUTUTE YaCTH HA TSIIOTO.

[Mono6Ho Ha PCT, noppuprH-0enThYHUAT KOMIUIEKC B IJIa3MaTa uma (hiayopecleHTeH
MakCUMyM Ha 618nm, HO KompomopPUpHHBT B YypUHATA H3pA3CHO MpeodiazaBa HaL
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yporoppupuna. Ilpu ocTtep mnopdupuyeH mnpucThI Cc€ TOBUINABAT B ypHUHATa O-
aMUHOJICBYJIMHOBAaTa KHCEIMHA M o0coO0eHo mnopdobmnuHOreHspT. WM3cnmenBanusara ce
W3BBPIIBAT B CIICIUATH3UPAHOTO 3BEHO.

KoxHnTEe MpOMEHN He MoJIeKaT Ha ePeKTHBHO JeueHne. HeoOxoanmo e mpeana3BaHe
oT I[GI>'ICTBI/I€TO Ha CIIBHYCBUTC JIbYU U MUKPOTPABMHU IO PBUCTE. H€O6XO[[I/IM3, € ChOTBCTHA
npodecroHanHa oOpueHTanus. [Ipy HEBB3MOKHOCT 3a TakaBa OOJIHUTE ca TpanlHO
HETPY0CIIOCOOHHU.

6. EPUTPOIIOETUYHA IMTPOTOINIOP®UPHUSA
Eputponoetnunara mnporomnopdupus € TEHEeTHYHO 3aboiisiBaHe, ABDKAINO Ce Ha
yHacJjeJeH yacTh4eH AeuuuT Ha eH3uMa (epoxesarasa.

6.1. KINHUYHU KPUTEPUMU 3A IUATHO3ATA

3a0onsBaHETO Cce€ XapakTepusupa C EpUTEMHO-elIeMaTo3Ha (POTOCEHCHOMIN3AINS,
MposIBsIBallla ce Olle B JeTcka Bb3pacT. Ciell KpaTKOTpaiHO M3JlaraHe Ha CIBHIE Ce SBSIBA
00JIE3HEHO W OTOYHO 3aYepBSIBAHE 10 OTKPUTUTE YaCTH HA TSUIOTO. TO IMpeMUHaBa W3BECTHO
BpeMe CJIe]] MPEeKpaTsBaHE Ha OOJBYBAHETO, HO CIIA IMOpEAUlia OT IOJO0OHU eIMHU30/1
penedpbT Ha KOXKaTa TMOCTeTeHHO 3arpyOsBa. Ts  nuxeHuduuupa, mnpugoOUBa
BOCHYHOIIOJJO0CH IBAT W HAMO005Ba MOPTOKAoBa Kopa. Te3n mpoMeHr ca Hali-u3sBEHU 110
Hoca u O0y3urte. OKoJI0 YCTHUTE ce o0pa3yBaTr paauajHu paraju U HaOpBHUYKBAHUS, HO HUKOTA
HE ce tocTura 1o ooe3o0pa3sBanus. UecTo ce yCcTaHOBSBAT JaHHU 33 (DaMUIIHOCT, HO HE MpH
BCHUYKHUTC HOCUTCJIIN NUMa KIIMHUYHU U3ABU.

6.2. PUBUKAJIHA HAXO/IKA ITPU ITPETJVIEJA

Cren u3narane Ha CIIBHIIE TI0 JIMIIETO, BpaTa, YIIUTE U I'bp0a Ha UIAHUTE U NPBCTUTE CE
HaOromaBa OOJIE3HEH enemMaTo3eH epureM. Jlopu W a He € MMaio CKOPOIIHO OOJTbYBaHE,
HaJIuIe e TpaiiHo 3arpyOsiBaHe Ha peseda Ha KoKaTa MO OTKPUTHUTE YaCTH C OIMHUCAHHUSA IO-
rope xapaktep. OOMKHOBEHO HE CE€ yCTAaHOBSBAT €PO3UH, MEXYPH U JIECHA PAHUMOCT.

6.3. ObIIN IABOPATOPHMU U3CJIEJIBAHUSA

IIpu noBeyeto oT OOMHUTE HE ce YCTaHOBSABAT MpoMeHH. [Ipu HAKOM OT TAX MMa Jieka
MUKpOLIUTHA XHUIIOXpOMHA aHeMHs, a Mpu Apyru - ciabu, Hecnenu@UuHU MPOMEHU B
4epHOApOoOHUTE JTa00paTOpPHU MOKa3aTenu. JIMICBAT JaHHU 3a XeMOJIH3a.

6.4. CIEUAJIM3UPAHU JTABOPATOPHU U3CJIEJABAHUSA

[IporonoppupuHBT B EpPUTPOLIUTUTE € YBEIMYEH JIeCeTKU IMbTU HaJ TopHaTa
pedepentHa rpanuna. IlpopupuH-GeNTHUHMAT KOMIUIEKC B KpbBHAaTa IUla3Ma uMa
¢dayopecueHTeH MakcuMyM Ha 632nm mpu Bb30yxkaane 408nm. JlumcBar mpoMmeHu INpu
u3cieBaHe Ha MOp(UPHHUTE B ypuHATa, Thil KaTo MpOTONOPGHUPUHBT HE MPEMUHaBa Ipe3
0b0peunust GpuaThp. Ilpu poAHMHNUTE-TATEHTHH HOCUTEIHM HE C€ YCTAHOBSIBA MOBUILIEHUE HA
npoTonoppupuHa.

6.5. MIPOTUYAHE HA EPUTPOIIOETUYHATA IMTPOTOINIOP®UPUSI

[Tpu moBeveTo 60THM 3a00IBaHETO UMA TOOPOKAYECTBEH X0/1, 0COOCHO aKo ce M30sTrBa
CTbHYEBOTO 0OnbuBaHe. CpaBHUTENHO dYecTa € XOJeNWTHa3aTa, KaTo KOHKPEMEHTUTE
ChABPKAT U npotonophupuH (pryopeciupar yeppero Ha UV-ceetnuna). [Ipn okono 5-10%
oT OonmHUTe, 03 SCHO yCTaHOBMMAa NMPHUYWHA, CE€ Pa3BHUBa TEXKKO MUPY3HO UYEPHOAPOOHO
YBpEXKIaHE C HMHTpaxelaTaJHa XoJjecTa3a, KOeTO B IOBEYETO CIIyYaW HampeaBa OBp30 U
3apppiiBa (atanHo. OrnaraT ce HU3KIOYUTETHO TOJNEMH KOJIWYECTBa MPOTOMOPPHUPUH B
YyepHus Apod U KIbYHHUTE IbTHIA. KonponoppupruHbT B ypHHATAa MOKE J]a CE YBEJIUYH.

6.6. IMATHO3A
[TocTaBs ce OT cHeNMaIM3MPAHOTO 3BEHO BH3 OCHOBA HAa EPUTEMHO-elIeMaTO3HATa
¢doroceHcHOMIM3aNUs, ChUETaHA CHhC CTPOTO CIEHUPUYHUTE MPOMEHH B MOp(pUpPHUHOBATA
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obmsiHa. [locimenHuTe M3KIIOUBAT HEOOXOAMMOCTTAa OT AU(EpeHIMATIHA AUArHO3a C JIPYTH
dboronepmarosu. [Ipu pazButre Ha TeKKO AU(Y3HO YePHOAPOOHO YBPEKIAaHE M XOJIECTa3a C
HCs1CHa CTHOJIOIrusi, aHaMHCCTHYHHUTC JOaHHHM 3a TaKbB THII (I)OTOCCHCI/IGI/IHI/I?)aL[I/I}I nu
XapaKTepHUTE KOXKHU TPOMECHHM Ca OCHOBAaHWE 3a W3CJIC/IBaHE Ha MOpGUPHHOBATa OOMSHA,
9pe3 KOeTO I CE MOCTaBH TUarH03aTa.

6.7. JEUEHUE

N30srBaHeT0 Ha CIBbHYECBATa CBETIMHA € OCHOBEH (DaKTOp 3a MPEeNoTBpaTsIBaHE Ha
¢doronepmaro3ara. ToBa Hamara OCBOOOXJAaBaHETO OT BOCHHA CIy)k0a M IOAXOJAIIA
npodecnoHaiHa opueHTanus (padora Ha 3akputo). [lom3ata or opamHOTO TpUeMaHe Ha [3-
KapoTHH (TOW ce oTJiara B KO)Kara, KbAETO abcopOwpa CBETIIMHATA W CBBP3BAa CBOOOIHHTE
pajuKaiy) € TUCKYCHOHHA.

3acera y Hac He CBHIIECTBYBa HAJCKIHO JECUCHHE IMPH Pa3BUTHE HA OCTPO AU(DY3HO
X0JIeCTaTHYHO yBpexxaane. [Ipuara ce cuMInToMaTHYHA TEPAITHs.

7. BPOAEHA EPUTPOIIOETUYHA IOP®UPUS

Bponenara epurponoernuna nopdupus (BEIL, 6onect Ha Gunther) e TBbpae psiako
3abonsiBane. B nwmrepartypara ca ommcanu okoio 100 OGomnu, a B bearapus mocera e
ycranoBeH camo 1 cnyuaii. BEIl ce nabmmku Ha yacTMueH JAe@UIMT Ha €H3MMa
yponop¢upusoreH III-kocunTaza.

7.1. KIMHUYHA KAPTUHA U JAHHHU OT JIABOPATOPHUTE
N3CJIEJABAHUA

BEII e Haii-Te)xko mpoTHyamaTa oT BCHUKH mopdupuu. IlposBsiBa ce ome B Haii-
paHHO JETCTBO (HayajaHaTa U MOsBa y Bb3pPAcTHHU € psiikocT). KilmHu4Hata kapTuHa ce Biajee
ot aBa cu"apoma: A. Jlepmaranorundes u b. Xemonutuuen.

7.1.1. Jepmamonozuuen cunopom. OOyciaBss ce OT OTJIOXKEHM B KoXKara
noppupuau  (yponoppupun I, kxompomoppupun I), cBpbxoOpasyBaHu B
€pUTPONOETHYHATa THhKaH, MOpaaAu BpoJeHMs eH3uMeH JedekT. KpaTkorpaitHoTo
W3J1araHe Ha CI'BHIIE BOJH JI0 TEXKa OyJI03HO-YIIIEPO3HA U TOpHU OyJI03HO-HEKPOTHYHA
¢dorocencubmnmzanus. CiaydaifHuTe MUKPOTPAaBMH U JIECHO Pa3KbCBAIIUTE CE MEXYPH
IO OTKPUTUTE YacCTH HA TSJIOTO OCTaBAT ABJIOOKH TOPHNUIHU SI3BH, KOUTO YECTO
3arHosiBat. [Ipu 0aBHOTO cu 3apacTBaHe Te oOpazyBaT MHOTO rpyOu oOe300pa3siBaIn
UKaTPUKCH, KOUTO Ca XUIEPHUTMEHTUPAHW WM JENMUIMEHTUPAaHU. TexKHUTe
nedopmaiuu 3acsAraT HaW-4ecTo TpbCTUTE (0COOEHO KpaWHuTEe (Qananru), Hoca,
ycTHUTE, Oy3uTe, Kienauute U ymure. Morar a ce yBpeasT U pOroBHLUTE, KOETO Ja
NpUYMHU ciienota. B nmeHTWHa ce otiaraT mopQupHHU, MOpaad KOETo 3bh0uTe ca
yepBeHokadssu. Te dmyopecumpar uepBeno Ha UV-cBernuHa. Hamune e uzpasena
xureprpuxo3a. [lopaam otmensimure ce NMOpGUPUHE ypUHATA € THMHO YEpBEHA.
[Tenenute Ha HOBOPOJICHOTO CHILO CE OLBETSABAT B UEPBEHO OT YpUHATA U MEKOHUYMA.
N3cnensanero Ha mophuprUHOBAaTAa OOMSIHA, KOETO C€ M3BHPIIBA B CIICIUAINZUPAHOTO
3BEHO, YCTAHOBSIBA CJIEJHOTO: MHOTO BHCOKO OTJAEJISTHE Ha MOP(UPHUHU C ypUHATA MIPU
CHUJTHO U3pa3eHo mpeoOmanaBaHe Ha ypomopbupun | wam ypomopbupun III; o-
aMHHOJIEBYJIMHOBATA KHCEIMHA U NMOP(HOOMIMHOTEHBT B ypHHATA HE Ca MPOMEHEHHU;
NOpQUPUHUTE B EPUTPOIMTUTE Ca W3KIIOYUTEIHO BHCOKH, YpONOPpOUPUHBT B
IUIa3MaTa € CHJIHO MOBHIIEH.

7.1.2. Xemonumuuen cunopom. Xemojiuszara, AbJDKAIla C€ Ha TOJEMHUTE
Koim4ecTBa yponoppupuH | B epUTpOLUTHTE, € pPa3HOCTEIIEHHO TPOSBEHA Y
pa3nuyHuTe OOJTHU. XapaKTepu3upa ce ¢ UKTep, HOHWKEHUE Ha XeMOTJI00nHa 1 Opos
Ha EPHUTPOLMTHTE, AHW30LMTO3a, MOMKHUIOIHMTO3a, IMOJMXPOMA3us, PETHUKYJIIUTO3a,
06a3o(miHa MyHKTyalus, HEKOHIOTHpaHa XHUNEpOWIMpPYOMHEMHUS M JIMICAa Ha
xanTornoouH. [Ipm  KOCTHO-MO3bYHA MYHKIHMS CE€ YCTAHOBSBA EPHUTPOHIHA
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xunepruiasus. PazBuBa ce cIieHOMeraius, KOSTO ChINO AOIPHHACA 3a AHEMHATA U

MOX€E J1a JIoBeJe 10 JeBKoneHus u TpomOouuToneHus. [locnennara moxe na Obre

IIPUYMHA 3a XEeMOparnyHa Jauare3a. TeXKO W3ABCHUAT XEMOJIUTHUYEH CHHIPOM

HIOHSIKOTa BOJU 110 (paTasieH u3Xox.

IIpu penkure ciydau ¢ HayaiHa u3sia Ha BEII B mo-kbCHa BB3pacT XEMOJIUTUYHUTE
npoMeHu ca jieku uiau jaurncsart. [Ipu BEII He ce pa3BuBat ocTpyu NOpGUPUYHU NPUCTHIIN.

7.2. TUATHO3A

[TocTaBst ce OT crieUUATU3UPAHOTO 3BEHO Bb3 OCHOBA HA CHUETAHHETO MEXKAY TEKKa
Oyno3Ha oTronepmMaTo3a ¥ XeMOJIUTHYCH CHHIPOM, Pa3BUBAIIM CE€ OT paHHA JIETCKa Bb3pacT,
Y CHJTHO U3SBEHUTE MPOMEHHU Ha MoppuprUHOBaTa OOMSIHA.

7.3. JEUEHUE

Heo0xomumo € W3KITIOYHUTETHO CTapaTelTHO M30ArBaHe Ha CirbHYEBaTa cBemnHa. [Ipu
3arHogdBaHC Ha KOKHUTC JIC3MU BBTPCIIHO W BBHIIHO CC IMpuUjarat aHTI/I6I/IOTI/II_[I/I, 3a Ja CC
NPeOTBPATAT 00e300pa3siBaHUsATa Ype3 M0-0bp30 3apacTBaHe.

HpI/I IMO-TCKKHU XCMOJMTUYHH ABJICHHUA CC€ HU3BBPIIBAT KPBBOIIPCIHMBAHUA. Koraro
KPBBOIIPEIMBAHUATA Ca YECTH, HEOOXOIMMO € ycropeHo na ce npwiara u Desferal, 3a na ce
n30erae xemarocuaeposara. [Ipw WecTH KMBOTO3aCTpalIaBaIll XEMOJIMTUYHH TIPOSIBU CE
NpernopbyuBa CIUICHEKTOMHUS, KOSATO HMMa J00Bp epekT. MHO3MHCTBOTO OT OOJIHUTE ca
MPaKTUYECKH HE TPYAOCIOCOOHHU.

8. Cnucbk Ha pa3pelleHHTe JIeKapcTBa NpU NOPpGUPHHU, IPOTHYALIHU € OCTHP NPUCTBII

AHa.]Il"eTI/IIII/I, AHTI/IﬁaKTepI/IaJIHH cpeacrea AHTI/IBI/IpyCHI/I cpeacrea
anTunuperuuu 1 HCIIBC
Acidum acetylsalicylicum | Amunoznioxoszuou Abacavir
Alfentanil Amikacin Aciclovir
Codeine Azithromycin Didanosine
Dihydrocodeine Gentamicin Famciclovir
Ethylmorphine Kanamycin Ganciclovir
Fentanyl Neomycin Interferon
Ibuprofen Streptomycin Lamivudine
Indometacin Tobramycin Ribavirin
Ketoprofen IHenuyununu Tenofovir
Methadone Amoxicillin Valaciclovir
Morphine HCL Ampicillin Zalcitabine
Nalbuphine Amoxicillin and enzyme inhibitor
Naproxen Ampicillin + Sulbactam Aumumuxkomuyu
Paracetamol Benzylpenicillin
Pethidine Clavulanic acid
Sufentanil Cloxacillin Flucytosine
Sulindac Dicloxacillin Nystatin
Tinctura opii simplex Oxacillin Aumunpomo3soa
Piperacillin
Piperacillin + Tazobactam Quinine
Ticarcillin Chloroquine
XHWHOJIOHH Primaquine
Ciprofloxacin Pyrimethamine
Norfloxacin Tyoepxkynocmamuuu
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Ethambutol

Streptomycin

CpencrBa 3a mecTHa | CpeacrTBa 3a 001ma aHecTe3usi | AHKCHOJIUTHIM,
aHeCTe3usd H MHOPECJIAKCAHTH AHTHUACNIPECAHTH,
CHbHOTBOPHHU M C€AATHBHHU
cpeacrsa
Benzocaine Aether pro narcosi Bromazepam
Bupivacaine Atropine Calcii bromidum
Cocaine hydrochloride Cyclopropane Clonazepam
Lidocaine Droperidol Diazepam
Procaine Epinephrine Estazolam
Tetracaine Fentanyl Fluoxetine
Ketamine Fluphenazin
Morphine Haloperidol
Naloxone Mianserin
Neostigmine Midazolam
He ca na0mronasanu | Nitrogenii oxydum Natrii bromidum
nopdUpUYHE TpUCTBIIM ciex | Pancuronium Orocetam
npuiaraHe Ha mectHa | Pethidine Piracetam
aHeCTe3Hsl. Propofol Temazepam
Suxamethonium Triazolam
Tubocurarin Valeriana
Zopiclone
AHTHAJepruyHM H  aHTHacTMaTn4Hu | [lepudepHn n MO3bYHHN Ba30IHIATATOPH;
cpeacrea AHTUMHUIPEHO3HHU CPEACTBA
Beclometasone Acetysal
Chlorpheniramine Ibuprofen
Diphenhydramine Dexamethasone
Epinephrine Naftidrofuryl
Hydrocortisone Piracetam
Mequitazine Pizotifen
Ketotifen
Promethazine
Salbutamol
AHTHCTEHOKAP/HH, Kapanoronuunu U | AHTH-pPeBMATOM/IHH,
AHTHAPUTMUYHH, AHTUXHUIIOTCH3UBHU AHTHIIOAATPUYHH U
AHTHUXHUIIEPTEH3NBHH cpeacrsa AHTHOCTEONOPO3HHU
H JHYPETHYHH CpeICcTBA cpeacTrBa
bera - 6nokepu:
KanureBu u Marae3sueBH COIU Adenosine Kanmuesu comnu
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Acebutolol Digitoxin Allopurinol
Acetazolamide Digoxin Azathioprine
Acidum ethacrinicum Dobutamine Calcitonin
Amiloride Dopamine Chloroquine
Atenolol Epinephrine Colchicine
Bisoprolol Lanatoside Dexamethasone
Captopril Norepinephrine Glucosamine Sulfat
Carvedilol Propranolol Hydrocortisone
Cilazapril Ramipril Methylprednisolone
Diazoxide Sotalol D-Penicillamine
Triamterene/Hydrochlorothiazide | Streptokinase Prednisolone
Dipyridamole Trandolapril Prednisone
Triamterene/Hydrochlorothia

Eprosartan zide
Fosinopril Triamteren
Furosemide Trimetazidine
Glyceryl trinitrate Valsartan
Guanfacine Quinapril
Heparin
Hydrochlorothiazide
Labetalol
Lidocaine*
Lisinopril
Metoprolol
Molsidomine
Oxprenolol
Pindolol
Prazosin
Propranolol

AHTHEeNUJIeNTHYHHI U | AHTHKOHBYJICAHTH
AHTHUTYMOPHH CpeACcTBa AHTHIIAPKHHCOHOBH CpPeACTBA
L-Asparaginase Amantadine Clonazepam
Bleomycin Clonazepam Diazepam
Cisplatin Diazepam Gabapentin

Magnesii sulfas amp.

Dactinomycin Gabapentin (TTapeHTepaTHo)

Magnesii sulf. amp. Vigabatrin

Trihexyphenidyl

Vigabatrin

Bererorponnu cpeacrsa

AHTHIICHXOTHIIH U
IIcuxoTponHu cpeacraa

bera-0noxepu

Chlorpromazine

Atropine Clonazepam
Epinephrine Diazepam
Galantamine Droperidol
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Neostigmine Estazolam
Nicergolin Fluphenazine
Prazosin Gabapentin
Reserpine Haloperidol
Salbutamol Lithium carbonate
Mianserin
Orocetam
Periciazine
Piracetam
Temazepam
Triazolam
Trifluoperazine
IIporuso-
JIUIIUICMHUYIHN
ACTBa, NnoBJINABAIIIN CpeHCTBa, MOoBJUABAIIMA | CPEACTBA
auxarTtejJHaTa cucremMa oTAeJuTeJIHATA CUCTEMA
Acetylcysteine JluanusHu pa3TBopu Colestipol
Atropine Colestiramine
Beclometason Lecithin
Budesonide Probucol
Codeine Bezafibrate
Dextromethorphan Clofibrate
Diphenhydramine/combinations YpoantucenTuuu
Diphenhydramine Hexamin
Epinephrin
Fusafungin
Ketotifen
Pseudoephedrine
Salbutamol
CpencrBa NOBJIMABAIIM | AHTHALMIHHA cpexncrBa, | Cpeacrsa npu
XpaHOCMMJIATE/IHUS TPAaKT, | MYKO30IIPOTEKTOPH, 3a00/1aBaHUs HA YepBaTa
NaHKpeaca, 4YepHusi Apo0 W | NPOKWHETHIIH, U MaHKpeaca
AKIBYHUTE IBbTUIIIA CIIasMOJINTHULIN )|
AHTHEMETUIIN
AHTHXEJIUKOOAKTEPHHU ANyMUHUEBH, OMCMYTOBH,
cpeacraa KaJIlMEeBH, MAarHe3neBH U | AKTUBEH BBIIICH
Amoxicilline HATPUEBH COJIM, OKWUCU W | | TIOKOKOpTHKOMIU
Amoxicillin/Clavulanic acid MIPEKHCH [TankpeacHU eH3UMU
Aluminium
hydroxide/Magnesium
Azithromycin hydroxide/Simethicone [MexTun
Bismuthi subcitras colloidalis | Almasilate Aprotinine
Famotidine Atropin Azathioprine
Chlorpromazine Beclometason
Domperidone Saccharomyces boulardii
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Magaldrate Infliximab

Pirenzepine Kaolin

Sucralfat Loperamide
Mesalazine
Simethicone

Somatostatin

CnaluresHu cpeCcTBa

CpencrBa npu 3a0oJsiBaHus
HA YepHHs ApPo0 U KIBYHUTE

ObTHINA
Bisacodyl [ TFOKOKOPTHKOUH
Macrogol,combinations Acidum tiocticum
Lactulose Ademetionin

Azathioprine

Magnesii sulfas

Chenodeoxycholic acid

Neostigmin Chloroquine
Senna Deferoxamine
Bcuuku  HepesopOupamm  ce | Essentiale Phospholipids
CpelcTBa (vnm cina6o | L-Ornithine-L-Aspartate
pe3opOupaly ce) npernapaTu Interferon
Lamivudine
Lecitin
D-Penicillamin
Ribavirin
Tenofovir

Ursodeoxycholic acid
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XV. MYKOBUCIIUAO3A - TACTPOEHTEPOJIOI'MYHU ACIIEKTH

1. OBIIIA XAPAKTEPUCTHUKA

MyxkoBucuno3ara (kucto3Ha (ubpo3a) € Hail-pa3npoCcTPaHEHOTO AaBTO30MHO-
pelecuBHO FeHETUYHO 3a00JIsBaHe Cpell XopaTa oT OslaTa paca ¢ yectoTa Ha u3siea oT 1:2000
1o 1:4000 >xuBoponenu neua. Beska roguna B bearapus ce peructpupar okoiio 25 nena c
TOBa 3a0oJiiBaHE. 3acerHATHAT T€H € JIOKAJIM3UpaH B IBJITOTO pamMoO Ha 7-Ma XpOMO30Ma,
gyuuto MyTamuu ca noBede oT 1000. Ilopanu Bb3HMKHANIaTa MyTalus ce€ KoJupa
CUHTE3UPAHETO Ha MATOJOTHMYEH IMPOTEHH, OJOKHpaIll XJIOPHUTE KaHajdl Ha MEMOpaHUTE B
ENUTEIHUTEe KJICTKH, HapeueH KUCTHYeH (uOpo3eH TpaHcMeMOpaneH peryinatop (Cystic
Fibrosis Transmembrane Conductance Regulator - CFTR). 3acsirat ce BCHYKH €K30KPHHHH
KJIe3U, KaTo IMO-TEXKKO CE€ YBPEXKJAT AMXATelHATAa CUCTEMa, racTpO-UHTECTUHAIHUS TPAKT U
naHkpeaca. 3a00JIIBaHETO C€ XapaKTepusupa ¢ MPOTrPecUBHO YBpexkJaHe Ha (yHKIUATA Ha
O6emust qpo0 10 auXaTeTHa HEJIOCTaThUHOCT, MAHKPEATUT C MaHKpeacHa HEAOCTAThYHOCT,
YepHOAPOOHO YyBpEeXJaHe, MPOTpPecHpanio 0 LUpo3a, HAPYIIEH YPEeBeH MOTUIIHUTET,
0e31m10/11e, BUCOKH CTOWHOCTH Ha EJIEKTPOJIUTUTE B MTOTTA.

[TonmnopraHHOTO 3acsraHe Hajlara MYJTHIUCHMIUIMHAIECH MOJIXOJ 3a AHarHo3aTa u
JIEYEHUETO, KOETO J]a OCUTYPHU TMO-ABJIra MPEKUBIEMOCT U MO-T00pO KauyeCTBOTO HA JKMBOTA
Ha nanueHTuTe. biaronapenue Ha ToBa, CpeHATa MPOIBDKUTEIIHOCT Ha )KUBOTA HA OOJIHUTE
B EBpona ot 14 ronunu npe3 1969 r. ce e nopummia no Haa 40 roguHu noxacrosimeM. [pu
BCUYKM TAIMEHTH BOJCIIO0 € OenoapoOHOTO 3aboisBaHe. To € W Hail-uecTa mpuyMHaA 3a
JIeTaJeH W3XOJ, HO 3acsAraHeTO Ha TAaCTPOMHTECTHHAIHHUSA TPAKT € CBIIO Taka TEXKO W
unBanuausupamo. OOeKT Ha racTpOSHTEpOJOTusATa ca MalUeHTH, TUATHOCTUIIMPAHU OIle
B paHHa JETCKa BB3PACT, HOBOAMATHOCTUIIMPAHU TAIMEHTH C To-ieka QopMa Ha
3a00JIIBaHETO, KAKTO U TAKMBAa C aTUMMUYHU POpPMU Ha KUCTHYHA HUOpo3a.

2. KIMHUYHA U35BA U IUATHO3A
2.1. IlankpeacHo 3acArane

[TatmenTure ©6e3 U3siBEHa MAHKpeacHa €K30KpUHHA HEJOCTaThYHOCT MOXKE
MEPUOANYHO Ja UMAT €MM30]M Ha OCThP MAaHKPEAaTUT WIM KIMHUYHU Oele3n Ha XpOHHYEH
naHkpeatut. Ilopaam ToBa mpu KopeMHa OoJika € HEeoOXOIMMO H3CJe/BaHE Ha aMuilasa
(cepyM u ypuHa) wunu nunasa, C-peakTUBEH MPOTEUH, XeMaTosoruyHu mokasarenu, ACT,
AJIT, I'TT, JIAX, rmoko3a, abnomMuHaiHa exorpadusi, 0030pHa peHTreHorpadus Ha Kopema,
a TIpy HEOOXOIUMOCT — JPYyTu JabopaTtopHu u u3obOpaszurennu usciaenanus (KT wam MPT,
BKJI. BUpPTYaJHa XOJAaHIMO-TIaHKpeaTorpadus, €HIOCKOICKa exorpadus WIM eHJO0CKOICKa
peTporpaana xonaHruo-nankpearorpagus -EPXII. Yecro emm3omuTe Ha NaHKpeaTUT ce
nocjeBaT OT HaMaJlsIBaHE Ha MaHKpeacHaTa eK30KpHHHA (YHKIHS.

[TankpeacHa €K30KpHHHA HEJIOCTaThYHOCT ce OoTkpuBa B 90% oT OomHHUTE C
MykoBuciuno3a. IlposBiBa ce B pa3nuyHM eTamd OT XoJa Ha 3a00JsBaHETO MOpPaaH
peayuupaHa OukapOOHAaTHaTa ceKpeuus (XUMepauuguTeT, Ae3aKTUBHpAHE Ha EH3UMHTE);
XUIIEPKOHIEHTpAIMs Ha TaHKPEacHUs COK (TMpenunuTanus Ha OenThIM B KaHAIYeTara).
Hab6mronaBa ce mamaOGcopOIusi, ChbOTBETHO Je(DUIIMT HA MACTHOPA3TBOPUMHU BHUTAMHUHH H JIP.
3aIbIDKUTEICH €Tal B JIMarHOCTUKAaTa W ONpefeNissHE Ha  HYXKAWTE Ha MalUeHTa oT
3aMECTUTENIHA Tepanus € MPOBeXJAaHe Ha UXaTeJIHU TECTOBE, ONpeeisHe Ha KOJUYECTBO
(bexanHu MacTu WM enacrasa 1 u zp.

YecroTara Ha Aualeta (€HIOKPUHHA MaHKpeacHa HEIOCTATHhYHOCT) MPU MALMEHTH C
MYKOBHUCIIM/I032 HapacTBa 3HAYUTENIHO C BB3pacTTa M CE€ Cpellla caMO MpU MNalUEHTH C
€K30KpHHHA TaHKpeacHa HeJocTaTbyHOCT. KaTo nMpuunHu 3a TOBa ce covaT HapyllaBaHETO Ha
apXUTEKTOHMKAaTa Ha OCTPOBHHUTE KJETKH, (uOpozaTta M MacTHaTa HUHQUATpAIMsS Ha
nankpeaca. OI'TT e mpueT 3a OCHOBEH METOJ| 3a TUAarHOCTHKA Ha JUAOET MPH MaIMEeHTH C
MYKOBHUCIM103a. JIOMBIHUTEIHO € HEOOXOIUMO M3CIE/IBAHE HA TIIMKHPAHHUS XEMOTJIOOMH
(HbAlc), xppBHO-3axapeH npodui, u3ciaeaABaHe Ha CepyMHUS UHCYIHH U C-TIenTH/I.
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2.2. IuTecTUHAJIHA O0CTPYKIHUSA

MexkoHuyM miieyc ce cperia mnpu okosio 15% ot HoOBopojaeHUTe ¢ KucTuyHa Gudposa,
Hail-yecTo - mpu OOJHMTE C MaHKpeacHa HeaocTaThbuHOCT. [lpu moxapacTBamm u BB3PACTHH
NAlMeHTH C€ pa3BUBa YacTHYHA IOAOCTpa OOCTPYKUIHMs (AMCTalieH WMHTECTHHAJEH
obcTpykTuBeH cuHapoM — DIOS, wmu ,,MeKoHHMyM wuieyc exkBuBayieHT ). KnuHuuno ce
U35BSABA C TEXKa KOHCTHIIALMS U KOpeMHa Ooska. YepBOTO € M3IIBJIHEHO C TBBPAH (heKaTHU
MacH, KOWTO JIECHO C€ MaJNuparT B JAACHaTa WM JiABa KOopeMmHa mosioBMHA. OO030pHaTa
peHTreHorpagus Ha KopemMa yCTaHOBSIBA JUJIATUPaHU ThHKOUPEBHU OpPUMKHU, XUIPO-aepUUHU
CeHKM M JWJIATUPaH KOJOH, M3NBIHEH ¢ (ekamHun marepud. CBCTOSHHUETO MOXE Ja ce
ycnoxHu ¢ nepgopanus u neputoHur. KT Ha kopema e mosieseH B audepeHIuanHara
JMarHo3a.

2.3.T'acTpoe3odareanna pedrykcHa 6oJiect
I"actpoesodareannara pedaykcna 6omect (I'EPB) ce cpema 3HaunTeiHO 4ecTo mpu
MAIUEHTH ¢ MyKOBHUCIIM103a, TIOPAIX CTOMAIITHUS XUTICPAIIUTUTET.

2.4. KabuHO-4epHOAPOOHO 3acsATaHe

Oxkono 30% mo 60% OT mamMeHTUTe C MYKOBHCIMI03a pa3BUBAT YepHOAPOOHA
crearos3a, (oKaTHa WIM MYJITHHOAYJIApHa OWIMapHa IMpo3a, C WIK 0e3 ChOTBETHHUTE
yCIIOKHEHUS. XO0JeNnuTHa3a U XOJICIUCTUT ca CpeliaT MHOTO YeCTO MPU OOHUTE ¢ KUCTHYHA
¢ubpoza. Ilpym BCHYKM MAIMEHTH Ce€ TpenopbyBa JAa ObJAT U3BBPIICHU CIIETHUTE
uszcneaBanus: yepHoapooHu emsumu (ACT, AJIT, I'TT, A®), 6mwiupyOoun, obmr OEnThK,
anOymuH, nporpomOuHoBo Bpeme (INR), xemaromormunu mnoxazarenn c¢ KK, rmoxosa;
abnomuHanHa exorpadus ¢ Jormep, a npu mokaszanus u eHgockoncka (EPXII) wim MP-
(MPXII) xonaHruo- wiu xojaHruonaHkpearorpadus, kakto 1 ®I'C 3a quarHoza U KOHTPOI
Ha e3odareaaHu Bapully.

3. JEYEHHUE
3.1. Kopekuusi Ha MaJITUrecTHSI U MaJ1aGcopouus

3.1.1.BuUcOKOKAJIOpHiiHA THeTA

3ary0ara Ha TellecHa Maca ¥ MOJHOPMEHOTO TEIJIO Ca YECTO CpellaHH NMpU MallMeHTUTE C
MYKOBHUCIIM/I03a U 3aTOBA OLIEHKATa HAa XPAHUTEHUS CTaTyC € HEAEIMMA 4acT OT MPETJIEANTE
U Besika xocnuranuszanus. [IpenopbuBa ce 0011a BUCOKOKaIOpUiHA IMETa ChbC 3aMECTBAHE Ha
cboTBeTHUTE Aeuuuti. OcoOeHO MOAXOAIIN ca BUCOKOKAIOPUMHNTE XpaHU M MPOTEUHOBU
paztBopu (HarmuTku). [Ipm Bceku namueHT TpsOBa Ja ce ONpeAeisT WHAMBHIYAJIHUTE
€HeprUuiiHN HYX/IM, BHOCHT Ha MPOTEMHHU U KaJOPHUHU, KaKTO U Ja ObAAT W3BBPLICHU HIKOU
crnenupuUHNUTEe Ja00PaTOPHU U3CIIeIBaHUS (CEpyMHH HUBA Ha BUTAMMHH, aJOyYMUH, CEpyMHa
XOJIMHECTepa3a, MUKpoeneMeHTH Hu Ap.). Ilpm OGomrure ¢ UTM mox 19 wim tesu ¢
HampeaHano 3a00JiIBaHE ce MpPENIounTa €HTepaliHo XpaHeHe. Ciell TeXKH olepanud Wid
npeacrosima OenopoOHa TpaHCIUIAHTAlMS 3a KpaTko BpeMe ce MpernopbyBa TOTAIHO
MapeHTepaHO XpaHeHe. TenecHOTOo Teryio Ha MalMeHTUTE Ce CJIeIU Ha BCEKH 2-3 THU.
[Ipu Hanmuuue Ha nuabeT He ce orpaHUYyaBa KaJoOpHiiHUS BHOC. IlalnMeHTHTE ce MOBIHMBAT
no0pe ot Oorarara BbIJIeXHIpaTHA JAHETA.

3.1.2.11ankpeacHa eH3MMHA 3aMeCTHTEJHA Tepanus
En3umHMTE nipenapaTH, W3MOI3BaHU 32 KOPEKLUS Ha MAHKPEACHUTE EH3UMHU ce IpHeMaT B
HAYaJIOTO Ha BCAKO XpaHeHe. Te ce J03upaT WHIMBHAYAIHO C OIJel JOCTUTAaHE W
MOJIbp)KaHe Ha ONTHMAJIHO TETJIO, aJleKBaTeH YPEBEH MOTWIMTET M Mpe/a3BaHe OT TEXKKa
KoHcTHmamaTa. OOEKTHBEH METOJ 3a OlleHKa €(eKTUBHOCTTa HAa €H3MMHATa 3aMECTHTETHA
Tepamnus € U3CJIeIBaHeTO Ha (ellec 3a HeyTpaJIHU MacTy WU enactasal.

3.1.3. Buramuuu
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3a manuMeHTH € MYKOBHUCLHMZO3a C€ TMpernopbhbyBa 3aMECTUTENHA Tepanus C MacTHO
paszrBopuMu BuTamMuHH. [IpoBexaa ce opanHo win MyckynHo. [IpenopbunTenHuTe 1034 Npu
MaHKpeacHa eK30KpUHHA HEIOCTATHYHOCT ca MpelcTaBeHu Ha Tabmumna 1. OpanHuaT npuem
Ha Kajduil TpsOBa na HajgBumaBa 1.5 g / mHeBHO. 3aMecTUTEIHA Tepamusi C KallueBU
npernapary ce npoBexaa 00MKHOBEHO B 7032 oT 1000-15000 mg/aueBno. [lpenopbunrenna e
U npouIaKkTHKa Ha ocTeonopo3ara. [lpu HopMaseH npueM Ha xpaHa (ITbJIHOLIEHHO XpaHEHE)
HE € HeoOXOaUMO 3aMeCTBaHE C BOJHO-PAa3TBOPUMH BHTAMHUHHU, OCBEH B CIy4yauTe C
OrpaHMYEH BHOC Ha XpaHa WJIU CJIe]] pe3eKIIHsl Ha nieyma.
Buramun B 12 Mosxe 1a Ob/1e MPUIIOKEH MIPH TOKa3BaHEe Ha NEe(UIIUT.

Tabmuua 1. IlpenopbunTenHa 3aMeCcTHTENIHA Tepamusi ¢ MAaCTHOPA3TBOPUMH BHUTAMUHH U
KaJIMH npu OOJIHU C MyKOBHUCIM103a M TAHKPEACHA €K30KPUHHA HEAOCTAThYHOCT

3amecTUTEIHA Tepanusi lo3a

Butamua A 40 000-100 000 IU / naeBHO
Buramuu E 100- 400 mg / nHEeBHO

Butamuu D 400-800 IU / naHeBHO

Buramuua K* 1 mg/ nueBHo 10 10 mg/ ceamMuyuHO

* X0JieCTa3a, CK30KpUHHA ITaHKp€aCHa HCAOCTATbYHOCT

3.2. JleyeHHe HA OCTHP M XPOHUYEH MAHKPEATUT
[IpoBexkna ce CHOTBETHO CTAHAAPTHO JICYEHHWE C AaHAITeTULM, HWHXUOUTOpPH Ha
nporonnara nomma (MUIIT), aHTHOMOTHIH, TAHKPEAaCHH CH3UMH U JPYTH.

3.3. Kopeknus Ha Xxunepamuaurera
IIpenopbuBa ce mnpu cumntoMmu Ha ['EPB, kxakto m mnpu OoiaHMTE € €K30KpHHHA
[TAHKPEACHA HEJTOCTAaThYHOCT, ITOPa I NHAKTUBUPAHE HA €K30T€HHUTE EH3MMHH NPENapaTi OT
MIOAKUCEIABAHETO HA IyONEHAIHOTO ChbAbp:kUMO. IIpunarar ce UIIII B cranmaptHu no3wy,
IIPUETH TIOJIOBUH Yac MPEIr XpaHEHE.

3.4. Kopexuusi HAa MOTOPHHUTE HAPYLIEHUS

ITpu GonmnutTe ¢ KucTHMYHA (UOPO3a, HAPYLIEHUS B TaCTPOUHTECTUHAIHUS MOTHIUTET Ce
HaOJII01aBaT Hal-uecTO B CIlydyaWTe Ha HEaJeKBATHOTO €H3WMHO 3aMECTBaHE, HEKOPUTHUPAH
XHUIIEPALUAUTET WU TuaberT.

IIpn nucraneH uHTecTHHANEH 00cTpyKTHBEH cuHApoM (DIOS) ce mpenopbuBa npueM Ha
IpernapaTty, ChAbpKaIly MMOJMETHIIEH TJIMKOJION, pa3TBOPEHH B 4 JIUTpa BojJa 3a 2 yaca mpes
ycTaTa, KakTo u Kiau3Mu ¢be Sodium Amidotrizoate (namp. Gastrografin), B 06em 10 480 ml ¢
¢uznonoruueH cepyM a0 1 autsp. Ipu ontumanHo 3aabpkane KIM3MHUTE UMAT J00Bp eeKT.
Psnxo ce Hamara XWpyprudHa WHTEPBEHIMS WM TIOCTAaBsIHE Ha TMEPKyTaHHA €HIOCKOIICKA
racTpo-/€HTepocToMa.

3.5. Jleuenue Ha quader
JleueHreTo W KOHTpoJia Ha auabera, KakTo W Mpo(UIAKTHKATa Ha YCIOXKHEHHUSATA Ce
NPOBEXKIAT MO OOIIUTE TpaBWia, HO 0€3 peayKius Ha KajopuiiHus BHOC. [Ipu Hyxkna e
MOKa3aHO 3aMECTUTEITHO HHCYJIMHOBO JICUCHHE.

3.6. JIeyeHHe HA KIbYHO-YEPHOAPOOHHUTE 3200/15IBAHUS
3a npodunakTHKa M JIeYeHHE Ha MHTpaxemarajHa XoJiecTasa, JeUeHHe Ha 4epHOoJpoOHa
cTearo3a W HAKOM (OopMU Ha XOJENUTHAa3a, € IMOKa3aHO MPWIOKEHHETO Ha YpP30A€30KCH
XOJIeBa KHCEJIMHA B CTaHAApTHH 03U — 15 mg/kg Termo.
[lpn xopyHa WHOEKIMS ce NPOBEXAAa JIEYCHHE C aHTHOMOTHHH. B ciywanrte c
XOJIETIUTHA3a ce 00CHKIa HyXJIaTa OT XOJCIHUCTEKTOMUS, a MpU OOCTPYKIMS Ha >KIIbUHHUTE
I'BTHUINA — ONIEPATUBECH WIIN €HIOCKOIICKH JPEHAX.
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TeXKOoTO MyNTHOPraHHO 3acAraHe NpU MAaNWEHTUTe C MYKOBHCIMIO03a Hajara
CTPUKTHOTO UM MpOCIIEAIBaHE OT Hali-paHHA BB3PAacT, ABJITOTOIUIIHA MOAIbpKAILA Tepamnus,
KaKTO M TAXHOTO OOy4eHHE C Oorjie]l n30sreaHe Ha yCIOKHEHHA. 3a aJIeKBaTHOTO JICYCHHE HA
KucTuuHaTa pubpo3a e Hy)KHO chopMUpaHe Ha EKHUITU OT PA3IUYHHU CIEUUAINCTH (ITyJIMOJIOT,
racTPOEHTEPOIIOT, €HAOKPUHOJIOT, XUPYPT, TUETOJIOT U JIp.).

3aoenesncka:

JleueHneTo ¢ HepaspelleHHu 3a ynorpeda JIeKapCTBEHU MPOAYKTH C€ M3BbpLIBA MpHU
ycioBusATa ¥ 1o pen, onpenenenu ¢ Hapen6a Ne 10 ot 17 moemBpu 2011 r. 3a ycinoBusita u
pena 3a JieueHue ¢ HepaspeuleHu 3a ynorpedba PenyOnuka bbarapust nekapcTBeHH MPOAYKTH,
KaKTO M 3a YCJOBHATAa M pelda 3a BKJIIOYBAHE, NMPOMEHHU, HM3KIIOUYBAHE M JOCTaBKa Ha
JICKapCTBEHU NPOAYKTH OT CIMChKa Mo wi. 266a, an. 2 OoT 3akoHa 3a JIEKApCTBEHUTE
MPOAYKTH B XymaHHata meawnuHa (o0H. JIB 6p.95 ot 2.12. 2011r., mom. [IB 6p.24 or
12.03.2013r.) Ha MUHUCTBPA Ha 3/IpPaBEOIA3BAHETO.
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