Hpuﬂoafcenue KbM UjleH eOUHCHIBEH

OAPMAKO-TEPAIIEBTUYHO PHKOBO/JACTBO
O NEAUATPUA

I'JIABA ITBPBA.
JETCKA KAPJIMOJOT U

Pazgea .
KPUTUYHU BPOJAEHU CBbPAEYHU MAJI®OOPMAILINU

MKB komose: Q20.3, Q20.4, Q21.3,022.0, Q22.1,
Q22.6, Q23.0, Q23.2, Q23.4, Q25.1, Q25.2, Q26.2

1. Omnpenesenue — TOBa ca BpoJeHH chpaeunun wmandpopmanuu (BCM), mpu xouto
CHUCTEMHOTO WK 0eoAPOOHOTO KPHBOOOPBIICHHE ca 3aBUCHUMH OT apTepUATHUS KaHAJ U/UITN
TE3U MPHU KOUTO UMaA HYXJAa OT OIICPATHBHO WM MHTCPBCHTHO JICHCHHEC B IIbpPBUA MECCH OT
KUBOTA.

2. Yectora — xputnunute BCM (KBCM) ca 15-25% ot Bcuuku BCM wmnu oxono 1/1000
HOBOPOJICHHU.

3. Coumajna 3HAYUMOCT — B ChbBpeMeHHara epa mnpu Bcudkd KBCM € BB3MOXKHO
OCBILECTBSIBAHE HAa XUPYPrMYHO WJIM MHTEPBEHLMOHAJIHO JieueHue. Heo6xoaumo e ToBa na
CTaHe B I'bPBUTE JHU M CEAMUIM CIeJ] PaXKJIAHETO C 1€ MaKCUMaJHO PAaHHO ONTHUMM3UpPAHE
Ha XEMOJAMHAMMKaTa W IPEJOTBpaTsABaHE Ha OPraHHUTE YBpEXKJIaHUA. 3aKbCHsUIATa WIN
IpomycHartata B HObpBUTe OHM aAuarHo3a Ha KBCM 3HauntenHo yBenudaBa puHCKa OT
YCIIO)KHEHUS, BKIIIOUUTEIIHO M CMBPT. T € npuumMHa M 3a yBEIWYaBaHE Ha pPHUCKa OT
HeONaronpusTeH U3X0J MpH ONEpaTUBHOTO JIEYeHHWE JO0 2 MbTH B CpaBHEHUE C
paHHO/HaBpPEMEHHO TIOCTaBeHaTa JuarHo3a. Cropea MNpoydBaHHMS B Pa3IMYHU CTPaHH
MpoMycHaTaTa/3aKbCHsIJIa UarHo3a ce cpema npu 5-25% ot HoBopoaeHute ¢ KBCM, karo
rojsiMa 4ecT OT TE€3U Jella HaIlycKaT HEOHATOJIOTMYHUTE OTAENIEHUS KaTo ,,31paBu ‘.

4. Knacugukanus — pasaensT ¢ B TPU TPYIH

4.1. BCM cbc 3aBucuM ot AK cucreMeH KpbBOTOK
4.2. BCM cbc 3aBucuM ot AK 0e101podeH KpbBOTOK
4.3. BCM 0e3 3aBucum ot AK KpbBOTOK

KBCM cbc 3aBUCHM OT KBCM cbc 3aBUCHM OT KBCM 6e3 3aBucum ot AK

AK cucTeMeH KpbBOTOK AK 06es101p0o0eH KPBBOTOK | KPBBOTOK

Cungpom Ha [Tynonanna aTpe3us ¢ TpaHmo3unys Ha TOJIEMUTE

XUMOIUIACTUYHO JIIBO CHPILE | MHTAKTEH MEXIYKaMEPEH apTepHUH ¢ UHTAKTEH CENTYM
CenTyM




HpeK’bCHaTa a0pTHA Jbra HYJ'IMOHaJ'IHa aTpe3us C ToranHO aHOMAaJIHO BIWBaHE

MeXITyKaMepeH JedeKT Ha 0eoIPOOHUTE BEHU C
00CTpyKITUS
Kputnuna koapkrauus Ha Terpanorus Ha Pano — OO01 apTepualieH CTBOJ
aoprara eKCTpeMHH (hopMu
Kputnuna aoptHa creHosa Tpuxycnunanua atpesus ¢ Bonect na EOmiaiin — Texxku

IIyJIMOHAJIHA CTCHO32/aTpe3ust | hopmu

OYHKIIMOHAIHO €THOKaMEPHO
CHpIIE C ITyIMOHATTHA
CTEeHO3a/aTpe3us

5. KiiMHNYHA KapTHHA,(PpU3NKATHA HAX0IKA U KPUTEPHUH 32 NMOCTABsIHE HA IUATHO3aTa
Bogemute 6ene3n na KBCM npu HOBOpoieHuTe ca 0600meHu B cxema Ne 1, a Ha ¢ur. 1 e
NPEICTaBeH CXEMAaTH3UPaH IMarHOCTUYEH MOIXO/] P KIMHUYHU chMHEHHs 32 KBCM.

Cxema Nel. Kimnanka va KBCM

3aBucum ot AK 3asucum oT AK
GenogpobeH KpBBOTOK CUCTEMEH KPBBOTOK

~Z ~Z ~Z

SATBAPAHE HA APTEPUANHWA KAHAN

~ 7~ 2 L

W3onupaHa TTA

HamaneH
CucTemHa Nowo
GenogpobeH
xunonepdysmns cMecBaHe
KPBBOTOK
Wok naHoza
XMUNoKceMUsA Y
LinaHosa JNlvunca Ha pemopaneH nync CbpaedHa
Aunposa AHypuns HEQOCTATBYHOCT
NakTaTHa aungosa Auugosa

@ur. 1. CxemarnyeH noaxon npu opuenranus 3a KBCM upes metoaurte Ha GU3MKaTHOTO
U3CIE/BaHE.

TOo®,NANCT |

TrA, TABEB |

demopaneH nyrnc

KoAo,XJ1C AoCT,
MNMpexkcHaTa Ao gkra

demopaneH nync

MKO, ABCO,NAK |

6. Ilapaxnunuunu memoou u u3cie06anus, NOONOMAaAzauiu OUazHo3ama



6.1. IlyscokcuMeTpu4eH CKpUHUHT. MHTepriperalus Ha pe3ynTaTuTe

-HeraruBeH TecT CatO2 Hax 95% Ha AsicHa pbKa U JI0JICH KpallHUK U pa3iuka o 3%
-no3utuBeH TectT CarO2 90-95% wnm pasnuka ascHa pbKa/mojiaeH KpaiHuk Hax 3%
-no3utuBeH TecT CatO2 nox 90% Ha KOMTO U 1a € KpalHUK

[IpenopbuBa ce TECTHT /1a CE€ OCHILECTBsABA B MHTEpBasia 24-484aca ciesl pakIaHEeTo.

[Ipu mo3uTHUBEH TECT ce mpenopbuBaT 3 MopeAHH u3MepBanus npe3 luac. [lozutuBHUSAT
pe3ynraT OT MYJCOKUMETPUYHUS CKPUHUHT € HWHIUKalus 3a OCBLIECTBSIBAHE Ha
exokapauorpadus (ExoKI')

6.2. Xunepokcu4eH TecT — M3ITbIHECHUE

- B3emane Ha KI'A ot asicHa pbKa,

- noxasane Ha 100% xucnopox 3a 10 MunyTH;

- B3emaHe Ha koHTposieH KI'A ot ascHa pbKa.

WuTepniperanys Ha pe3yaTaTHTE:

- mpu napuuanHo HamnsraHe Ha kuciopona (pO2) or KI'A wa mscua ppka Hag 100mmHg,
BEpOSITHO C€ Kacae 3a 0es10ipo0Ha maToJIorus,

- npu pO2 nox 70mmHg nnu nokausane noa 30mmHg, Hait-BeposaTHO ce kacae 3a BCM.

6.3. Eaxexrpoxapauorpagus (EKI) — oOpemeHnsiBaHe Ha ChpACYHHTE KyXHHH, aOHOPMHA
Chbp/I€YHA OC, PUTBMHU 1 IIPOBOJIHU HAPYIIECHUS.

6.4. Pentrenorpadusi Ha rpbaeH KOl

- kapauomeraims — ooctpykiuu B JIKUI, 00ect Ha EGmiaiin

- IPOMEHM BBB (opMara Ha chpeuHus cuiyet — Terpanorus Ha ®ano, TTA

- TNpOMEHH B 0enoApoOHHS CBAOB PHUCYHBK — OJMreMuss NOpu OOCTPYKUHUH B
JKUIL6enonpoben enem npu odctpykuuu B JIKUIL, Texbk OenonpobdeH BeHO3€H 3aCTOM THI
,,MaToBO cTbkiI0" ipu TABBB ¢ o0cTpykitus.

6.5. Exoxapauorpagus (ExoKI') — meToabT 32 1eMHUTHBHO MOCTABAHE HA IMArHO3aTa
KBCM u geraitnHoTo i yrouHsiBaHe. M3cieBaHeTo ce OChIIECTBsIBA CaMO OT CepTUUIMPaH
CIELMAIUCT 10 JleTcKa KapJuOJIOTusl.

7. Andepennuanna 1uardosa
Juarno3ata Ha KBCM e TpynHa u yecTo Hajara MMpoK AU(epeHIINalIHO TUarHOCTHYEH TUIaH.
Judepenunanta auarno3a Ha ocHoBHUTE cuMmnTtoMu Ha KBCM.

7.1.Iuanosza

7.1.1.PeciupatopeH AUCTPEC CUHIPOM.

7.1.2.Ilepcuctuparia 6e101poOHa XUIIEPTOHUS TIPH HOBOPOJIEHOTO
7.1.3.HeBponoruunu 3a00JBaHus C aTHOUYHH May3H.
7.1.4.MeTxeMorno0uHEeMHUS.

7.2.Hucvk cvpoeyen dedbum ¢ uiox

7.2.1.Cencuc

7.2.2. XUNOTINKEMUS

7.2.3. XUnoxkaanueMus

7.2.4 Bponenu metabonuTHY 3a00sBanus — Reye-like cunapom
7.2.5.HeoHaraneH MUOKapAUT/KapAMOMHOIIATHS

7.2.6. Taxuaput™Muu

8. Jleuenue



Jleuennetro Ha KBCM ce ocplecTBsABa B HIKOJIKO €Tamna:

8.1. IIepBOHAUANHO CTAOWIM3UpAHE HAa CBCTOSHUETO W MPEOJOJIIBaHE HA KPUTHYHATA
XUTIOKCEMHUSI M HUCKUS ChpJIeUeH JAcOuT;

8.2. banancupaHe Ha MUPKYIANMATE U CTAOMIM3UpPaHE HA XEMOIMHAMUKATA;

8.3. TpancnopTupane 10 ceruaiu3upaH IeHTHP;

8.4. OnepaTHBHO WJIM MHTEPBEHTHO JICUCHHUE.

8.1. [IbpBOHAYAIHOTO CTAOMIU3UPAHE HA CHCTOSIHUETO

3amoyBa ¢ Bb3CTAHOBABAHE WJIU MOJAbP)KaHE AMIIAHETO W mupkyianusaTa. [loctura ce upes
MPWJIOKCHWE Ha MPOTOKOIMTE 33 OCHOBHO M PAa3UIMPEHO MOJAbpKaHE Ha >KU3HCHUTE
byHKIHIH.

3a momoOpsieane Ha nporHozatra mnpu KBCM e HeoOXoaMMO MaKCHUMAallHO PaHHO
BB3CTaHOBSIBaHE Ha MpoXoAuMocTTa Ha apTepuannus kanan (AK). ToBa ctaBa Bb3MOXKHO ciief
BBBEXKIAHE Ha TepamusiTa ¢ BEHO3HH mpoctarianauau E. [lpernopryBa ce M3MOI3BAaHETO HA
npenapara npocrariaanaun E1 (IINE1).

Cwvcmas: 1 amnyna cpabprxa npocrarmanand E1 500meg/iml.

Eghexmu: ocHOBEH Ba3zonuIaTaTUBEH €PEKT ¢ JoKalHO AelicTBue BbpXy AK, koeTo nmo3possiBa
BB3CTAaHOBSBAaHE WIM TMOAIbpKaHE Mpoxoaumoctra Ha AK mpeam HEroBoTo NeUHUTHBHO
3arBapsiHe. Haii-1oObp edekT ce oyakBa MpH CTapTHpaHEe Ha TepanusATa 10 Kpas Ha BTopara
ceamuna (14aHeBHA BB3pacT).

Memabonuzvm : NE€KapCTBEHUAT NPOAYKT ce MeTaOoau3upa MpU NPEMUHABAaHETO My Ipe3
OemonpoOHaTa IMUpPKyIanus 10 HeakTuBeH Merabomut a0 80%. Ero 3amo mosute Ha IT'El
npu 3aBucuMo oT AK cHCcTEMHO KpbBOOOPBILEHHUE Ca TO-BUCOKH.

lloxazanuama 3a npunoscenue '

1. TIlpenartanHO AMArHOCTHLMPAHW BHUCOKOCTENIEHHHM OOCTPYKIMH B JI€CHOKaMEpHHS
m3xoneHnsT (JKW) wmmm neBoxkamepHus usxoneH nbT(JIKUII) wmmm Jl-tpancmos3unus Ha
ronemute aprepun ([I-TTA).

2. Crmuenus 32 KBCM ¢ Texka nuaHo3a Wiv OTCIA0CHH/TUTICBANIH ()EMOPATHU YJICAITUH C
IIOK.

3. ExoKT', motebpaeHa muaraoza KBCM cbe 3aBucumo ot AK kpbBO0OpbBIIIEHHE.

JIuncBat oOmonpueTy npenopbku 3a HeodxoaumoctTa oT ExoKI' moTBbpAeHa quarHos3a Ha
KBCM 3a craptupane Ha tepanus ¢ [II'E1. [ToBedero neHTpoBe npenopbuBaT BKIOYBAHE Ha
III'E1 nopu camo nipu cbmHeHue 3a KBCM Ha 6a3a kiMHUYHA KapTUHA, (PU3MKaJIeH Mperies 1
nyncokcumeTpus/KI'A. Cuunrta ce tepanusara c¢ III'E1 ne Ou noBena g0 BiolIaBaHe B
ChCTOSIHUETO, JI0pH Ja He ce kacae 3a KBCM u 6u cnenBaio aa ce npuiiarar A0 OTXBbPIISHETO
1 upe3 ExoKI' oT geTcku kapauosor.

IIpomueonokazanus : TUIICBaT aOCOIIOTHH MPOTUBOIIOKa3aHMs 3a mpuioxenueto Ha [II'E1.
Ipunyunume na mepanuama c I1I'E1 BxarouBar:

- paHHO CTapTUPAHE;

- pa3nUYHU 03U MpU pazmuuHute rpynu 3adonsBanus — npu KBCM cbe 3aBucumo ot AK
CHCTEMHO KPbBOOOPBIIIEHUE CE 3all0YBa C O-BUCOKH HAYAJIHH JJO3H;

- CThIIAJIOBUIHA IPOMSIHA HA J103aTa B 3aBUCUMOCT OT €(eKTa,

- HaMaJIsIBaHe Ha J103aTa /10 Hal-HUCcKaTa e()eKTHUBHA ClIe]] Bb3CTaHOBSIBaHE MPOXOANMOCTTA Ha
AK.

ITpoTtokomn 3a go3upane u MouuTopupane Ha edexra ot [IIE1 - cxema No2

Cxema Ne2.



3asncum ot AK
GenoapofeH KPBBOTOK

3aemcum ot AK
cHMcTemMmeH KPpbBOTOK

-

3asMcrm oT AK KpbBOTOK
KapguoreHeH oK

MpoToKon 3a KapguonNy/iIMoHa/ lHa pecycumMTaums

ey

Craproea gosa
12,5ur/kr/munu

(-

Craprosa gosa
25ur/uwr/mun

(-

=je

CrapTtosBa gosa
100mr/krfmmn

Ha4vano Ha edekTa 15MmuH — duac
Mpwn nnca Ha edekT — yaBoABaHe Ha gosaTta go 100-200ur/kr/mun

=

-

=

-Hamansaesa ymaHoszaTa
-CarO2 70-80%
- MpeoponasaHe Ha auMaoza

-Moaea Ha demopanHmu
nynacauMM

-Moaea Ha auypesa
-MpeopgonasaHe Ha auMao03a

-CatO2 70-80%

-Moaesa Ha demopanHm
nyncawymm

- MpeogonaesaHe Ha aungosa

IIpu nocturane Ha edekt no3ata Ha [I['El ce HamansBa 10 MUHUMaiHaTa HeoOXoJauMma 3a
noaabprxkane Ha AK otBopen — odbukHoBeHo 0,005meg/kg/min.

B nsxou cimywau, nopu npu otBopeH AK, He HacTbIIBa keslaHUS e(eKT Ha cTaOuIM3MpaHe Ha
xemoauHamukata (X/1). [IpyunnuTe B TE3U Cilyyan MoraT Jia ca:

- CHHAPOM Ha xunomiactuuHo JisABo cbpue (XJIC) ¢ pecTpUKTHBHA MpenchpHa
KOMYHHUKaIIUS,

- TT'A ¢ pecTpUKTHBHA IpEAChpIHA KOMyHHUKalus win 6enoapooHa xuneptonusi(bX);

- Kamepna nucdynkums.

Cmpanuunu ecpexmu na III'El ca:

-pedpunurer — 14%

-arHes — 12%

-TeHepaTu3upaHo 3auepBsiBaHe Ha koxkaTa — 10%
-Opanukapaus — 7%

-rbpuoBe — 4%

Haif-yectusT 3HauuM cTpaHudeH edekT e amHesTa. Ts ce u3sBsABa 10 14. OT HAYaJOTO Ha
npuioxennero Ha [II'E1 m e mo-yecta npu He3pesln HOBOPOJACHW M TaKMBA C TEJECHA Maca
noJ 2kr. JluxarelHuTe HapylIeHHUs] ce MOBIUABAT J00pe OT MPUIIOKEHUETO HA aMUHO(DUINH
WU KO(erH.

Hnouxayuu 3a unmybdayus u anapamua 6eHmunayus:

-TeXKa XMIOKCEeMHMs, allua03a, quxaTenHa HenoctaTbuHocT ([IH),chplredyHa HeIOCTaThYHOCT
(CH)

-craproBa fo03a [II'E1 0,1mcg/kg/min

-IIJJAHOBA MHTYOALMS TP HE3PEIN HOBOPOACHH

-OpagunHes/anHes 6e3 epekT OT aMUHODUITMH/KODEHH

-tpancnioptupane npu go3u [II'E1 wag 0,025mcg/kg/min

Ipucomeane na cmandapmua ungysus
TIIIOKO3€H p-p. (KoHIeHTapius 6mceg/1ml).

crannaptHa kKoHmeHtapuus 300mcg/ 50ml 5%




Cropocm Ha unghysus u 003a Ha aexkapcmeenus npodykm: ckopoct 0,5ml/kg B wac me nane
no3a 0,05 meg/kg/min

Cmabuinocm Ha npucomeenus pazmeop - 484aca

Havun na npunooicernue : IpOABIDKUTEIIHA BEHO3HA I/IH(l)y3I/I$I.

Cvemecmumocm ¢ Opyau nekapcmeeny npooykmu: HsiMa JaHHHU, TIOpay KOETO ce IpernopbyuBa
IPUIIOKEHHE TIPe3 OT/IENICH epU(EepeH WIN LIEHTPAJIEH BEHO3EH IIbT.

Crnen Bb3craHoBsiBaHe mpoxonumocTTa Ha AK ce moctura mpeojosisiBaHe Ha KPUTHUYHHTE
HapyuieHus B X/J[ B pamkure Ha 6-12uyaca.B To3u uHTEpBan OT Bpeme Jenara OOMKHOBEHO ca
xocruranusupanu B HMO. Jlo opranu3upaHeTro Ha TpaHCIOpPTa HA JIETETO B CHELUAIU3UPAH
LEHTBP € HEOOXOIUMO JOIBIHUTEIHO CTAOMIN3UpaHe Ha ChCTOSIHUETO, YPE3 MPOAbIKaBaHE
Ha JICYEHUETO B I10COKa OajaHcupaHe Ha OenoAapoOHaTa M CUCTEMHATA LIUPKYJIAlHH.

IIpu KBCM cwe 3aBucumo ot AK KpbBOOOpBIIEHHE B YCIOBHATAa Ha LIMPOKO OTBOPEH
otBoper AK ce peanmsupa mapananeleH TUI MUPKyJanus. 3a na ObaaT OamaHCHpaHU JBETE
LUPKyJanuu (KakTo € IMpU CEpUHHHUAT THUI KPBBOOOPBIIEHHE), T.€.  0en01poOHOTO
KpbBOOOpBIIeHNE Qp l1a € eIHAKBO ChC CUCTEMHOTO KpbBOOOpbiieHue Qs mimm Qp=Qs, e
HEOOXOMMO Ja ca W3MBJIHEHH OINPENeICHN KpuTepuu. VIHIUPEKTHUTE KPUTEPHH 32
OayaHCHpaHU IUPKYJAIUH Ca:

- Aprepuanna carypauus okosno 80%;

- Cucremna BeHo3Ha catypauus (CO2)>50%;

- Aprepuo-BeHO3Ha pa3nuka B carypauunute <30%.

[Ipenopwrku 3a OGamancupane Ha Qp u Qs B ycnmoBuara Ha KBCM cwe 3aBucumo ot AK
KpbBoOOpHBIIeHHe U oTBopeH AK mox tepanus ¢ [II'E1. Anroputmu 3a noBeaeHue:

8.1.1.11pu KBCM cbc 3aBucumo ot AK 6e;101po6HO KpbHBOOOPBIIIEHHE:
1. I[II'E1 — Hucka crapToBa 103a

2. AnaparHa BeHTUIaUMA (IIPU MHIUKAIMK) ChC CIEIHUTE MapaMeTpu:
- HOpMOKaITHest

- Car02 70-80% , pO2 40mmHg ¢ Bp3MOxkHO Haif-Hucko Fi02

- usuonornyen PEEP +4

3. Tepmanen kom¢popT

4. Kopekuus Ha:

- €JIEKTPOJIUTHU OTKJIOHEHUS

- XUITOTITUKEMHS

- MeTa0OJUTHA aIn103a

5. Cenupane 3a CHHXpOHH3HUpAHE C arrapaTHaTa BEHTUIIAIUS

6. [Togbprkane Ha HOpMOBOJIEeMHUS (IT0JJaBaHe Ha 0OeM)

8.1.2. Ipu KBCM cbc 3aBucumo ot AK crucreMHO KpbBOOOpbIIEHHUE:
1. IIT'E1 — mo-BUCOKHU CTapTOBU 103U

2. AnapaTHa BEHTHJIALMS ChC CIACAHUTE MapaMeTpu:

-xunoBeHTIIIanus ¢ pCO2 50-55mmHg

-Fi02 0,21

-PEEP +5-10

3. Tepmainen kompopT

4. Kopekius Ha:

-€JIEKTPOJIUTHU OTKIOHEHUS



-XHUIOTJINKEMHS
-MeTa0O0JIMTHA alKI03a

5. Inyperuk

6. KarexomamMuuu

Crnen mbpBOHAYAIHOTO CTAOMIIM3UPAHE HA CHCTOSIHUETO CJICJBA OpraHU3MpaHe Ha TPAHCIOPT
710 CTICHUAIM3UPaH [EHTHP 32 MPOBEK/IaHE HA HHTEPBEHTHO WJI ONEPATUBHO JICYCHHUETO.



Pazgea I1.
CbPAEYHA HEAOCTATBYHOCT IS0

1. Onpenenenne

Cwpaeunata HepoctarbunocT (CH) e KMHUYeH U TaTopU3UO0I0OTHYEH CUHAPOM, HACTBIIBAIL B
pe3ynraT Ha KaMmepHa AUCQPYHKIHS, CUCTOJIHO WIM O0EMHO OOpeMeHsBaHE Ha ChpPICYHHUTE
KyXUHU (WM KOOMHUHAIMsA OT Te3u HapyuieHus). M3sBgBa ce ¢ XapakTepHH MpU3HALMU U
CUMITOMHU KaTO M30CTaBaHE B pacTexka, 3aTPYAHEHUS B XPaHEHETO, PECIUPATOPEH TUCTPEC,
HamaJieH (PU3UYECKH TOJIEPAHC U yMOpa M € ChUeTaH C UUPKYJIATOPHHU, HEBPOXOPMOHAIHH U
MOJIEKYJISIPHA aHOMaNIUU. ETHONIOTMYHUTE TPUYMHU Ca MHOTOOPOITHH, CJIEICTBUE HA BPOJCHU
WA IPUJOOUTH, CHPJICYHN U HECHPACUHH 3a00IIIBaHUSL.

2. EnnaeMuoJiorusi M eTHOJI0TUsl

Yecrorata Ha CH B zieTcka Bb3pacT € TpyJHO ONpeAearuMa 1 Bapupa B IIMPokH rpanuuu 0,9-
7,4/100 000. Haii-yuecta mpuumHa 3a CH B 1meTcka BB3pacT ca BpPOJEHUTE CHPACYHU
mandopmanuu (BCM), B 1o 80% ot ciayuyaure npu kbpmauera. B pamkure na BCM, CH
MOJKe Ja € BoJeIl cuMOTOM Ipu KputuuHu BCM npu HOBOpOAEHO WM ce U3sBsIBa B XOJa Ha
€CTEeCTBEHATa WJIM CJICJONEPAaTUBHA €BOJIONMS HA KapJHONaTHATA. B MIUpPOKUS €THOIOTHYEeH
CIIEKTBP C€ BKIIFOYBAT M MHOXKECTBO IIBPBUYHH WJIM NMPHUIOOUTH 3a00JIIBaHUS OT ChPJCUCH U
M3BBHCHP/ICUCH MTPOU3XO/.

3. MaTodusmnonors

CH ce pa3BuBa, KOrato ChbpAeUHO-CHJOBAaTa CUCTEMa HE MOXXE Jla OCUTYPH ChbpJAeuYeH JIeOUT
(CHl) , HeoOxomuM 3a aJieKBaTHA KUCIOpOHA OocTaBka 10 Thkanute. CJ| unm muHyTeH obem
(MO) e KOnMUYeCTBOTO KPBB, KOETO KaMEpPUTE M3TOHBAT 3a e€Ha MUHYTA. Toil € QyHKIUS Ha
chpreuynata yectota (CY) u ymapuus ooem (YO).

CA=CUxVYO

Hamanenust CJ] e mycKOB MEXaHHU3bM 3a BKIFOUBAHE Ha PeIUIla KOMICHCATOPHH MEXaHU3MH,
LS Bb3CTAHOBSBaHE HA CUCTEMHAaTa nepdy3us U KUCIOpOJHATA JOCTaBKa O THKAHUTE.
XPOHUYHOTO aKTUBUPAHE HA TE3U KOMIICHCATOPHUA MEXaHU3MH C TSUCHHE HA BPEMETO BOJIU 10
MOBUIIIABAHE HA MHUOKapaHATa KHUCJIOPOAHA KOHCYMalMs, CHUCTEMHAa Ba30KOHCTPUKIIUSA,
3aJIpbKKa Ha TEYHOCTH W O00EMHO OOpeMeHsSBaHE Ha CHPJACYHUTEC KYXUHH, CICKTPOJHMTHU
HapYIICHUS U YBpPEXKJaHE Ha KapJAHMOMHUOIIMTUTE C MPOTPECUBHO BIIOIIABAHE HA MHOKApAHATA
nomrieHata (QyHKIUS W Ha XemoauHamukarta. OmnucaHuTe MaTO()H3UOJOTUIHHTE MPOMEHHU
OTIpeAeIAT U KIMHUYHATA n3siBa Ha CH.

4. KinHMYHA KapTHHA

Ts mpencraBisBa KOMOWHAIMS OT CHMIITOMH M OeJe3W, KOWTO 3aBUCAT OT Bh3pacTra Ha
nerero, etuonorusita Ha CH u matodu3nonoruyHuTe MPpOMEHH B OpPTaHHM3Ma M TEXKeCTTa Ha
cheTostHMETO. CHHYCOBaTa TaXUKapaAus B TTOKOH (KOSITO HE C€ TBJDKU Ha Ooyka, peOpuuTer,
WH(DEKIMsI, MHTOKCUKAIUS, eXUIpaTaius, aHeMusl U Jp.) 4ecTo € mbpBu cumntom Ha CH B
JIeTCKa BB3PaCT.

Bogemu B knuHuuHa u3siBa Ha CH B kbpmaudecka BB3pacT ca 3aTPyIHEHHUS B XPaHEHETO:
yMOpa W/WIM TOTEHE IO BpeMEe Ha XpaHEHe, JIOUI TEerJOBeH MpHUpacT; peluIuBUpaIld
pecnupaTopHd UH(EKIWM Ha JOJMHH JAMXATeHW OhTUINA (MPOTHYAIM YeCcTO C
OpOHXO0O0OCTPYKTHBEH CHHAPOM), ,,XpPOHUYHA KallUTHIIA“; TaXUITHEs, ¢/0e3 JUCITHEs, CHHYCOBa
TaXWKapIusi B TOKOW U XemaTOMETallusl.

Kmuanunara m3sBa Ha CH mpu mo-ronmemMu nenia € c¢be 3aayx W ymMopa mpu (PU3HUECKO
HATOBapBaHEe, HAMAJICH (PU3MYECKH KamaluTeT, OPTOITHEs, MapOKCH3MaIHA HOIIHA TUTICHEes /



KallUlMa, XemaToMeraaus, OTOLM, AacUUT W MO-pAAKO - KapJuayeH HWH()AHTUIN3BM,
npexopananHa 0o0jKa, CBETOBbPTEX, CHHKOII, KOpeMHa 00JIKa, raJicHe, IOBPBILIAHE.

VY 106Ha 3a mpakTHKaTa OlleHKa ChCTOSTHMETO Ha mareHT ¢cbe CH ¢ Bb3 ocHOBa Ha:
e KomOuHamus ot Oene3n Ha 010 I[pOOCH BEHO3EH 3acTO (TaxWIlHes, TUCITHEs, OPTOIHEs,
BJI@KHA XPHUIIOBA HAXOJKa) W/WIM CHCTEMCH BEHO3CH 3acToii (xemaromeraiusi, Obp30

,,HaJIJTaBaHEe Ha TErJI0* OT 3apHKKA HA TEYHOCTH MPU KbPMadeTa, a MpH MO-TOJIEMH Jera-
nepuepHd OTOLM, AaCIUT, IUICBPAIHM H3JIMBH, PA3MIUPCHHM INMUHHU BEHHW, 3aCTOMHH
nposisu ot 'UT, nepudepna nuanosa)

e Dbenesu Ha BiomieHa cucteMHa nepdy3us U HUCHK ChpJeUeH JIeOUT: Oena Koxka, CTyIeH!
KpalHUIM, yABDKCH KanmwisipeH pedmin, orTcmabeHu  mepudepHH  IMyJICalluH,

HeCHOKOﬁCTBHC/CBHHHBOCT, TaxXUIHUCIIHCA, BJIa)KHA XPHIIOBA HaXOJAKa, TaxXHKapAu:d,
TaJIOIICH PUTHM, XCIIATOMCTAIUA, OJIUTYPHUI

B 3aBUCHMOCT OT CBCTOSHMETO Ha CHUCTEMHATa LUPKYJIALMs, MAalUEHTUTE C€ pa3lieisaT Ha
,TOTUIN W ,,CTyJE€HU, a B 3aBUCHMOCT OT HAJMYHETO WJIM HE Ha 3aCTOMHU TNPOSBU —
CHOTBETHO Ha ,,BIAXHHU U ,,cyxu“ , KaTo ,,A“ e Haii-nekara, a ,,D” — Haii-TexKara CTerneH
(cxema).

Mma nu npossw wa Benogpoben
W/ UnKM cHCTEMEH BEHO3EH 3acToM?

HE
2TOMAH |
HE CyxM”
v
Mmanu npoAsu TﬂIHIEﬂpAHFI“
HE CHCTEMHA ¥ CTYAEHW KPAHHM LM
wunonepdysua? ¥ Kanunaped pedwmn > 35
I ¥ OTcnabedw nyncawMm
D nyncau
lﬂ.ﬂ WCTYAEHH K LCTymEHM W ¥ HecnowoHTeWe [
- o ChHAMBOCT
M BAEHHM
o ¥ OnMnypua
¥ MetaionuTa aumaosa

¥ Taxunues

¥ OpTonHes

¥ Xenatomeranusa
¥ TMepHdepHd oToWM
¥ ACLLAT, H3NHBM

3a omenka Texectra Ha CH ce m3nmomsBa kiacudukanusTa Ha AMEpPUKaHCKAaTa ChbpAeYHA
acormanus (NYHA) 3a ronemu fera, a mpu KbpMaueTa W MaJIKH jena — MoauduiupaHaTa
ckana Ha Ross (Tabmuna).

5. luarnosa

Jluarnozata ce OCHOBaBa Ha AaHAMHECTUYHUTE M KIMHUYHU JaHHM U Ha MHOXXECTBO
na0opaTOpHU, HEMHBA3MBHU M MHBa3UBHU n3cienBaHus. CrienupuuHu cepyMHH OHMOMapKepH
ca HuBata Ha Mo3buHUs HatpuypernueH nentua (BNP) u NT pro BNP, kouto ce moBumaBar
npu CH u B mpakTukata ce W3MON3BaT 3a OTAU(EpEeHIUpaHe Ha 3aayXx OT OenoapobeH u
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ChpJieueH MPOU3XOJ, KaKTO U 3a oleHka Texxectra Ha CH u mpocnensiBane Ha TeparneBTUYHUS
edekr, karo mnporHoctuueH ¢akrop. CroiiHoctu Ha BNP moxg 100 pg/ml oTxBBpIAT
muarHo3ata CH, pokato croitHoctm Ham 500 pg/ml ca B momsa Ha auarHo3ata CH.
Exokapaunorpadusra € OCHOBEH HEMHBa3UBEH METOJ 33 JMATHOCTUYHO YTOYHABAHE M OICHKA
Ha kamepHa GyHKOMs. 3aabDKATENTHUA NpU Besiko aete ¢be CH ca penrrenorpadwus u 12-
kananHa EKT'.

oK Ross NYHA |

| ACMMOTOMHM ACMMNOTOMHH

] KbpmaueTta — neKka TaxunHes Wau U3noTABaHE Npu
XpaHEeHe; HOpManeH pacTemx Jleko orpaHuyeHue b8 QU3MYECKETa BKTUBHOCT
MNo-ronemu geua- AMCNHEA NPU YMEPEHO ycunue

1] KbpmaueTa -M3paseHa TaxmnHes nau U3NoHABaHe Npu
XpaHeHe, U30CTaBaHe £ PacTexa

Manku geuza —aucnHea Npu KO WAM MUHUMBNHO M3paseHo orpaHUHEHUE BbB GUSUYECKATa aKTUBHOCT
ycunue
IV | TaxunHes, M3NoTABEHE WAM PECNMPETOPEH AUCTPEC B CUMNTOMM B NOKOW

NOKO#

6. {udepeHnuaHaTa IMArH03a

JudepenunanHara uaro3a BKJIIOYBA IUPOK KPbI' 300 BaHUS:
6.1.Ilpu HOBOpOJEHHU: cencuc, pecnuparopeH auctpec cuaapom (RDSS), nHeBMoHMS, TexXKa

aHEeMHUsl, XUTIOTJIMKEMHUS], XUTTOKAIIIUEMUsl, XUTIePXUIPATAIIS.
6.2.V13BbH TIeprioJja Ha HOBOPOJICHOTO, HAl-4eCTO ce Hajlara Jia ce oTAudepeHInpa aaiu ce
Kacae 3a TaxHUIHes/TaXuAuCIHes OT OenoapoOeH uiu OT chpledeH mnpousxon. OcBeH
aHaMHe3a W (M3MKAJeH CTaTyC, AWArHOCTUYHHAT IIOJIXOJ BKIIOYBA 33BIDKUTEITHO
M3BBpIIBaHe HA peHTreHorpadus Ha 6su1 1pod u cwpie, EKI u uzcnensane na BNP, a npu
pe3yaTaTu OT Te3u u3ciensanus B monsa Ha CH, ce nu3BbpIBa 1 exokapauorpadusi.

6.3. 3a oTrpaHMuyaBaHe Ha KapAHOTEHEH OT HEKapJUOTeHEeH 0enoIpo0eH OTOK, HACTHIIBAI B
pesyitar Ha yBpPeKIaHE Ha ajBeoJIo-KamuispHata MemOpaHa (BB3pacTOB  THII
pecniuparopeH auctpec cuuapoM - ARDSS)nomarar exokapauorpadusita 1 U3CIeABaHETO
Ha BNP.

6.4.Ilpu npenumuo necHoctpanHa CH, ¢ W3pa3eHHM MposiBU Ha CHCTEMEH BEHO3EH 3aCTOM,
mppBuTe cumntomu Ha CH Moke 11a ca OT XpaHOCMHJIaTeTHATa CUCTeMa- KopeMHa 00JIka,
rajieHe, MoBpbIaHe. B Te3u ciryyan ce Hanara jia ce mpaBu JuQepeHInaina TUaro3a cbC
3a00JIsIBaHMs HA XpaHOCMUJIATeTHAaTa cucTeMa (Io-PpsAAKO B ISTCKa Bb3pacT).

7. Jleuenne na CH
TepaneBTuuHUAT noaxo/ npu JiedeHue Ha CH ce ompezgens oT mpuyuHaTa 3a u3siBaTa i OT
BB3pacTTa Ha JeTeTo. llenTa Ha TeueHneTo BKIIIOYBA!

7.1. IlpemaxBaHe Ha MpUYMHATA, BUHATH KOTAaTO TOBA € BH3MOXKHO;

7.2. OBnagsBaHe Ha CUMIITTOMUTE;
7.3. IlpoBexane Ha MOAIBPIKAIIIO JICUCHHUE.

7.1.IlpemaxBaHe Ha OpUYMHATA:
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v Haii-uecrara npuumna 3a u3sBa na CH B nercka Bw3pact ¢ Hanmuuume Ha BCM.
CBOEBPEMEHHOTO ONEPATHBHO W/WIM WHTEPBEHTHO JICYCHHWE € M OCHOBHHMAT HAYMH Ha
nedenue Ha CH npu Te3u nanueHTu.

v Jleuenue Ha puThbMHO-1poBoanKM Hapyuienus (PIIH), mosenmu mo uzsa ma CH. Ocsen
(dbapmakonoruyHo, ChbBpeMeHHOTO Jiedenue ©Ha PIIH BkitouBa Meroautre Ha
enekTpodusnonoruara (MMIUIAHTAIMST Ha EICKTPOCTHMYJaTtop mnpu mbieH AB-050k;
CUHXPOHU3UPAHO KAPAMOBEP3UO IMpPH TACHA WM IIUPOKOKOMIUIEKCHA TaxXHKapIus C
XeMOJMHAMHYHA HECTAaOMIIHOCT U Oelie3W Ha HUCHK ChbpAeuYeH AeOUT; paauopeKBeHTHA
abnmanus TpU XPOHWYHH TaXUAPUTMHM; PECHHXPOHH3UpAIla Tepamus ITpu TexXKa
JICBOKaMEpHa CUCTOJIHA TUC(YHKIINSA).

v OmnepaTvBHO WJIM HEOIEPATHBHO JAPEHUPAHE Ha TOJIAM MEePUKApIEH W3JIMB IPH ChpieYHa
TaMIIOHA/1a.

v' Koraro wm3sBara Ha CH e pesynarar Ha Japyro OCHOBHO 3aboisiBaHe (E€HIOKPHHHO,
aBTOMMYHHO 3a0oJisiBaHe, XpoHWUYHA OBOpeuHa wHegocrarpunoct (XBH) wu ap.),
3aIBJKUTENHA YacT OT JICUEHUETO € CIeU(PUYHO JIeYeHHEe Ha OCHOBHOTO 3200 IsIBaHE.

7.2. OBnajnsBaHe HAa CHUMITOMHUTE, Ype3 IMOBIUSBAHE HA HACTHIWIUTE MATO(PU3UOIOMYHU
MIPOMEHU B OpraHu3Ma.

IIpu octpa CH e nHamume 3ajpbkKa Ha TEUHOCTH W/WUIM TPOSBU Ha BIOIIEHA CHCTEMHA
nepdysus. JleueHneTo € HaCOYEHO KbM OBJIAISIBAHE HA 3aCTOMHHUTE TPOSIBH, ONITUMHU3UPAHE HA
KHCIIOpOJIHATA JIOCTaBKa W HamallsiBaHEe Ha KHUCJIOpoAHaTta KoHcymanus. Llenta e nma ce
cTaOuian3upar XeMOJMHAMUYHHUTE I[IOKa3aTelM U Ja Cce€ TMpeAoTBpaTH IO-HATaThLIHO
BlomaBaHe. MeTtoauTe 3a crabunusupaHe Ha mamnueHTd ¢ octpa CH wmmum ¢ obGoctpena
xponnuHa CH 3anouBar ¢ T.Hap. Hecneyuguuno nevenue, NEIAIIO:

7.2.1. HamansBaHe Ha KMCIOPOJHATa KOHCYMallUs 4pes3:
v’ TIOKO#i, ceMpane, XpaHEeHe ChC COHJIA, TIOIYCEIHAIIO MOJIOKEHHE B JIETIIOTO
v/ ocurypsiBaHe Ha TPOXOJMMH JMXATEHH ITHTHINA W HamalsiBaHe Ha paborara 3a
numane — mangama acnupauus Ha ['/JIII, ymeueHne Ha ChIBTCTBAIlA pecHUpaTOpHA
UHQEKIUs, MoArnoMaraHe Ha jauiiaHeto (HEMHBa3WBHA WM WHBa3WBHA amapaTHa
BEHTHJIALINS), TPU HEOOXOAUMOCT- KUCIOPOIOTEpanus ™

*mpu nmema ¢ BCM c romsim JsBO-A€CeH IIBHT (QTPUOBEHTPHKYJIAPEH CENTACH Ae(EeKT
(ABCH), ronsm mexnaykamepeH nedpext (MKJI), romasm mepcuctupail aprepuaneH KaHall
(ITAK), HEKOHTPOJIUPAHOTO JICUCHHE C KHUCIOPOJ BOJM JI0 yBEIMYaBaHE HAa BEJMYMHATA Ha
JSABO-AECHUS I'BHT, JO TIOBUIIaBaHE Ha O0enoJpoOHMS KPBBOTOK M IOCIEBAIll
MHTEPCTULIMATIEH U ajiBoeojapeH OenoapobeH oTok. [Ipemopbkute 3a jeueHue Ha jAena c
rOJIsIM JIIBO-JIECEH IUBHT U MPOSIBU HA PECIUPATOPEH AUCTPEC Ca PAHHO NPEMHHABAHE KbM
nennBasuBHa (CPAP) mnm wHBasmBHa amapatHa BeHTwianms, ¢ FiO; 0,21-0,4% wim Haii-
HUCKUSAT MPOLEHT KUCIOPOJI, C KOUTO ce ocurypsiBa catypauus 88-94%.

7.2.2. OnTMH3MpaHe Ha MpeIHATOBAPBAHETO
v’ pectpukuus Ha TeyHocTH: 75-80% OT IHEBHHUTE HYX 1 3a Bb3pacTTta (1500Mi1/M2)

npociesBaHe Ha BOJICH OallaHC, ©KETHEBHO N3MEPBaHE Ha TETJI0
uHoy3un Ha 5-10% p-p Ha ['mroko3a

KCL 2-4mmon/kr/244 (3a KOpeKuus Ha 3ary0da Ha KaJliid OT INYPETHIIN)
NaCl 1-2mmoun/kr/244

ANER NI NERN

7.2.3.Kopekius Ha ChITBTCTBAIIN XOMEOCTa3HU HAPYIICHUS

11



v' Anemuuen cungopom (Htc 30-45%)
v XunonporenHeMust

v' Xunornukemus

v' MerabonuTtHa anuao3a

8. ®apMaKoJIOrH4HO JIeUYeHue

®apMakonoruyHoTo JjedeHue mnpu octpa CH cblIo € HAacoueHO KbM OBJIAJSBAaHE Ha
3aCTOMHUTE MpPOsSBM W NOJOOpsABaHE Ha CUCTEMHATa LMPKyJalMs. 3a OnpeieisHe Ha
TepaneBTHUUHUS 0AX0] Ipu nanueHTH ¢ octpa CH, Moxke na ce M3moia3Ba Beue IocoueHaTa
OLIEHKAa Ha CBCTOSIHUETO CHPSAMO HAJIMYMETO WIM HE HA 3aCTOWHU NPOSIBH (,,BIAXHU U
,»CYXH‘‘) U CbCTOSIMETO HA CUCTEMHATa LUpKynauus (,,TOIIu®, ,,cTy1eHu ).

Mpoasn Ha Genogpobed w/wnM
CHCTEMEH BEHO3IESH 3acToW?

HE
B o TOTLAM W
BAAMHA"
»TOMAM U
1. Ouypetmuym (i)
HE m"‘l 1. BeHoIHW
sazogrnaTaTop [NTG)
3. ACE-wHx.
HMma nH npoABM 4. ANgOoCTEpOHOBW AHTAT.
Hd CHCTEMHA
xunonepdysua? D ~Crvaesun C  »Crvaennm
CyHH"™ BARHH™
Bea guypetiiym! 1. Auyperrum [iax)
AA 1. NpegHaroeapeaqe 7 2.CPAC ] AB
2. WnoTponHu 3. MHOTpONHK
3. Bazogunaratopu 4. Bazogunaratopw +/-
4. AB

Ienta Ha neyenueto e mamueHTute ¢ ocrpa CH i nexkomnencunapa xponuuna CH na
MoTMajHaT B rpyma ,,A“- KOMIIEHCHPAHO ChCTOSHHE, 0€3 TMPOSIBM Ha 3aCTOW M C HOpMallHa
CHCTEMHA [UPKYJIaIHs.

B mpaxtukara, Haii-uecto nemnara ¢cb¢ CH momagar B rpyna ,,B“ - Hanuuune Ha OenoapoOeH
WIA CHCTEMEH BEHO3CH 3aCTOW, NpW  3amaseHa cucremMHa mnepdysus. Haii-gectute
3a00JIsIBaHMsI, KOUTO KIIMHHYHO CE MPOSBSIBAT 0 TO3H HAYWH Ca:

v' BCM c naBo-gecen wuHT (roasm MK, ABCJI, roasm ITAK u 1p.)

BucokocrenenHa kinanHa nHCYy(GUIUeHIHs (Hali-4eCTO MUTPAJIHA HITH a0PTHA)

OCThp MHOKapIUT

JWJIaTaTUBHA KapIHOMHOMIATHS

UHQPEKIIMO3CH CHIOKAPIUT

MEPUKAPIUT C TOJISIM MIEPUKAP/ICH M3ITHB

PITH

D N NI N N NN

KO H MpoBe/Ie aJCKBaTHO JieueHue (IpH HACTBITUJINAT JSIBAHHS), VI B
Ako HE ce TpoBele aleKBAaTHO JICUCHHE OCTPO Hac e 3aboisiBa ,
PaMKHUTC Ha €CTCCTBCHATA CBOJIIOLIUA (HpI/I XpOHI/I‘-IHI/ITC), BCHUYKU TE3U 3a6OJI$IBaHI/I$I Mmorart ga
JOBEAAT 10 KapAUOTeHeH ok (rpyma ,,C*).
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Jlpyra yecrta npu4MHA 3a U3dBa HA KapIUOTE€HEH IIOK B JETCKA Bb3PACT € Halu4ue Ha

BHCOKOCTETIEHHA 00CTPYKIHS 10 X0/1a Ha CUCTEMHUS HITH 0e10ApOOHHS KPHBOTOK.

v' B mepuoja Ha HOBOPOJAEHOTO Taka mpotwdar Kputuunurte BCM ¢ aykrajaHo-3aBHCHMA
CUCTEMHA LUPKYJIaLK.

v B KbpMauecka BB3pacT — KbCHO JHArHOCTUIMPAHUTE KOAPKTAIMsTAa HA aoprara |
aopTHATa CTEHO3a.

v Tlpu mo-rojieMu Jiena CbC CTPYKTYPHO 3[paBO ChpIle, NPUYMHA 332 ObP30 HACTHIIBAIH
IIPOSIBM HA KapIMOTEHEH 10K MOXe J]a € MacuBHa Oe1o0po0Ha TpoMOoeMOoIus.

Korarto BBIpeKkH NpOBEACHUTE MEPKU 3a CTAOWIM3HpPAHE HA CHCTOSHUETO NEPCUCTHUPAT

IPOSIBUTE HAa HUCBHK ChpledeH aeOuT (mauumeHTH rpyma ,,D), ce oOcexmaT meronuTe 3a

MEXaHUYHO [TOAIIOMAaraHe Ha LMPKYJIaluATa.

[Ipu namuuue Ha 3actoitHu nposisu (,,B“ m ,,C*) ce 3amouBa ¢ BEHO3HO MPHJIOKEHUE Ha
opumkoB muypetuk (Furosemide). [Ipu numca Ha no6bp TepameBTHYEH e(EeKT MOXKe Ja ce
no0aBu THa3uACH MuypeTHK. llenta e ma ce HaMmanu mpeaHaTOBAapBaHETO JO JOCTHUTAHE Ha
€yBOJIEMHYHO CbCTOsIHME. JleueHWeTo ¢  JIUypeTHIM 4YeCTO C€ CBhIBICTBA  OT
JUCEIIEKTPOIUTEMHS, KOSTO Hajlara IMpocCiieiBaHe Ha EICKTPOJIMTUTE U CBOCBPEMEHHATA UM
kopekuus. [IpuiokeHneTo Ha BEHO3HU Ba3oAWIaTaTopH (HHCKa qo3a HuTporiauuepun), ACE-
WHXUOUTOPH M QIJOCTEPOHOB AHTATOHHCT ChHINO BOIAT JO0 HAMaJISIBaHE 3aJIPhKKara Ha
TEYHOCTU Y HaMaJsBaT MpelHaTOBapBaHeTo. HEKOHTPOIMpPaHUIT BHOC Ha TEUHOCTU OU JTOBEI
710 BJIOIIABaHE HA ChCTOsSHUETO Ha mamueHT cbe CH. IlpueMbT Ha TEYHOCTH ce OrpaHHYaBa
10 okoso 80% OoT qHEBHUTE HYXAH. BuHaru korato € Bb3MOXHO C€ MpujaraT TEeYHOCTH C T0-
BUCOKO KQJIOPUIUHO ChIIbPKAHUE.

JleyeHneTo Ha MAIMEHTH B KapIMOTeHEH MoK (,,C*) BKIIIOYBA:
® BEHO3EH JUYPETUK, 32 HaMaJsIBaHE HA IPEIHATOBAPBAHETO

® KHUCIOPOJAOTEpaIus, monomMarane Ha aumaneto ¢ HenHBasuBHa (CPAP) wim mHBa3uBHA
anapaTHa BEHTUJIALUs

®  BA30JMJIATATOP, 32 HAMAJIABAHE HA CIIEJHATOBAPBAHETO

® VHOTPOIIHM : JIEKAPCTBEHU IIPOLYKTH

JlexapcTBeHM TPOAYKTH Ha u300p B Te3u ciydan ca Milrinone (uMa HWHOTpOTEH U
BazoqmnaratuBeH edekt), Dobutamine u Hucka mo3a Adrenalin. MHOoTpomHa Tepamus ce
npuiara mpu OeJe3sd Ha HUCHK ChplIeYeH ACOUT M JenpecHs Ha JIEBOKaMepHaTa CHCTOJHA
GyHKIMS, Hall-4ecTO MPH M3pa3eHa MHUOKapAHa TUCHYHKIUS CJell ChpJeYHa Onepamus IMoj
€KCTPaKOPIOpaTHO KpbBooOpameHue. [Ipu HEOOXOIUMOCT OT MPHIOKEHUE HAa WHOTPOITHHU
JEKapCTBeHH TPOAYKTH ToBedue OT 48-724aca 3a ocurypsBane Ha Jo0pa CHCTeMHa
[UPKYJIalusi, C€ Hajgara Ja ce OOMHCIAT METOIM 3a MEXaHWYHO IIoAIoMaraHe Ha
UPKyTaIusTa.

Ilenta Ha J€YEHHETO CBC CHCTEMHHU Ba3OAWJIATATOPH (HATPUEB HUTPONPYCUA U
HUTPOIVIMLIEPUH) € HaMallsiBaHE Ha CJIEJHATOBAPBAHETO. Te MMaT MSCTO 3a CTaOMIM3HpaHe
CbCTOSIHUETO Ha TMAalMEeHTH C JeNpecusi Ha JIeBOKAMEpHAaTa CHCTONHATa (YHKIHUS U
CBITPTCTBAIIlA apTepUaIHa XUIEPTOHUS.

[Tpu nanueHTH, MPH KOUTO BBHIPEKH MPOBEKIAHATA MaKCHMaTHa (HapMaKoJOrHYHA Teparius

HE€ HaACThIIBa CTa6I/IJII/I3I/IpaHC Ha CBCTOAHUCTO, CC HaJlara MCXaHHYHO IIoAIIOMaraHc¢ Ha

UPKYJIANUATA.

v' ECMO (excrpakoprmopaida MeMOpaHHa OKCUreHanus) - mnpu Heoiaguma CH,
KapJIMOTEHEH IIOK U OeJie3U Ha HUCHK Chp/IeUeH ACOUT.
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v/ KamepHu acucTupaliy ycTpoiicTBa - npu naudenTd ¢ xpouwmyna CH, karo mMocT KbM
ChpJI€YHa TPAHIUIAHTALIHS.

CxemMaTU4YHO NPEJCTAaBsHE Ha TPYNUTE JIEKAPCTBEHU MPOAYKTH U YCTPOMCTBA, NMpPUIJIaraHu 3a

nedenne Ha CH B 3aBHCMMAcT OT TeXECTTa Ha u3sdBa. JIeYeHMETO Ha MALMEHTU C OCTpa,

xpornyHa oboctpena CH um CH ot Il ¢yHkumoHnanen kinac ce W3BHPIIBA B OOJHHUYHO

3aBeJICHUE.

CT'bﬂaIIOBMAHO BbBeXAaHe Ha MegUKaMeHHTU NpUu cbpaeyvyHa HeAOoCTaTb4YHOCT

exoKl npomeHu Jlekn cumnTomu YMEpPEHU CUMNTOMMU | TEKCU CUMNTOMM HeoBnagumu
ACMMMNTOMHMU NYHA/Ross Il knac NYHA/Ross Ill knac NYHA/Ross IV knac | ecumntomm
NYHA/Ross | knac

CTbnka 4 anplouonaxrou | ]
Crbnka 3 ‘ B 610Kep | ‘ ‘
Crbrka 2 1 ACE nHxnbutop

Crbnka 1 OunypeTuk D D D ‘ ‘ ’ ‘ ’

BOAHWYHO W.s Katexonamuum  W.B. KaTexonammuum
NleyeHune BasogunartaTopu nognomaratuy

yCTpoiicTBa

8. 1. ®apmakoJ0ru4Ho JiedeHue Ha ocTpa /o6ocTpena CH

8.1.1. ®ocoauecrepazHu HHXUOUTOPHU
Milrinone — amn. 1mg/ml 10ml
dapmakoTepaneBTuyHa rpyma — pochomauectepasa Il unxudburop, ATC kox: CO1CE02
MexanuszbM Ha geiictBue: MHOTponeH u Ba3oaunaraTuBeH edekt. [loqoOpsBa cepaeuHus
nebuT 06e3 MpoMsHa B MHOKap/IHAaTa KUCJIOPOIHA KOHCYMAIlWs, HaMaJlsiBa IMMyJIMOKAMUIISPHOTO
HaJsiraHe ¥ CHCTEMHOTO ChJIOBO CHITPOTUBIICHHE.
Wunukammu  3a  mpunoxenue: CH w  HuChK chpaeyeH [eOWT; TpW  IuIaTaTUBHA
KapAHMOMHUOTATHS, CIIE]T KapAUOXUPYPTHUSL.

03HU:
v nosopozenu — 18roz.: narosapsamma go3a 50-75ug/kg/min 3a 30-60mun

v nosopozenu — 18roz.: mogabpskama no3a (Benoszna uadysus) 0,35-0,75ug/kg/min

OCo0EHOCTH B IPUIIOKEHUETO: MOXKE J1a JIOBEJIE 10 CUCTEMHA Ba30AMJIATAIlUs - BHIMAJITEITHO
MPUJIOKEHWE TpU TAIMeHTH C apTepHaliHa XHUIMOTOHUS, OOCTPYKTHBHa XumnepTpoduyuHa
KapaAuoMHuoOIaTus, KJIallTHu CTCHO3W WJIN JApyra NpruirHa 3a O6Cpr1(III/I$I 110 X01a Ha CUCTECMHUS
KPBBOTOK.

CTpaHNWYHU pEeaKkIWU: apTEPUAIHA XUITOTOHHUSI, ApUTMUMU.

MounuTopupaHe: ChpeYHa YECTOTa, apTEepPHATHO HAIATaHE, IEHTPATHO BEHO3HO HAJsTaHe,
BOJTHOCJICKTPOJIUTEH CTaTyC, TpPOMOOIMTEH Opoi, ObOpeuna GpyHKITUS, Y4epHOAPOOHN CH3UMH.

8.1.2. KarexonaMuHu

AKTHBHpAT aJpCHEPUYHUTE PEIENTOPH HAa MHOKapja, IOBHIIABAT  MHOKApPIHUS
KOHTPAKTWJIMTET, a ¢ ToBa M yaapHus obeM u CJI, HO Ha 1eHaTa Ha MOBHUIIEHA MUOKapHA
KHCIIOpOJIHA KOHCyMaIusi. 3aToBa M JICYCHHETO C TIX TpsOBa Ja ObJe BB3MOXKHO Haii-
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KpaTkoTpaiiHo. IIpunaranero Ha KaTexoJaMMHM Hajlara MOHHUTOPHPAHE Ha ChPJEYHA YECTOTa,
EKT', aprepuanno Haysirane, 4acosa quypesa.

Paznuuusata B edexra OT NPUIOKEHUETO MM C€ ONpeAens OT BHAA PELEnTOpH, KOUTO
aKTHUBHpAT.

Aada 1 Bbera 1 Bbera 2 JonamuHepruuHu
Dopamine
-HHCKa 71032 +/- +/- 0 ++
-yMe€peHa no3a | ++ ++ + +++
-BHCOKa J103a +++ +++ + +++
Dobutamine 0/+ ++(+) + 0
Adrenaline
-HHCKa 1034 + ++ + 0
-yMepeHa no3a | ++ ++ + 0
-BHCOKa Jio3a | +++ ++(+) +(+) 0
Noradrenaline | +++ + 0 0

AxTtuBupane Ha 6era 1 peuentopure BOAM IO MOBUIIABAT MHOKAPAHUSA KOHTPAKTUIIMTET U
ChpJieYuHaTa 4yecToTa. AKTUBUpPAaHE Ha OeTa 2 peuentopure - 10 nepudepHa Ba3oauiaTtaus u
OpoHxoaunaTauus. AKTUBUpaHe Ha aida peuentopure- 10 nepudepHa Ba30KOHCTPUKIMS,
BKJIIOYMTEIHO CBJIOBETE HA KOXKaTa, XpaHOCMMJIATEIHATAa CUCTeMa U OBOpPEYHM apTepui.
AKTUBUpaHE Ha JIOMAMUHEPIHYHUTE PELEeNTOpU- 10 AujaTtanus Ha ObOpeuyHH, KOpOHApHU,
CIUIAHXHUMKOBHUTE U MO3bUHUTE aPTEPUH.

8.1.2.1. Dopamine — amm. 40mg/ml 5ml; ammn. 20mg/ml 10ml

dapmakoTepaneBTUYHA Tpyna — aApPEHEPTUYHN U JOTAaMUHEPTUYHU JIEKAPCTBEHHU TPOIYKTH,
ATC xox: CO1CA04

MexanuzbMm Ha neiictBue: Crtumynupa Haii-Beue Oeral-aJpeHEprUYHHUTE pPEIENTOpU Ha
CUMMATHKyCcOBaTa HEpBHA cucTteMa. VHIUPEKTHO TPEIU3BHKBAa OCBOOOXKIaBaHE Ha
HopenuHedpUH OT nernara. B HUCKW 103U JeHCTBA BBPXY JOMAMUHEPTUYHUTE PELENTOPH U
nunatupa ObOpeyHHTe, CIUIAHXHUKOBUTE, KOPOHAPHHUTE U MO3BUYHUTE KPHBOHOCHH chaoBe. He
e 6eTa2-aroHUCT WJTM HEeroBaTa aKTUBHOCT € cliada.

WHnukammu 3a OpWIOKEHWE: XEMOJWHAMMYHM HapyILIEHWs, HACThIBAllM IO BpeMe Ha
CEeNTUYECH W KapJIMOTCHEH IIOK, CJEN KapAuOXupyprus, mnpu oboctpeHa xpouunuyna CH, mpu
0K BOJIEII 10 ObOpedHa HEIOCTAThYHOCT.

O3U:
Ho3a (ng/kg/min)
2-5 5-10 >10
Penentopn | JlonamuHepruysau bera 1 Anda 1
Edext Penainna, kopoHapHa, [Ipeaumuo [Ipenumuo
CIUTAaHXHHUKOBA WHOTPOIEH Ba30KOHCTPUKTUBEH
JTunaTanus IloBumana IloBumana
ChpAeYHus AeOUT CUCTEMHOTO U
6eno1poOHOTO
CB0BO
CBIIPOTHBIICHNE
Nuaukamuu | Onurypus, B pesyiarar Ha | Hucwbk cbpaeuen Hucko aprepuanno
HUCBHK ChpJeUeH J1eOUT neOuT HaJsiraHe

IIpoTHBONIOKa3aHMs: HEKOPUTUPAHU TaXUAPUTMHH, (EOXPOMOIIUTOM
Oco6eHOCTH B NPUJIOKEHUETO: KOPEKIUs Ha XUIIOBOJIEMUSATA NPEI JICUEHUE; BHUMATEIHO
IIPUJIOKEHUE TIPYU MALUEHTH C XUIIEPTUPEOUIN3BM; IIpUjIara ce Ciliell pa3peklaHe B rossma
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nepudepna BeHa u npe3 L[BII; He ce cmecBa ¢ ankanHu pa3TBopu (KaTo HaTpueB OMKapOOHaT,
3aIl10TO MOXE Jia C€ UHAKTUBUPA).

CTpaHWYHU peakiuu: rajieHe, MmoBpbllane, nepudepHa Ba30KOHCTPUKIUSA, apUTMUU, TPbIHA
00JKa, apTepruaTIHa XUIOTOHUS.

8.1.2.2. Dobutamine — amm. Smg/ml 50ml
dapMakoTepaneBTUYHa Tpyna — aApeHEePruyHu U JAONaMUHEPTUYHH JIEKAPCTBEHH MPOAYKTH,
ATC kox: CO1CAO07
MexaHnu3bM Ha jelcTBUE: cTHUMyinMpa Oeral pernentopure Ha MHOKapAa W IOBHIIABa
MUOKapJHUsS  KOHTpakTwiuTeT. B  Huckm no3u  (mox  Spg/kg/min)  HamamsiBa
nyiIMokanwisipaoto Haisrane, CJI ce yBenuyaBa 0e3 ga ce nmoBumasa CY. [lo-Bucokure n1o3u
BOJAT 10 nopuinaBaHe Ha CY. CUCTEMHOTO CHAOBO CHIIPOTBICHHUE OCTaBa HEMPOMEHEHO WJIN
HaMmaJsiBa, cie mpuiioxxenue Ha JJoOyTamuH.
WHnukammu 3a npujiokeHue: mo100pssBaHe HHOTPOITHATa (PYHKIMS Ha CHPILIETO U HAMaJIsIBaHE
Ha CJIeTHATOBApBAHETO; MOIXOIAII 3a JedeHue Ha HuckoaeOutHa CH mpu gempecus Ha
JIIBOKaMEpHaTa CHUCTONHA (PYHKIMS W BUCOKO MYJIMOKAIWISAPHO HAJIAraHe, HO TMpPH JIKIICa
apTepualiHa XUIIOTOHUS; CIe[ KapAUOXUPYpPrus; NpU 3HAYMMa aopTHA M MUTpaiHa
UHCY(HUIMCHITHSL.

03HU:
e Hayvanna mo3a: 5ug/kg/min

e Cnopen TepaneBTUUHUS OTroBOP: 2-15ug/Kg/min

e Makcumaina go3a: 20ug/kg/min

[IpoTuBONOKAa3aHUsA: TEXKKAa XUIOBOJEMHS; MEXaHWYHA MpPEUYKa 3a I'bJIHEHE Ha CHhPJCUYHUTE
KaMepH (Cbp/ieYHa TaMIIOHA1a, KOHCTPUKTHBEH MEPUKAPANUT) WU TeKKa OOCTPYKIHS 110 X0/
Ha CHUCTEMHHUS KpBBOTOK (TE€XKa aopTHa CTEHO3a, OOCTPYKTMBHAa XHIEPTPOPHUUHA
KapanoMuonarus); peoxpoMoLHTOM.

Oco0eHocTH B IPUJIOKEHUETO: KOPEKLHsS Ha XUIIOBOJEMUSTA MpeAU JIeUeHHE; BHUMATEIHO
MPUIIOKEHUE TIPU MALUEHTH C XUTIEPTUPEOUTUIbM;

CTpaHWYHU peaklMy: rajieHe, NOBPbIIaHe, TAXUAPUTMUHU, apTePHAIHA XUITOTOHUS.

8.1.2.3. Adrenaline - ammn. Img/ml 1ml

dapmakoTepaneBTHYHA TPyIa — aAPEHEPrHYHU U JOMAMUHEPTHYHH JIGKAPCTBEHU TPOTYKTH,
ATC xom: CO1CA24

MexaHu3bM Ha ICHCTBHE:

e B Hucka no3a (0,01-0,1pg/kg/min) aktuBupa 6eta 1- u Oeta 2- peuentopure. B Te3u no3u

noBulIaBa MUOKapJAHUSA KOHTPAKTHIIUTCT U Cq, nMa HCpI/I(I)CpCH Ba3oJHJIaTaTUBCH C(I)CKT.

e B no3a nan 0,1pg/kg/min aktuupa u anda-penenropure. B Te3u 1031 uMa MosioKUTEICH
MHOTPOINEH e(eKT, HO U CUCTEMEH Ba30KOHCTPUKTHBEH €(EKT.

Wunukammu 3a mpuwioxenue: HUChK CJI, cenTuueH MIOK, JIGKAPCTBEHW MPOAYKTH Ha H300p
IIPY NPOBEXKJAHE HA KapAHO-IIyJIMOHAIHA PECYCLUTALUS.

03HU:
e Hucka no3a 0,01-0,1ug/kg/min
e Bucoka no3a 0,1pg/kg/min - 1,0png/kg/min
[IpoTuBONOKa3aHUs: TAXUAPUTMHH, (HEOXPOMOIIUTOM.
OcCOo0CHOCTH B MPUIIOKEHUETO: KOPEKIUS Ha XUIIOBOJIEMUSATA IMPEIU JICUEHUE,; BHUMATEIHO
MPUIIOKEHNE MTPU NALUEHTH C XUIIEPTUPEOUIU3BM.
Hauun Ha mpuioxeHue: mpuiara ce€ B NMPOIBIDKUTENHA BeHO3HAa MHDY3us, npe3 LIBII nim
mupoka nepudepHa BeHa. EQexTsT My HacThBa O6p30, @ MPOABIDKUTETHOCTTA Ha JCHCTBUE €
1-2mun. He ce cMmecBa ¢ Apyru pasTBOpU 3a HMHKEKTHUPaHE, HE CE pa3pekia C aJlKalHU
pa3TBOpH.
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CTpaHUYHU PCAKIIHHN: TaxXuKapausa, apuTMHUHA, apTCpUaIHa XUIICPTOHMA, ThbKaHHAa HEKPO3a IIpu
CKCTpaBasanus.

8.1.2.4. Noradrenaline - amn. Img/ml 1ml
dapmMakoTepaneBTUYHA TPyl — aJPEHEPIUYHN U JOMAMHHEPTHYHH JICKAPCTBEHH MPOIYKTH,
ATC kox: CO1CA03
MexaHu3pM Ha JICHCTBHE: CHAOBUTE €PEKTH ca Pe3yiaTaT OT €JHOBPEMEHHO aKTHBHUpPaHE Ha
anda- U OeTa-perenTopure B CHPUETO M ChIOBaTa cucreMa. Boau 110 MoBHIIaBaHEe Ha
nepuGepHOTO CHIOBO CHIPOTUBIICHHE U HA CHUJIaTa HA MHOKAPIHOTO ChKpAICHHUE.
Wupukarmu 3a npunoxenue: CH, nporuyama ¢ 0enoapoOHa XUIIEPTOHUS, pepakTepHa Ha
JICYCHHUE C A30TEH OKHUC; JICKAPCTBEH MPOAYKT Ha H300p MPH JICUYCHUE HA CENITHYCH IIOK; BTOpa
JIMHUS Ha JIeueHHe NP pedpakTepeH Ha TEYHOCTH XUITOBOJICMHUYCH IIOK.

03H:
e nucka jgo3a 0,01-0,1ug/kg/min
e Bucoka no3a 0,1ug/kg/min - 1,0ng/kg/min
[IpoTuBoONOKa3aHUs: ME3EHTEPHAIHA U TIeprdepHa TpoMOo3a.
Oco0EHOCTH B MPHUIOKEHUETO: NMPHU HEKOPUTHPAHA XHITOBOJIEMHS MOXE Jla JOBEIE 0 TEKKa
nepudepHa M BHCICpATHA BAa30KOHCTPUKIMS, MPH TUPEOTOKCHKO3a MOXE Jia JOBEIe 0
apTepHaHa XUIIEPTOHHS, BbB BUCOKH JI03M MOKE Jia IoBe/e 10 pediekTopHa Opaaukapaus, a
[P MHOTO TIOBUILICHO MEepU()EpHO ChIOBO CHIIPOTUBIICHUE — U JI0 HUCHK ChpJICUeH JCOuT.
Hauu Ha npuioxeHue: mpuiara ce B MPOIb/DKUTEIHA BeHO3Ha uHpy3ust, mpe3 [IBII.
CTpaHWYHM pEaKIMU: XHUICPTOHHS, pedIeKTOpHA OpaauKapaus, TbKaHHa HEKpo3a MpHU
eKCTpaBa3alysl.

8.1.3. Bazoauaararopu

8.1.3.1. Sodium Nitroprusside — 30mr npax 3a UH(Y3UOHEH Pa3TBOP

dapmakoTepaneBTHYHA Tpyna — AHTHXHUIEPTCH3WBHU JIEKAPCTBEHH MPOAYKTH, EHCTBAIIN
BBPXY IN1aJIkaTa MyckynaTypa Ha aprepuonute, ATC xox: C02DDO01

MexaHn3bM Ha JIGHCTBHE: CMECEH (apTepho-BEHO3EH) NIWIIaTaToOp, peJaKchpa TIIajKaTa
MYCKyJaTypa Ha apTepuH, apTepHOIM U BEHHU, B pe3yJTaT Ha KOETO HamaysiBa Ipel- U
CIIEJIHATOBAPBAHETO Ha ChpueTo. HamansBallku CHCTEMHOTO CBHIOBO CBIPOTHBICHHE,
HamajsBa CJIEJHATOBAapBAHETO Ha JIiABa Kamepa M TOJ00psBa ChpJACUHUS JACOUT.
JlunatupaHeTo Ha BEHO3HHTE ChIOBE BOJM JIO HAMaJsBaHe Ha OENoJpOoOHUs BEHO3EH 3aCTOM;
HamassBa NYJIMOKaNWIAPHOTO HanAraHe. HamansgBa KucioponHaTa KOHCyMalusl Ha
MHUOKapAa._

Wnavkanuu 3a npunoxkenue: npu octpa CH 1 HE0OX0oauMOCT 0T O0bp30 HOpMAJIH3UpaHE Ha
CIIEZITHATOBAPBAHETO HA JIsIBA KaMepa.

Ho3za: 0,3 — 8,0png/kg/min, B mocTosiHHAa BeHO3HA HHY3HSI.

Haun Ha mpuiokeHue: WHTpaBeHO3Ha WHQY3us, ¢ MHPYy3MOHHA nommna. MHPY3MOHHUAT
pa3TBOp He TpsOBa Ja ce cMecBa C JpYru JiekapcTBa. [IpUroTBEHUSAT pa3TBOpP U BEHO3HATa
TUHHAS TPsSOBa Ja ce Mpeanasd OT BB3JACHCTBHE HAa CBeTIMHA. [locTenmeHHO HamalsBaHe
CKOpOCTTa Ha MH(]Y3usATA MTPEeTd OKOHYATEIHO i OTTETJISHE.

[IpoTHBOMIOKAa3aHMS: XUTIOTOHHS, XUIIOBOJIEMHS, TIPH HAPYIIEHO MO3BUHO KPHBOOOpAIICHHE,
MOBHILIEHO BHTPEUEPENTHO HAJISATaHE, YEPHOIPOOHA HEOCTaThUHOCT.

CTpaHUYHU pEaKLUU: XUIOTOHMSA, TaXUKapIus, apUTMHs, TOKCHUYEH €(eKT Ha OCHOBHUTE
MeTabonutu (IIMaHUI ¥ THUOIMAHAT), METXEMOTJIIOOMHEMHSI, TPOMOOIIUTOTICHHSI, METaOOIMTHA
aly103a- KaTo I'bpBa MpOsiBa Ha [IMaHUAHA TOKCUYHOCT.

8. 1.3.2. Nitroglycerin - ¢makon 1mg/ml 50ml
q)aDMaKOTeDaHGBTHqHa rpymna — Ba3soAuJIaTaTop 3a JICUCHUC Ha CbhbpACYHA HCAOCTATBYHOCT,
ATC kon: COIDAO02
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MexaHu3bM Ha JICHCTBHE: Ba30AMIIATALIMS Ype3 OTITYCKAaHE Ha ChJIOBATa IIaJKa MYCKYyJIaTypa.
[IpenrMHO BEHO3€H Ba30IMJIATATOpP, HO B MO-BHCOKU JI03W HAMAJSBA U CHCTEMHOTO ChIOBO
CBIIpOTUBIICHUE. HamansBaiiku mpea- W CleIHATOBAapBaHETO, HaMalsiBa M KOCIOpPOJHATA
KOHCyMaIlis Ha MHOKap/a.
Wuavkanuu 3a NpuiioskeHue: ChpeuHa HeJJOCTAThYHOCT

03H:
e Hauanna: 0,5-1,0pg/kg/min

e [loBumanane Ha go3ara: ¢ o 1,0pg/kg/min npe3 20mun
e Makcumainna go3a: 8,0ug/kg/min

e Bwm3pactHu: HavanHa g03a 5,0pug/min, ¢ OCTENEHHO TOBUIIIABaHE HA J103aTa Mpe3 SMUH C
no 0,5 ug/min, 1o 2,0-8,0mg/h.

[IpoTHBOIIOKAa3aHMs: TEXKA XUIOBOJIEMHS M apTepHajHa XWIIOTOHHS, IIOK, ChbpACYHA

TaMITOHa/1a, KOHCTPUKTUBEH NIEPUKAPIUT, 0OCTPYKTHBHA XUTIEPTPOPHIHA KapIMOMHOIIATHSI.

Oco0eHoCcTH B TMPWIOKECHHETO: BHUMATEIIHO TPUIOKEHHE TPU NAIMEHTH C aopTHA U

MUTpaAJHA CTEHO3a, HUCKO JIMACTOJIHO HayisiraHe. HamansBaHeTO Ha apTEpHaTIHOTO HaJsraHe

OT HUTPOTJIMIEPHH C€ MOTCHIMpa MPHU STHOBPEMEHHO NpuiokeHue Ha (ocdoamecrepasHu

unxuburtopu (Sildenafil).

Hauw Ha npuiioskeHue: TOCTOSTHHA BeHO3HA nH(Dy3us, ¢ nH(Yy3nOHHA moMma.

CTpaHWUYHU PEaKIuu: TI1aBOO0IHNE, CBETOBBPTEK, OPTOCTATHYHA XUTIOTOHUS, TAXUKAPIHS

8. 2. Jleuenue na xpoununa CH

Ilenra Ha neyenuero Ha xpoHuuHa CH e na ce oBnazesT CUMOTOMUTE, Ja CE€ MOCTUTHE
CTa0MJIHO CBCTOSIHHME, IO3BOJISBAIIO HOPMAJIEH pacTeX W pa3BUTHE Ha Jelara U jJa ce
MPEeAOTBPATH WK 3a0aBU MO-HATATHIIIHO HEOJIATONPUATHO MIPOTrpecupane Ha 3a0osiBaHeTo. B
pe3yaTaT Ha XpOHUYHOTO aKTHBHpaHE Ha KOMIIEHCATOPHUTE MAaTO(U3MOIOTHYHU MEXaHU3MHU
ce CTWra [0 TIOBMILIEHO MpeJHaToBapBaHe (OT 3aJpbKKa Ha TEYHOCTH), IOBHUIIEHO
clleZlHaTOBapBaHe (OT CHCTEMHa BA30KOHCTPUKIMSA) W peMOAEIMpaHe Ha KaMmepuTe, ¢
MOCJIEBAIIO MPOTPECUBHO BJIOIIABaHE Ha MUOKapJHaTa rnommneHa GpyHkuus. Xuneprpodusra
U JWIaTalusaTa Ha KaMepuTe, arnonTo3aTa Ha KapAUOMUOLIUTUTE, XPOHUYHATA CUMIIATUKYCOBa
CTUMYyJalsl U MUoOKapaHaTa (uOpo3a ca B OCHOBaTa Ha NPOLECUTE HAa PEMOJAEIUpPAHE Ha
KaMmepuTe npu nanueHTy ¢ xpounuHa CH. Jleuenunero ¢ ACE-uHX., a110cTEpOHOB aHTarOHUCT
u Oeta-6nokepu (bb), nmoBnusBaiiku HEBPOXOPMOHAIHUTE NMPOMEHU B OpraHU3Ma U TEXHUTE
HeOJIaronpusATHU XeMOAMHAMUYHU MOCJIEICTBHS, C€ CBbpP3Ba C HaMalsgBaHE HA CMBbPTHOCTTA
IIpyY nanueHTy ¢ XxponnyHa CH.

dapmakojaoruyHoTO JeueHue Ha xponuuHa CH BximrouBa paznuunu komOuHanmu ot ACE-
WHXUOUTOpP, alJJOCTEPOHOB AHTArOHUCT, OeTa-OJIOKep, MUYPETUK W JUTOKCHH. M300phT Ha
JIEKapCTBEHM IPOJIYKTH 10 TOJIIMa CTENEH CE OMNpefeNs OT NMpuyuHara 3a m3siBata Ha CH,
HACTBIIWINTE MaTOMU3NOIOTUYHU POMEHH U OT TEXKECTTa Ha KIIMHUYHOTO ChCTOSTHUE.

DapMaKoJOrM4yHo JieyeHue npu xpounyna CH

OnTumMu3MpaHe Ha IpeTHATOBAPBAHETO Juyperunm

HamansiBane Ha cienHaToBapBaHe Bazoaunararopu

[TonoOpsiBane Ha MuOKapaHaTa momneHa | Jururanmc

byHKIUSA Karexonamuuu
docdoauecrepazeH UHXUOUTOP
(MusiprHOH)

HopMmanusupane Ha cbp/ieyHaTa 4ecTota | AHTUPUTHMHA TepaNUs

U PUTBM
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MEAWMHEMEHT NYHA | MYHA 11 NYHA 111 NYHA IV

ACE — MHx. + + + +

AnnocTepoHoB - Npu 3a0pB#Ka Ha + +

SHTAroHWCT TEYHOCTH

BeTa-Gnokep Camo npu AX + + +

BpumroB - Npu 3agpbska Ha + +

AHYPETHR TEYHOCTH

THasuaeH Camo npu AX Npu 3agpbitka Ha + +

AHYPETHR TEYHOCTH 3acuneane 3acuneane
edenTa Ha edenTa Ha
EpumHOBHTE EpumHOBHTE
AHYPETHLM AHYPETHLM

CrpasdHu - - + +

rAMHO3IHAN

8.2.1. Uuxuduropn Ha aHTMOTeH3UH KoHBepTupauus eH3uM (ACE-unubGuropute) ca
IrbpBa IUHUA Ha gedeHue Ha CH.

Te HamansgBaT cieIHATOBApBAHETO HA KaMEpPUTE M ca MOKAa3aHW MPU BCUYKHU HALIMEHTU C
HamasneHa JIK-cuctonHa ¢pyHKIMS, BKIOUYUTEIHO IPU HAITBJIHO ACHMITOMHHU MAllUEHTH.
Jleuenueto ¢ ACE-uHx. mnopoOpsiBa  XeMOJMHAMHYHUTE  [OKa3aTelu U
exokapauorpagdcekure napamerpu npu CH c¢ pasznuuna erunonorus: BCM ¢ nsiBo-gecen
ITBHT; 3HAYMMa a0pPTHA U MUTpaIHA UHCYPUIIMEHIINS, JUIaTaTUBHA KapAUOMHOIATHSI.

Te ca nekapcTBeHU MPOAYKTH HAa MBbPBU M300p U MpH nauueHTH ¢ MyckyinHa nuctpodus
tun Dushene, kaTto paHHOTO MM MPUIIOKEHHE, OIIE MPEIU HACTHIIBAHE HA JICBOKAMEpHA
TUCHYHKIIMS, BOAH J10 MOA0OpEHE B KIMHUYHOTO ChCTOSHUE.

ACE-unx. "He ce mpunaratr pyruHHo npu BCM c¢ obmokamepHa XeMOAMHAMHKa, HO
JeYeHHEe C TAX ce oOChXKJa NpU HaIM4YMe Ha KJanmHa WHCYQUIMEHLMS WIM JaHHHU 3a
KaMmepHa IuchyHKLHS.

OrpaHuyeHue B MPUIOKEHUETO MM € Haluuue Ha (UKCcHUpaHa OOCTPYKLHMs MO XOjAa Ha
CHCTEMHATa IIMPKyJanys (A0pTHA CTeHO3a, KOAPKTAlUs Ha a0pTaTa, MUTpaIHa CTEHO3).

Haii-uecto mpunaran jgekapcTBEH MPOJIYKT NpH KbpMadera u manku nena e Captopril. Cren
JIBe TOAMIIHA BB3pacT, MOxe na ce mnpwmiara Enalapril. [lpu romemm nema moxke ga ce
n3nom3BaT 1 ACE-uHXUOUTOpHU C YIBIIKEHO ACHCTBHE.

8.2.1.1. Captopril — ta6a. 12,5mr; 25mr; 50Mr

®apmakoteparieBTuyHa rpyna - ACE-unxuburopu, ATC xoa: CO9AA01
Mexanu3bpM Ha jeiictBue: CelneKTUBEH MHXUOMTOpP HAa aHTMOTEH3MH-KOPBEPTHPAIIUS €H3UM.

HamansaBa cuCTEMHOTO CHA0OBO CBHIIPOTHUBIICHUEC W TaKa HaMallsiBa CJIICAHATOBAPBAHCTO.
Hamanspa MpoHeCUTC Ha pEMOJACIINPAHC HA KAMCPUTC.
Wnppkanpy 3a OpUIOKEHHE. JCUCHHE Ha CbpJA€dyHa HCAOCTATBbYHOCT M Ha apTepHUaiHa

XurepToHus. JlekapcTBeH MPOAYKT Ha MbpBH n300p mpu Bcuuku kinacoBe CH ¢ namanena JIK-
CUCTOJIHA (DYHKITHSI.
Ho3su:

Bn3pact Hauvanuna nosa ITonnbpokaiio aeyeHue

HoBoponenu 0,01-0,05-0,1mg/kg | 0,5mg/kg/mo3a, 2-3 IBTH JHEBHO

Makc. 2mg/kg/244, pa3nencua B 2-3 nmprema

Imec. - 12mec. | 0,1mg/kg ITpu 106Bp KIMHUYEH TOJIEPAHC, MOBUILIABAHE HA
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lron. - 12ron. 0,1mg/kg no3ara g0 1mg/kg/mo3a, 3 mbTH THEBHO
(makc. 6,25mr) Makc. 2mg/kg/no3a, 3 mbTH THEBHO
12rox. - 18roa. | 0,Amg/kg 12,5-25mg, 2-3 nbTH AHEBHO
(makc. 6,25mr) Makc. 150mg/244, na 2-3npuema

[IpoTHBONOKa3aHMs: CBPBXUYBCTBUTEIHOCT, aHTHOE/IEM, IBYCTPAHHH CTEHO3U HA OBOpedHUTE
apTepuu WM CTeHO3a Ha ObOpedHara apTepus MpU €IHOCTPAHHO (PYHKIIMOHHpAIL OBOPEK,
HEYTPOTICHHUS/arpaHyI0IUTO3a, TPOMOOIIUTONICHHS, OPEMEHHOCT.

OCO0CHOCTH B IPUIIOKEHUETO:

v Tlpu HapymeHa ObOpeuyHa (QYHKIMs JO3UTE CE PEAYLHMpAT CIOpe] CTOWHOCTHTE Ha

KpCaTUHUHOBUA KIHMPBHC M ICPUOJUYHO CE IIpOoCiCAdaBaT ypesa, KpCaTHUHUH, Kallmii u

KOJIMYECTBO OENTHK B ypUHATA.

v XumepkaideMus - M0-4eCTO ce HaOJI0JaBa NPH MalMeHTH ¢ ObOpeYHa HENOCTaThbuoCT,
3axapeH auadeT, €HOBPEMEHEH MPUEM Ha KaJuh-ChbXpaHSBAIIU JUYPETHIM WIH APYTU
JIEKapCTBEHH MPOAYKTH, IIOBUIIIABAIIIA HUBATa HA CEPYMHUS KAJIUM.

v’ 3amouBa ce ¢ HHCKA JI03a U MOCTENEHHO Ce TMOoBHMIaBa fo3ara (3a 3-101aHu, ocobeHo mpu
¢THOBPEMEHEH MPHUEM U Ha JAUYPETHUIH), KATO CE MPOCIEAIBAT CTOMHOCTH Ha apTePHATHO
Haysirane, ObOpeyHara QyHKIMS U HUBaTa Ha CEPYMHUS KATHA.

CTpaHWYHU peakIMu: apTepUaiHa XUIMOTOHHUSA, KalUIMIlA, TaJieHe, TMOBpPBIIAHE, MPOMEHEH
BKYC, KO’KHU OOpUBH, HEYTpOIeHHsI, 0bOpedHa yBpeaa, XunepKalueMusl.

8.2.1.2. Enalapril — Ta6u. 2,5mr, Smr, 10mr, 20Mmr; ammysau 1,25mr/mt 1mo
®apmakoreparneruyHa rpyna — ACE-unxuoduropu, ATC xox: CO9AA02
MexaHu3bM Ha JACWCTBUE, MHIMKAIMM 33 MPHIOKEHHE, OCOOCHOCTH B IPHIIOKEHHETO,
MIPOTUBONOKAa3aHUs U CTpaHW4YHU peakuuu — Bk Captopril. ima no-npoabikuTeneH edekrt
ot Captopril.

O3HU:
v" Hosopozenu:
v Imec. - 12rox.: 0,1mg/kg/no3a, mocrenedHo nopuinagade Ha qo3ata 10 1mg/kg/24u (maxc.

40mg/244), pa3neneHa B 1-2mpuema.
v' 12roa. - 18rox.: 2,5MQ exHOKpaTHA J103a, IMOCTENEHHO IOBHIIaBaHe Ha jo3ara jo 10-
20mg/244 (makc. 40mg/244), pasaenena B 1-2npuema.

8.2.2. bera 6s10kepu

[Ipunoxxennero Ha 0Oera-0jJokepu npu mnanueHtu c¢ xponuyHa CH e cBbp3ano c¢
HeOJIaronpuUATHUTE MOCIEANLIN OT XPOHUYHOTO aKTUBHPAHE Ha aJjpeHepruyHara cucreMa.

e Te ca nexkapcTBeHH MPOIYKTH HA W300p MpH MalUEHTH C JUJIaTaTUBHA KapIUOMHOIATHS.

Jleuenue c 6era-60Kepu Hal-4ecTO ce 0OCHKIa MPU aCUMITOMHU nareHTH, ¢ EF< 40%,
6e3 eekT oT Beue npoBexkaaHoTo Jeuenue ACE-uHX.
e [loaxoasu ca npu CH ¢ nuactonHa nuchyHKIUS U MPU HALMEHTH ¢ TAXUAPUTMUU.

Haii-uecto npunaranute 6eta-6iokepu 3a sneyenne Ha CH B netcka Bb3pact ca Carvedilol u
Metoprolol.

8.2.2.1. Carvedilol — Tta6. 3,125 mr, 6,25 mr, 12,5 mr, 25 Mr

dapmakoTepaneBTH4Ha rpymna — 6eta 61okep, ATC xkox: CO7AG02

MexaHu3bpM Ha JCWCTBHE: HECENEKTUBEH OeTa- W celekTuBeH andal-agpeHepruyeH Olokep,
BOJCII JIO apTepuajeH Ba3oAWIaTaTUBEH eQeKT M HaMajsgBall CHUCTEMHOTO ChIOBO
CHIIPOTHBIICHUE

Nuaukammu 3a npuiioxenue: Xxpoununa CH, aprepuanna xunepToHus.
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03HU:

v Hauanna no3a 0,05 mg/kg/no3a, 2 mbTy JHEBHO

v’ TMocrenenno nosumasare ¢ 0,08 mg/kg/no3a, npes 2 ceamunu

v' Makcumanna go3a 0,35 mg/kg/nosa, 2 nbru aHeBHo wiau 50 mg/24u, pasgeneHa B 2
nprema

[IpoTtuBonoka3anusi: octpa win jAekomreHcupana CH, Hanarama BEHO3HO JeueHHE C

WHOTPOICH JIEKAPCTBEH MPOAYKT; KapauoreHeH mok; AB-6mox II u Illct.; cungpom Ha

OOJHHSI CHHYCOB Bb3€Jl; TeKKa XMIIOTOHHUSA; TeKKa OpOHXMATHA acTMa, KIMHUYHO IPOsSBEHA

yepHOApOOHA TUCHYHKITHS.

Oco006eHOCTH B MPUIIOKEHHUETO: TIPOCIIe/siBaHe Ha ObOpeuHaTa hyHKIUS

CTpaHW4YHU peakIuu: TOCTypajdHa XHWUIIOTOHHUsS, CBETOBBPTEXK, IJIAaBOOOIUE, YMOpa,

Opaaukapaus, TrajeHe, MoBpbIIaHe.

8.2.2.2. Metoprolol — ta6m. 25 mr, 50 mr, 100 mr, 200 mr
®dapmakoTepaneBTH4Ha rpyna — 6eta oiokep, ATC kox: CO7AB02
MexanusbM Ha aeiicTBre: Oeral- cenexkTuBeH 6eTa OI0Kep.

03HU:
v' Hauanna no3a 0,1mg/kg/mosa, 2 nbTu JHEBHO

v’ TMocrenenno nopumasane 10 1-3 mg/kg/24u, pazaenena B 2-3npuema

8.2.3. lmypeTnuu ce nmpuiarat NpearuMHO IIPH CAMIITOMATUYHA TAIlUEHTH.

Jleuenue ¢ Furosemide e moka3aHo NpH Hajauue Ha 3aCTOMHU MPOSIBH, 10 JOCTUraHE Ha
eyBoJieMUuHO chcTosiHue. Tuasunuure nuyperunu (Hydrochlorthiazide) morennupar edexra
Ha OpPUMKOBHTE JUYPETHIM U CHILO CE NMpHJIAraT Npu 3aJpbxkKa Ha Te4HOCTU. [Ipunoxenuero
Ha Spironolacton HamasiBa ajJOCTEpOH-UHAYLIUPAaHaTa MUOKapiHa puOpo3a U 1O TO3U HAUUH
OJ1aronpusATHO MOBJIMSIBA MPOLIECUTE HA PEMOJICIIHPAHE.

8.2.3.1. Furosemide — ta6m. 40 mr; amnynu 10 mg/ml 2ml
®dapmakoteparnieBTuyHa rpyna — guypetunu, ATC koa: CO3CAO01
MexaHu3bM Ha jielicTBHE: OpPHUMKOB JAWYpPETHK, € OBp30 KpaTKOTpalHO JeicTBHE W
no303aBUCUM edekT. [leficTBMETO My ce ABKM Ha CHJIHO MOTHUCKaHe peabcopOuusara Ha
HaTpUEBH, KAJIMEBH U XJIOpHHU HoHu B OpuMkara Ha Henle.
Wunukammu 3a mpuiokeHue: HamaisBa 3actoiiHuTe mposiBute Ha CH kato emumuHuUpa
M3JMIITHUTE TEYHOCTH U TIO0 TO3M HA4UMH O0JieKyaBa paboTaTa Ha ChpIETO.

03H:

Per os I.V. Benosna ungysus
Hoopoaenu - | 0,5-2,0mg/kg/no3a, 2-4 0,5-1,0mg/kg/no3a, 2-4 0,1-0,5mg/kg/h
12r. II'bTU THEBHO IIbTU THEBHO

makc. 12mg/kg/24q Makc. eJTHOKpaTHa J103a-

makc. 80mg/24yq 5mg/kg/no3a
12r. - 18r. 20-40mg/24u. 20-40mg/no3a, pu

makc. 80-120mg/24u HE00X0IMMOCT Tpe3 84.

Mmakc. 80-120mg/24y

[IpoTHBOIOKA3aHMS: TEKKA XUTTOKATTMEMHUST; TEKKA XUITIOHATPHUEMHST; TEKKA XUTTOBOJIEMHUSI HITH
Aexuapatanusi; aHypus U ObOpedyHa HEOOCTAThYHOCT HACTBIWIA OT Heppo- WIH
XEMaTOTOKCHYHH JIEKAPCTBEHU NMPOAYKTH; NPEKOMATO3HU U KOMAaTO3HH ChCTOSHHS, CBBP3aHU
C YepHOAPOOHA eHIedanonaTus.

CTpaHWYHM pEakIWu: HCENEKTPOIUTEMHS, ajKajlo3a, XHUIEPIIIMKEMHS, XHUIIEPYPUKEMHS,
IJIyX0Ta, TaCTPOMHTECTHMHAJIHM HapYIIEHUs, OCTpa pETeHIUs Ha YypHHA, YPHOIPOOHA
eHnedamonaTusi.
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[IpocnensBane: kaaui, HaTpuii, ObOpeuHa HyHKIIHS.

8.2.3.2. Spironolacton - ta6u. 25 mr, 50 mr, 100 mMr
dapMmakoTeparieBTU4YHa rpyna — kanui-cexpasssaiuiu guyperunn, ATC koa: CO3DAO01
MexaHu3bM Ha JIGHCTBUE: allJOCTEPOHOB AHTAarOHUCT, KOWTO IIOBHUINABa HaTpueBara
eKCKpelusi ¥ HaMaisBa 3arybara Ha Kaluid OT AWCTaaHUTe OBOpeuHu TyOynu. Hamamssa
aJIOCTePOH-UHAYIIMpaHaTa MUOKapAHa (GuOpo3a u OJarompusTHO MOBIHMSBA MPOLIECUTE HA
peMojenupane Ha kamepure rpu xponnuna CH.
Wuaukaimu 3a npuwioxkeHue: 3aapbxkka Ha TedyHoctd npu CH; Otomm w acuut npu
YepHOpOOHA IIUPO3a.

03HU:

v' Hosopoxenu: 1-2 mg/kg/24u, pasaenenu B 1-2npuema

v' 1mecen - 18rox.: 0,5-3,0 mg/kg/24u, pasnenenu B 1-2npuema. Makc. no3a 200 mg/24y

[IpoTuBONOKa3aHUs: aHYPHUS U OCTpa OBOpPEUHA HETOCTATHYHOCT, XUTICPKATTHEMHUS
CTpaHWYHU peakliy: XUulepKkaauemMus, 0b0pedHa HeJOCTaThYHOCT, THHEKOMACTHUS

8.2.3.3. Hydrochlorthiazide — ta6mx 12,5 mr, 25 mr
dapmakoTeparieBTiyHa rpyna — tuazujes aunyperuk, ATC kog: CO3AA03
MexaHu3bM Ha JICHCTBUE: HamMalisiBa peabcopOlmsTa HAa HATPHUEBH M XJIOPHH HOHU B
JTUCTATHUTE TYOYJIH U ChOUpATEeITHUTE KaHATYETa Ha HepoHa.
Wnnukanuu 3a OpuiiokeHue: 3aapbkka Ha TeyHoctd npu CH; aprepuanHa XUIEPTOHUS;
He(pOreHeH HHCUITUICH TUA0eT; UANONAaTHIHA XUIICPKATIUYPHSL.
03H:

v’ 2-4 mg/kg/244, B 1 wau 2 npruema

v' Maxkcumanna no3a 25-100 mg/24u
[IpoTrBOMOKAa3aHMs: OCTpa YEPHOJAPOOHA U OBOpeyHa HEJOCTATHYHOCT, XUIIOHATPUEMHUS,
XUMEPKANIUEMHUSI U XUMOKAIMEMHs PE3UCTEHTHH KbM Tepamus; CHMITOMAaTHYHA
XUTCPYPUKEMHUS.
Oco0eHoCcTH B MPUIIOKEHUETO: MOXKE J1a MOTEHIMPa U3siBa Ha JIATEHTEH AUa0eT U Ha MoJiarpa;
PUCKBT OT XUIOKAIMEMUS € HAW-TOJISIM NP TAIMCHTH ¢ YepHOAPOOHA IIUPO3a U MpUEMAIIN
€THOBPEMEHHO KOPTUKOCTEPOUIH.
CTpaHWYHU PEAKIMH: XUITOKATHEMHsI, XUTIOHATPHEMHUS, XUTIOMarHe3ueMusl, XUIIEPYPHKEMHUS,
apTepHraiHa XUIIOTOHUS.

8.2.4. IuruTajucoBH ITHKO3UIH

MMaT TOJOXKUTEIEH WHOTPOINeH e(eKT W HaMmaligsBaT aKTHBHOCTTa HAa CHUMIIATHKycOBaTa

HepBHa cuctema. [lpunoxxenuero mpu manueHTH ¢ xponnyna CH HamansBa Hyxpaata oT

PEXOCTIUTAIIO3UAITUH H TTOI00psIBa KAYECTBOTO HA JKUBOT, HO HE MOBJIMSIBA CMBPTHOCTTA.

e Haii-uecto ce mpuiara mpu jaena ¢ ToyisiM JISIBO-JIECEH IIBHT U MPOsSBH Ha OemonpoOeH
3aCTOM, BBIIPEKH IPOBEKITAHOTO JICUCHUE C TUYPETHK.

e JlurokcuH MOXe Ja ce Mpuiara U Mpu HaJKaMEepHU TaXMapUTMHH, JOBEIH 10 H3sBa Ha
CH, 1o mipu nunca Ha JOMBIHUTETHA MPOBOIHA BPB3Ka.

e Hsama kareropuunu JaHHH, Y€ JIEYCHHETO ¢ JIMTOKCHH TpH Jiela ChC CTPYKTYPHO 3/PaBO
ChpIIE U CUCTONHA AUC(YHKIUS BOAU 0 MOAOOpeHHe. 3aTOBa U HAMA €IMHHA MPEernopbKa
3a pyTMHHaTa My yrnoTpeba mipu aeua cb¢c CH.

8.2.4.1. Digoxin— Ta6:x. 0,25 mr, amm. 0,25 mg/ml 2ml.

®apmakotepaneBTuuHa rpyna — Cepaeunu rimoko3uan, ATC kox: COIAAO0S

MexauusbpM Ha JeiicTBue: mbpBuUHO motucka Na'-K'-ATP-a3a u BropuuHo axktupupa Na'-
Ca®*- oGMeHHa noMIIa B MeMOpaHaTa. MiMa mo3WTHBEH MHOTPOIICH €(EKT, yBeIMYaBa CHJIaTa
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Ha MHOKapJIHaTa KOHTPAKIUS U CHCTOJHATa (QYHKIMSA HA KamepuTe. FiMa BaroToHM4eH edekT,
KaTo MOTUCKAa aKTUBHOCTTAa Ha CHHYCOBHS BB3eNl M 3a0aBsi MPOBEKIAHETO HA MMITYJICUTE B
AV-Bb3ena.

Wnnukamu 3a npuioxenue: CH u HakaMepHU TaXUKapauu

03HU:
JHo3a B mcg/kg/24q
Bs3pacr HaroBapsaiua xo3a Homabpxama g03a
per 0s LV.* per 0s LV.
Henonocenu 25 20 5 3-4
HOBOPOJICHU
JloHOoCeHH 30 20-30 8-10 6-8
HOBOPOJICHU
Imec. - 2rop. 45 35 10-12 7,5-9
2rof. - 5rof. 35 35 10 8 (makc. 250mcg)
5rox. - 10ron. 25 25 6-8 6 (makc. 250mcg)
>10roz. 10-15 8-12 0,1-0,25mg/244
Maxc. 0,75mg — 1,6mg €IHOKPATHO JHEBHO, B 3aBUCUMOCT OT
KIIMHUYHUS e(PEeKT
Mmakc. 0,75mg/24q

[IperopbuBa ce NPHIOKEHHETO HA TOJOBHHATa OT HATOBapBallara J03a KaTo HavajaHa
eMHUYHA /1032, @ OCTaHajaTa MOJOBMHA ce pasfens Ha JBa npuema (2 x 25% ot obmara
HaToBapBalla 03a) npe3 8-16 yaca, B 3aBUCUMOCT OT Te€paneBTUYHUS OoTroBop. Hauanoro Ha
NOJUIbPIKAIIOTO JiedeHWe € 12 wyaca cieq MBIHMS 0OpUEM Ha HaroBapBallara J103a.
[Mogabpxamoro neuenue npu nena < 10 roxa. ce naBa B ABa mpuema, a npu aena > 10 rog.
€IHOKPATHO.

[Ipu manuenTy, NpoBeXaally JeYeHue eJHOBpeMeHHO U ¢ Amiodarone, moabpikamiara 103a
Ha Digoxin ce HamaisiBa ¢ 50%.

* BeHo3Ho npuiioxeHue Ha Digoxin ce n3nons3Ba caMo, ako OpaIHUST IPUEM € HEBb3MOXKEH !
VYkazaHus 3a BeHO3HO mnpuioxenue: paspexna ce ¢ NaCl 0,9% wumu Sol. Glucosae 5% no
MakcUMaiHa KoHueHTpaiusa 62,5mcg/ml. HaToBapBamiara mo3a ce mpuiara noj ¢opma Ha
uH(py3us 3a 30-60MuH., a moaabpxKamara a03a 3a 10-20MuH.

[IporuBonokazanusi: AB-6mok llct. u Illcr.,, Opamukapaus, HajgkaMepHa TaXUKapaus ¢
HJIMYME Ha JOMBJIHMUTENHA BpPB3Ka, KaMEpHa TaXWUKapaus U MbXKJAEHE, XurneprpoduyHa
OOCTPYKTHBHA KapIMOMHUOIIATHS, KOHCTPUKTUBEH MTPHKAPINT.

Oco6eHOCTH B TNPHUIOKEHUETO: JUTUTATNCOBA TOKCHYHOCT I10-YECTO c€ HalioJaBa IpH
XHUITOKAINEMUS U XHITOMarHe3ueMHst; Tpru ObOpevHa HeTOCTaTHUHOCT JIO3UTE CE PEeIyIHUpAT.
CrpaHu4HM peakiuu: Oe3aneTHTHe, rajJieHe, MOBPBIIaHe, 3pUTEIHU HAPYIICHUS, apUTMHUU-
€KCTPACHUCTOJIN, aTpUaJIHa TaXUKapIusl, KaMepHa Taxukapaus, AB-0moxk.

IIpomenu B EKT" (koHMTO MpeCcTaBIsBaT IUTUTAINCOB €(DEeKT U MOraT Ja ca CBbpP3aHH UJIH HE C
JTUTUTAINCOBAa TOKCUYHOCT): yabikeH PR-unTepBain, ST-nenpecus.

MounuTopupane: CTaOwiHuM HHMBa B KpbBTa ce mocturar kbM 5-10 neH oT Havyanoro Ha
neuenuero. KpbBTa 3a M3cienBaHe ce B3eMma Hail-mMainko 6 yaca cliel MOCIEIHHS MpPUeM
(rapretan HuBa 08-2,0 mcg/l). IIpemopbuBa ce mpociensBaHe Ha CEPyMHHMTE HHBA Ha
JIMTOKCUH TpW TAaIMeHTH C HapylieHa ObOpeyHa GYHKIMS, TpPHU XUIIOKAJTUEMHUS, TPHU
ChbMHEHHE 32 TOKCUYCH e(DeKT.

8.2.4.2. Methyldigoxin — Ta6um. 0,1mg
®apmakotepaneBTuuHa rpyna — Cepaeunu riuko3uau, ATC koa: CO1AA08

23



8.2.5. AHTrHOTeH3uH penentTopHute 6J10kepu (APD) (caprann)

Morar nma ce mnpwiaraT npd HENOHOCUMOCT KbM ACE-uHX. (Kalliula, aHTuOeAeM,
HeyTtpoenus). EQextsT oT mpuioxkenuero um € cxomeH ¢ To3u Ha ACE-uHX., HO HAMa
JoKa3aTescTBa 3a npeaumcraa npen Tax. [lono0no Ha ACE-uHX., aHTUTEH3UH pELENTOPHUTE
OJI0KepH CHIIO OJATOMPHUATHO MOBIIMSABAT MPOLIECUTE HA PEMOJIeNIMpaHe Ha KaMEpHTe.

8.2.5.1. Losartan — ta6xa. 25 mr, 50 mr, 100 Mr
dapmakorepanesTuuHa rpymna — anruorensu Il anraronuct, ATC xon: CO9CAO1
Mexanu3bpM Ha JnierictBre: OmokupaT AT-penentopute M MHXHOMpAT Ba30KOHCTPUKTHBHOTO
neiicreue Ha anruoTeH3uH 1. imar Ba3ogunaratuBeH eekT U HaMallsaBaT CJIeTHATOBAPBAHETO
Nuavkaimu 3a npuiiokeHue: 3a Jieuenue Ha xpounuHa CH, xorato npuiioxenuero Ha ACE-
HHX. € POTUBOIIOKA3aHO; JICUCHHE HA apTepUATTHA XUTIEPTOHUS

03M:
e Hauanna no3a 0,5 mg/kg/aueBHo, mpu A00bp KIMHHYEH TOJIEPAHC J103aTa CC MOBHUINABA

e Makcumanna fo3a 2,0 mg/kg/nHeBHO

e 6rox. — 18 rox.: obnuaiitnaTa mo3a 3a siedenre Ha CH e 12,5 Mr eqHOKpaTHO JHEBHO, HO €
HEOOXOAUMO MPOCIeaiaBaHe Ha eeKTa ¥ TUTPHPAHE HaA [103aTa [pe3 eIHa CEAMMUIA; MAKC.
50mr gHeBHO (MOXKeE [a ce Jaje B ABa IPHEMa)

e Hapn 50 kr: makc. 103a 100 mg aueBHO (MOYKe J1a ce Jajie B 1Ba IpueMa)

[IpoTHBOIIOKa3aHus: CBPHXUYBCTBUTEIHOCT, TEKKa YEPHOAPOOHA yBpeaa, OpPEeMEHHOCT,
JBYCTPaHHU CTEHO3M Ha OBOPEYHHUTE apTEpUM HIM CTEHO3a Ha OBOpeYHaTa apTepusi HpU
€THOCTPAaHHO (PYHKIIHOHUPAIL OBOPEK.

OcobeHocTr B mpuiiokeHnero: OrpaHHueHHe B MPHJIOKEHUETO UM € HaJIMuue Ha (puKcupaHa
OOCTPYKIIHSI MO XOJ/ia Ha CHCTeMHATa IUPKYJIalus (a0pTHA CTEHO3a, KOAPKTAIMS Ha aopTara,
MUTpaJHa CTeHO3a). [lalMeHTH C MTBPBUYEH XWIIEPAJIOCTEPOHU3BM HE OTrOBapsT Ha
JICYCHUETO.

CTpaHUYHU PEaKIUU: XUTIOTOHUS, CBETOBBPTEK, XUIIEPKATUEMUS, OOPHBH, KPaMITH

8.2.6. AHTHAPDUTMHUYHH JIeKAPCTBEHU MPOAYKTH — IIPU U34Ba HA TAXUAPUTMHH, JIEKapCTBEH
MIPOJYKT Ha U300p € Amiodarone, mopaau HETaTUBHUS UHOTPOIIEH €(hEeKT Ha BCUUKM OCTaHasla
aHTHapuUTMUIM. (BX. [Ipenopbku 3a noBejeHNE NpU pPUTHMHO-TIPOBOIHN HAPYIIEHHUS)

8.2.7. AHTHKOAry/JJaHTHA Tepanus — JiomaTa JjeBokaMepHa cucronna ¢pyHakuus (EF <25%)
€ Hal-3HAauMMUIT pUCKOB (akTop 3a TpomOoemOoius Mpu Jera C KapAUOMHUOIATHS.
[IpermopbKkuTe B TE3M Ciaydau ca Ja ce MPOBEXIa aHTUKOAryjJaHTHA Tepamnus C MepopajeH
aHTUKoarynaHt (B bwarapus ce npuara Acenocumarol, kato ienta e qocturane Ha INR 2-3)
wu ¢ Heparin (HegpakimoHUpaH WM HUICKOMOJIEKYJIEH).

24



Pasznen III.

NHOPEKIIUO3EH EHAOKAPAUT

MKSB - 10 xozmose: 133.0; 133.9

1. Onpenenenne

Nudexunozuusat ennokapaut (ME) e Bp3naneHne Ha KIATHUS W/WIA TTAPUETATHHUS SHIOKAP/T
WK CHJI0TENIa Ha TOJIEMHUTE apTEPHH, IPHUUHEHO OT OaKTepHuH, I'bOU U Apyru natorenu. [lpu
HE mosxe ma Obje 3acerHat u mpoTe3eH MaTepuai (ChbpAeUHU KJIAMHU MPOTE3U, XUPYPIHIHH
3aIlJIaTKH, apTEPUOBEHO3HH IIBHTOBE, BEHO3HH KaTCTPH M JP.).

2. EnunemuoJjiorns

PucksT o UE B nerckata Bu3pact e 0,34 — 0,64/100 000 rogumrHO ¥ HapacTBa 3HAYUTEITHO
MPU PUCKOBH MAIMEHTH C BPOACHU WJIH MPUIOOUTH CHPICYHH MOPOILHM, KJIAMHHU MPOTE3H,
MOCTOSIHEH KapJIUOCTUMYJAaTOp, NpexuBsH enu3on Ha WE. [leBetaecer mnpouneHra oT
3acerHaTuTe Jena ca ¢ BpojaeHu chpacudu mandopmanuu (BCM). Tlo-Hucka e vecrorara B
nepuoaa Ha HoBoponeHoTo. B 80 — 90% ot cinyuyaute, mporechT 3acsira aopTHATa W/UIU
MuTpanHaTa kinana. [TymMoHamHaTa u/uinm TpUKyCIUalHaTa Kiama ce 3acaraT Mo — 4ecTo Mpu
BEHO3HHM MAaHUNYJIAallMU. BBIpeku HaNpeIbKbT B €THOJOTUYHOTO YTOUHsIBaHE U jieuenue, E
OCTaBa CBBbP3aH C TEKKH YCIOKHEHHs U BHCOKa CMBPTHOCT (3a aeTckarta Bb3pact 5 — 10%),
KOSITO 3aBUCH OT JIOKAJHM3alMATa M XapakTepa Ha MOpakeHHero, (opmara W erama Ha
3a00IIIBaHETO, HACTHIIINTE YCIOKHEHUS U JIp.

3. ETnonorus

[Mpuunautenn Ha WME morar na ObiaT pa3ivyHM MAaTOTSHH, MO-4ecTO OakTepuu. B mercka
BB3pacT npeobnamasar Staphylococcus spp. B okono 43% ot ciaydaute (0 — YeCTO MPH
CTPYKTYPHO HOPMAJIHO ChpIiie) U opaimHute Streptococcus spp. B okoso 40% (1o — vecto mpu
BCM). TIlo — peaxku npuumnutenu Ha WME ca: Enterococcus spp., Pneumococcus, I'pam-
HeratuBHu Oaktepun (Pseudomonas, Klebsiella, Escherichia coli, Proteus, Neisseria u np.),
HACEK - rpyna (Haemophilus/Aggregatibacter, Actinobacillus/, Cardiobacterium, Eikenella
u Kingella), re6m, miecenu u pukeTcuu, aHaepOOHH MMATOTCHU.

4. IlaToreHesa

3a Bb3HHMKBaHE Ha 3a00JSIBAHETO POJISi MMAT JIBa KIIFOYOBH MOMEHTA — €HJIOKAP/IHA/€HIOTEeTHA
7e3us U npexojHa OakrepueMus. B obnactra Ha yBpeAeHHUs y4acTbK ce oTiaraT TPOMOOLUTH
u Gubpun, oOpasysa ce pubpuH-TpoMOouUTEH TpoMO. [Ipyu Hanuuue Ha GakTepreMusi, BbpXY
HEro NpWIENBaT LUPKYJIUpaly MHuKpoopranusmu. CreaBa HOBO oOTiaraHe Ha (UOpUH H
TpombonuTH, 00pasyBar ce Beretanuu. C mporpecupane Ha MpoIleca MOXE Ja Ce CTUTHE J0
oopmsiHe Ha abciiec B 3acerHATUTE CTPYKTYPH, a TpU eMOOIHM3alMsa Ha BEreTaluuTe — JI0
CENTHYHA KOJOHM3AIMs B APYyru opranu. ExcTpakapananHara m3sBa Ha 3a00JIIBAaHETO MOXKE
1ia € CIICJICTBUE U Ha OTJIaraHe Ha UMYHHH KOMILICKCH (TJIIOMepyJIOHEe(PUT, BACKYIIUT).

5. lIpodpunakruxa na UE
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C ornen n3osireanero Ha ME Ha aHTHOMOTHYHA MPO(UIAKTHKA MOIJIEKAT BUCOKOPUCKOBHUTE
TPYIH MAUEHTH C MPEACTOSIIH MPOLETYPH, Ch3/IaBaIll PUCK OT OAaKTEPUEMHSI:

5.1. TMammeHTn ¢ KjgamHa MpoTe3a (MEXaHW4YHA, OWOJOTHYHA, XOMOTpadT), BKIFOYUTEITHO
TPAHCKATETHPHO UMIUTAHTHPAHA KJIalla, WJIM TE3H, MPU KOUTO € U3IMOJI3BaH MPOTE3eH MaTepHrall
3a IUIaCTHKA Ha 3acerHarara Kiara.

5.2. IlaruenTy ¢ npenumeH enuson Ha WE.

5.3. [Tarmmentu ¢ BCM (Hexopurupanu nuanotndan BCM, kopurupana ¢ mpoTe3eH MaTepuat
BCM, He3aBHCHMO OT MPUJIOKEHUS METOJ — XHUPYypPryUueH WM MEepKyTaHeH, 3a 6 Mecena ciel
KOPEKIMATA I JO)KUBOTHO MIPU OCTAaThYEH IIBHT WM OCTaThYHA KJIalHa perypruTaius).
N360pbT HA aHTUOMOTHUK CE OIIpeIess OT BUIA MPOIeypa.

[Tonacrosimem aHTHOMOTHYHA MPOQUIAKTHKA HE C€ TPENopbhUBa MPU HEACHTATHH MPOLEypH,
OCBEH KOraTO C€ U3BbPILIBAT MHBA3UBHHU MIPOLEAYPH B YCIOBUATA HA UHPEKIUS.

[laruenTHTe C yMEepeH M BUCOK PUCK TpsAOBa na Obaar mHGOpMUpaHM 3a 3HAYCHHETO Ha
JICHTaJIHaTa U KOXKHATa XUI'MeHa U 1a ObAaT pa3yOekJaBaHU 110 OTHOILIEHUE HA TaTyUPOBKHU U
MUBPCUHT HA KOXKATA.

6. KiuHuYHA KapTHHA

KnuanyHata xapTuHa 3aBUCH OT MSCTOTO Ha IMIBPBUYHOTO MH(EKIIMO3HO OTHHMIIE, BH3PACTTa,
BUPYJIEHTHOCTTa HAa NPUYMHUTENS W HACTBIWINTE YCIOXKHEHHsA. 3a00JIIBAaHETO MOXKE Ja
npoTeue octpo, pynaposutHo (Hanp. mpu Staphylococcus aureus, Streptococcus pneumoniae)
WIK TOIOCTPO, onurocumnromaruuHo (Hamp. mpu  Streptococcus viridans, koarynasa-
HeraTuBHU craduiaokoku). Henexysan, UE 3apbpiiBa cbc CMBPT.

Bopemm cuMnToMu ca: moBMIIEHa TeMIepaTypa, ciabocT, Oe3ameTuTue, 3arydba Ha Terio,
riaBoOoue, OOJKM B CTaBUTE M MYCKYJHTE, CUMIITOMH OT CTpaHa Ha ChPJEYHO-CHIAOBATA
cuctemMa (Taxukap/aus, HOBOIOSBHJI C€ WJIM MPOMEHEH IO XapaKTePHCTHKA ChPJACUCH IIyM,
ChplieuHa HEJOCTATHYHOCT, PUTHMHU W TPOBOJHU HAPYIICHUS), CHIIOBU U WMYHOJIOTUYHHU
(beHoMeHn (meTexuu Mo KoXkara, MyKO3HHTE MEMOpaHU M KOHIOHKTHBHUTE, Bh3iu Ha Osler,
nesun Ha Janeway, mnerHa Ha Roth, rimomepynonedput), cucteMHH OaKTEepUATHH
MHKPOEMOOJIMH ChC 3acsiraHe Ha Ipyru opraHu (Mo3bk, ObOpenu, cieska, Osu1 apod u ap.),
CTJIEHOMET aJIHsL.

7. lnaruo3a

HE mpaoéea oa ce uma npeosud npu 6caKo ,HeACHO (hedpunno cvcmosanue*, ocooeno 6
KOMOuUHauuAa ¢ HO6ONOAGUJI Ce UL NPOMEHEH NO XAPAKmep CbpOeUeH WiyM.
JIMarHOCTUYHUAT NPOLIEC BKIIFOYBA CIEIHNUTE U3CIIEIBAHUSA:

7.1. XeMOKYJITYpH — 0Ka3BaHETO HA NMPUYMHUTE/SI B KPbBTA € OCHOBEH KpPUTepHii 3a
auar’o3ara. Bzemar ce Hail - manko 3 mnpobu mnpe3 30 MHUHYTH 3a IBpBHS JIeH, 3a
MpeoYnTaHe OT Pa3InyHU nepudepHu BEHH, BCsIKa OT KOUTO TpsOBa Aa ObJe MHKyOHUpaHa B
aepoOHa 1 aHaepoOHa cpena 3a none 7 — 10 guu. I[Ipu UE Gakrepuemusita € mocTosIHHA U HE €
HeoOXonuMO H3uakBaHe Ha (GeOpunHuTe nukoBe. [lpu m30onMMpaHe HAa MHUKpPOOPTaHU3BM,
XEMOKYATYpUTE TpsiOBa a ObaaT moBTOpeHu cien 48-72 yaca 3a oleHKa Ha e(heKTUBHOCTTA
Ha siedyeHuero. [Ipu Texxko O0JIHM MalMeHTu — B3emar ce 2 npobu u ome 1, mone 1 yac mo —
KBCHO, CJIE/I KOETO Ce 3all0YBa eMIIMPUYHA aHTHOMOTHYHA Teparusl.

AKO XEMOKYIATYpHUTE HE IOKaXKaT pacTex 10 48 yac — B3emaT ce oule 2, KOHCYNTalMs ¢
MHUKPOOHOJIOT U CEPOJIOrMYHH U3CTIeIBaHus 3a pelku npuunHuTesnu Ha UE.

7.2. Exoxapauorpadusi — o0pa3eH IMArHOCTHYEH MeTOJ HAa NbPBH H300p C
YYBCTBUTEIHOCT B JIeTCKaTa Bb3pacT > 80% - 1oka3BaHEe Ha BEreTaliu, KjlamHa perypruTanus,
abcuec, nepdopanus Ha IIaTHO, pa3KbCBaHE HA XOPHU, TICEBAOAHEBPH3MA, HOBA JEXHUCLEHIIUS
Ha KJIarmHa npoTtesa u Jp.

Hopmannama exozpaghcka naxooka ne usknrouea UE.
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7.3. Jlabopatopuu wu3ciaeaBanussi — CVYE, C-peakTuBeH NpOTEWH, MNPOKAIIUTOHUH,
EPUTPOLIUTH, JIEBKOLIUTH, TPOMOOIINTH, ypesi, KpeaTUHUH, YPHHA.
7.4. Ipyru — EKT', pentren, exorpadus vHa kopemuu opranu, CT, MRIL

B mpaktukata ce wusnoisBar Moaupummpanute Duke — kpuTepuu 3a JIHAarHOCTHYHA
KJacuukanus:
Curypen UE
Ilamonoeuunu kpumepuu e VYcraHOBsIBaHE HA MUKPOOPTraHU3MH B XEMOKYITYPH

WM TIPH XUCTOJIOTMYHO HW3CIICIBAHEC HAa BEreTallus,
emMOonmM3upana  Bereramuss  wWid  1poda  oT
BBTPECHPICUEH abCIIeC; WIH

e [laTomoruyunu Jie3uu; BereTanus Uil BbTPECHPICUCH
abcriec, MOTBBPJECHU C XUCTOJIOTHYHO HW3CIIEBaHE,
MMOKa3BaIl0 aKTUBEH CHIIOKAPAUT

2 roneMu KpUTEpUs; WIN
1 ronsimM KkpuTepui U 3 MaJIKU KPUTEPUU; WU

Knunvuunu xpumepuu
5 MaJlKu KpUTEpU

Bb3moxen UE 1 ronsm kputepuil 1 1 MarbK KpUTEPUIA; WU

3 MaJIKu KpUTEpUU

OrxBbpien UE CurypHa ajnTepHaTHBHA JUarHo3a; Win

N3ue3Bane Ha cummToMuTe, HacouBamu KpM HE, ¢
aHTUOMOTHYHA Tepanus < 4 THU; TN

e (Cnyyadar He OTroBaps Ha KpPUTEPUUTE 32 BB3MOXKEH

WE, nocoyenu no — rope

Jepunuyua na mepmunume, u3noa36anu 6 MoOupuyupanume Kpumepuu

I'osiemu kpurepuu

[Monoxurennu 3a UE ® TUIIMYHU MHUKPOOpraHu3mu, kouto nmpuunHssatr HE,
XEMOKYJITYPH oT 2 otnenHu xeMokyntypHu (Str. viridans, Str. bovis,
Staph. Aureus, HACEK, Enterococci npu nurca Ha
I'BPBUYHO OTHHUILE); UITU
e Mukpoopranusmu, kouro npuuuHssar HWE, or
MOBTOPHO MO3UTHUBHU XEMOKYJITYPH:
O >2 TO3WTHBHH XEMOKYITYpPH, B3ETH C
uHTEepBal >12 yaca; niam
o Bcewmukure 3 wim moeedeto  oT >4
XEMOKYATYpHU (TIpH IIbpBa M MocjeHa mpoda
B3€Ta C MHTEpBAT >1 yac MEeXKAY TSIX); HITH
e | monoxutenHa 3a Coxiella burnetii xemokynTypa
i TUTHP Ha dasa [ IgG > 1:800

ITonoxurenna 3a UE oGpa3na e Exokapauorpadcka Haxoqka B nossza Ha UE
HaxoaKa o Bereramus
o AOcuec, INCeBIOaHEBPU3MA, BBTPECHPIEUHA
¢bucrymna

o Knanna nepgopanus nim aneBpuzMa

o HoBa uacTnyHa JAeXHMCLHEHIMS Ha KiamHa
poTe3a

o HoBonosBuia ce kianHa nHCy(UIMEHIUS
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e AOHOPMHAa  aKTHBHOCT  OKOJIO  MACTOTO  Ha
UMILJIAHTAIMs Ha KJIallHa MpoTe3a, ycraHoBeHa ¢ F-
FDG PET/CT u SPECT/CT c¢ paguobGens3anu

JICBKOIIUTH
e [lapaBanBynapHH J€3MH, YCTAHOBEHH CHC ChpACYHA
CT
MaJyku KpuTepuun
[Ipenpasnonaramnm hakropu Bponeno/mpunoduro  cbpaeyHo  3a0oiisiBaHE, BEHO3HHU
KaTeTpH | JIp.
debpunurer >38°C
CpnoBu heHOMEHH lonemu aprepuamnu  eMOOJIM, CENTHYEH OenoapoOeH
uHpapkT,  wHpeknmo3Ha  (MUKOTHMYHA)  aHEBPH3MA,

HHTpPAKpaHUAJIHHW XEMOpPArnu, KOHIOHKTUBAJIHU XCMOpPAruu,
JIC3HUH Ha Janeway

HNmyHonorndnu peHOMEeHH ['momepynonedpur, Bp3mu Ha Osler, merna Ha Roth u
peBMaTouIeH pakTop

MukpoOHONIOruyHu JaHHU o JlomoxxurenHnu XEMOKYJITYPH, HETIOKPHUBAIIN
rOJIEMUTE KPUTEPUH

e [lonoxuTenHa cepoyioruss 3a MHUKPOOPraHU3MHU,
npuynHsBamy UE

Tasu knacudukamuss KaTto IPUI0 HWMa  OpUONM3UTENHA  4yBCTBUTENHOCT — 80%.
Monudunupanure Duke-kputepun ca ¢ Mo — HHCKa JAMAarHOCTUYHA TOYHOCT 3a pPaHHA
JUarHo3a B KJIMHWYHATA TPaKTHKa, OCOOEHO Tpu Tmpore3eH ecHmokapaut u HWE Ha
neicMeNKbpHU U JeUOPUITATOPHU €JIEKTPOIH, MPU KOUTO eXOoKapauorpadusara € HopMaliHa
unu HeumHpopmatuBHa B 10 30% ot cayuaurte. [lpu TpymHu ciydam, A00aBSHETO Ha
pe3ynraTuTe OT MO — HOBU OOpa3HH W3CIEABAHHS MOXE Ja MOJ00pH YyBCTBHUTEITHOCTTA Ha
kpurepuute 10 97% (CT-ckenupane Ha cwpue/usio Tsui0, mo3bdeH MRI, F-FDG PET/CT u
SPECT/CT c panuobensizaHu JIEBKOLIMTH 32 OTKPUBAHE HA ACUMIITOMHU ChAOBU ()EHOMEHU H
€HJIOKAPIHU JIC3HH ).

8. JIndepeHumanHa 1uarsosa

Cericuc, XpOHUYHH HH(EKINO3HU 3abonsBanus (TyOepKyno3a, OCTEOMUENUT, HH(EKIIHO3HA
MOHOHYKJIC03a M JIp.), XPOHWYHH BB3MATUTETHH 3a00JIIBaHUSA ¢ HEMH(PEKIIMO3HA €THOIOTHS
(peBMaTHU3BM, CHCTEMEH IIyIlyC epuTeMarojgec M jp.), bomect Ha KaBaszaku, ocCTBp
JIOMepyJIoHe(PUT, BACKYJIUT, ChbPJCYHU TyMOPH, MUOKAPAWT, 3JI0KAYECTBEHH 3a00JISIBAaHUS
(meBremus).

9. Jleuyenue

Ilpenopvusa ce neuenuemo na nayuenmu ¢ UE oa ce uzevpuwea ¢ pegpepenmnu yenmpoese
om ,,en0oKapoen mum*“ (Kapouonoz, MUKpooOuo102, UHGEeKYUOHUCH, KAPOUOXUPYP2).

Jleuenuemo  6KknOY6a  aHMUOUOMUYHA  mepanus ¢ Yel  Hecamueupawe - Ha
MUKpOOuonocuama u/uiu XupypeuiHo OMICMPAHAGAHE HA UHpeKmupanume muvKaHu,
naacmuKa uiu npome3upane Ha 3acezHamama Kiand.

OO6mwm npuHIMH 1pu jedenuero Ha UE:

e AnTHOaKTepualHa TEpamus ce 3aloyBa CleJ] B3eMaHe Ha KPbBHH MPoOU 3a aepoOHH U
aHaepOoOHU KYNITYpH.
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Jleuenue ce 3amoyBa M NpHU KIMHUYHO IMOCTAaBEHA JWarHo3a 0e3 MO3WTHUBUpAHE Ha
pe3yNTaTuTe OT KPBBHUTE KYJITYpPHU, Thil KaTO T0Ka3BAaHETO HA MIPUUMHUTEIIS HEBUHATH
€ JIECHO.

ABTOMMYHHATa 3amUTa € HeedeKTHBHA, MOpPaay KOETO HM3IMOJI3aBHUTE aHTUOHOTHUIN
TpsiOBa 1a ObaT OAKTEPUITUIHH, & HE 0AKTEPUOCTATUIHH.

AMUHOTTIUKO3UUTE CUHEPrU3UpaT OaKTePUIIMIAHOTO JeWCTBUE HA B-makTtamHUTE
QaHTHOWOTHIIM W TJIMKOMENTUAWTE. ToBa ChKpallaBa MPOABIDKATEIHOCTTa HaA
JICYEHUETO U JUKBUJIMPAHETO HA HSIKOW TPYAHOIMOBIHSABAILM CE€ MHKPOOPTraHU3MU
(manp. Enterococcus spp.).

[Ipenmnountanu ca JIeKapCTBEHHM KOMOHMHAIMU C OAKTEPULMIHH AaHTHOMOTHULIM, a HE
MOHOTEpanus.

JleueHneTo Ha NPOTE3€H EHAOKAPAUT € N0 — NPOABIDKUTENHO (Hail — Manko 6
CEIMULIN) OT TOBA Ha EHJOKAPAUT Ha HATUBHA KJiamna (2-6 ceqMuIm).

CradguoKoKOB MPOTE3CH SHI0KApAUT M3MCKBa BKIIIOUYBaHe Ha Rifampicin.

[Ipu HaTHBEH €HIOKAPAWT, KOTAaTO Ce Hajara KJammHO MpOTe3upaHe, aHTHOMOTHYHATA
Tepamnus TpsAOBa a ce mpernopbyua KaTo 32 HATUBEH SHJIOKAp/IHT, a HEe KaTo 33 MPOTEe3eH
€H/I0Kap/IUT.

[IpoxgbmxkuTenHOCTTA HA JIEYEHHWETO ce Oa3upa Ha WHPBUS JIeH Ha e(peKTUBHA
AaHTHOMOTHYHA TepaIus KaKTO MPU HATHBCH, TaKa U TIPU MPOTE3CH SHIOKAP/INT.
TepaneBTUYHHUAT OTTOBOP CE OIICHSIBA [0 HOPMAIM3UPAHE HA TellecHaTa TemIeparypa,
OBJIQJIBaHE HAa KJIMHUYHATA CHMITOMATHKA, HOPMAalIM3UpaHEe Ha J1abOpaTOPHUTE
TECTOBE, HETaTUBUpPAHE Ha XEMOKYITYpPHTE M HOpMalu3upaHe Ha exorpadckara
HaXOoJKa.

OmnepaTHBHO JIEUYCHHE C€ MPOBEXIA MPH TEKKA, pepakTepHa Ha JICUCHHE ChpJICYHA
HEIOCTAaTHUHOCT; MPH PEIMIMBHU Ha 3a00JIIBaHETO; MIPH HEBB3MOKHOCT 32 OBJIAIIBaHE
Ha MH(]EKIUATa, BBIPEKH NPOBEXKJaHATA aJeKBaTHA AHTUOMOTHYHA Tepamus; MpHU
napaBajByJIapeH a0ciec Wik GUCTysa, eMOOTUYHHU YCIOKHEHHS U JIP.
CrnenonepaTMBHO HOB IBJIEH KypC Ha aHTUOMOTHYHO JIEYEHHUE CE MPOBEXKIA CaMO aKO
MHUKpPOOUONIOTHATAa OT pe3elupaHus KiameH marepuall € moiokutenHa. M3060pbT Ha
AHTHOMOTHK € B 3aBUCUMOCT OT HOBUTE N30JIMPAHU OAKTEPHH.

Jleuenue Ha ycnoxkHeHnusata Ha UE: neuenne Ha chpaedyHa HEAOCTATHYHOCT, pUTHMHU
U TPOBOJHM HAPYIICHUS, MUOKApAUT U TMEpUKaApAUT, ObOpeuyHa HEIOCTaTHYHOCT,
HEBPOJIOTUYHH YCIIOKHEHHUS, MyCKYITHO — CKEJICTHU TIPOSIBH.

Anmubuomuuno neuenue na UE,
RpUYUHEH OM OPATTHU CIMPENnMOKOKU U cmpenmokoku zpyna D

AHTHOMOTHK JI0O3MPOBKA M HAYHH HA MPHJIOKEHHE ™ Ipoab/KUTEIHOCT

(ceqMuIn)?

Iennumann — yyBcrButenu mamose (MIC < 0,125 mg/L)

CraHmapTHO JICYEHUE:

4-ceMUYHA TTPOTBIIKUTEITHOCT

Benzylpenicillin 200 000 IU/kg/nen (12-18 mun. IU/nen) 4
IV B 4-6 no3u
NN
Ampicillin 300 mg/kg/men (12 g/nen) IV B 4-6 no3u 4
Wwin
Ceftriaxone 100 mg/kg/nen (2 g/nen) IV B 1 no3a 4
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CrangapTHO JICUCHHUE: 2-CEAMUYHA MPOABILKUTEITHOCT

Benzylpenicillin Kakro e mocoueHo no — rope. 2

170171
Ampicillin Kakro e mocoueHo no - rope. 2

170171
Ceftriaxone Kaxkto e mocoueHo o — rope. 2

+
Gentamicin 3 mg/kg/nen IV B 1 unu B 3 enqHakBu 103u P 2
[Tpu B-makTam anepruvyHu MaeHTH

Vancomycin 40 mg/kg/nen B 2-3 eqHAKBU A03M ° 4

OtHocuTeTHAa NeHUIMInHOBA pe3uctenTHocT (MIC 0,125-2 mg/L)

CraHmapTHO JieueHue

Benzylpenicillin KakTto e mocoueHo 1o — rope. 4
WIH
Ampicillin KakTto e mocoueHo 1o — rope. 4
10171
Ceftriaxone KakTo e mocoueHo 1o — rope. 4
+
Gentamicin KakTo e mocoueHo 1o — rope. 2

[Tpu B-makTaM anepruyHu MaueHTH

Vancomycin Kaxkto e mocoueHo mo — rope. 4
+
Gentamicin KakTto e mocoueHo 1o — rope. 2

*

do3ume 6 CKOOU ca 3a 8b3PACMHU U He mMpAO6a 0a ObOam npesuAsany npu oeya
® [IpM KJAIHA [pOTe3a, IOHE 6 CeMHLM; P 3aBHCH OT CEPYMHOTO HHBO, MHHHUMaJHAa KOHICHTPALHs HpeIH
crienBanioTo npumwioxkenue < 2,0 mg/L;° 3aBUCHM OT CEPyMHOTO HHMBO, NPEI¥ CIEIBAIOTO HpuiioxkeHue 15-20
mg/L.

IIpu S. pneumoniae 6€3 MEHMHIUT — JICYCHUETO € KAKTO MPU OPATHUTE CTPENTOKOKH, HO HE
ce MPernopbUBaAT KPATKH CXEMHU.

IMpu S. pneumoniae ¢ mennurut (10 30% ot cayuaunte) — Ceftriaxone unu Cefotaxime,
CaMOCTOSITEITHO MJIM B KOMOHMHAIMs ¢ Vancomycin.

Ipu crpentokoku rp. A, B, C miu G — He ce mpenopbpuBaT KPaTku KypcoBe, MOKa3BaT
PE3UCTEHTHOCT U Morar Ja o0pa3yBar alcIecu.

IIpu Granulicatella m Abiotrophia (nmpean HyTPUTHBHO BAapHAHTHU CTPENTOKOKH) —
npuunHaBat UE ¢ npoTpaxupan XoJ 1 Mo — BUCOKA YECTOTa Ha yclokHeHUsTa. [IpenopbuBar
ce Penicillin G, Ceftriaxone wmm Vancomycin 3a 6 ceaMmuid, B KOMOWHAIHUS C
aMMHOTJIMKO3H/I, Half — MaJIKO 3a IbPBUTE 2 CEIMUIIH.

Anmuouomuuno nevenue na UE, npuuunen om Staphylococcus spp.

poabiku-
AHTHOHOTHK JI03MpoOBKAa M HAYMH HA MPHJIOKEHHe ™ TeJIHOCT
(ceqMuIIn)
MeTHIMINH — 9yBCTBUTEITHU CTA()UIOKOKH
HatuBHu xjaanu
Oxacillin 200 mg/kg/nen (12 g/nen) IV B 4-6 no3u
+ 4-6
Gentamicin® 3 mg/kg/nen IV B 3 exHakBu no3u °
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Knanuu npore3u

Oxacillin KakTo e mocoueHo mo — rope. >6
+
Rifampicin 20 mg/kg/nen (1200 mg/nen) IV B 3 no3u >6
+
Gentamicin KakTo e mocoueHo 1o — rope. 2

MGTI/II_II/IJII/IH-pe3I/ICTeHTHI/I CTa(bI/IJ'IOKOKI/I HJIM ICHUITWJINH-aJICPIrUIHN TalIUCHTHU

HaTuBHHM KJIany ¥ KJIAHA IMPOTE3H

Vancomycin 40 mg/kg/nen 1V B 2-3 exHakBu 1034 ° >6
+
Rifampicin Kakro e mocoueHo no — rope. >6
+
Gentamicin KakTo e mocoueHo 1o — rope. 2

*0o3ume 6 cxobu ca 3a 6v3pacmuu u He mpabea 0a 6vOAM NPECUULABANU NPU Oeya
2 TUICBa AEMOHCTPHpaHa KIMHUYHA M0JI3a, 10 U300p; P 3aBUCH OT CEpyMHOTO HWBO, MUHMMAaJIHa KOHICHTpAIIMs

Mpean cleaBamnoTo npuioxkenne < 2,0 mg/L;¢ 3aBUCH OT CEPYMHOTO HUBO, MPEIH CIIEABAIIOTO MPHUIOKEHHE 15-
20 mg/L.

Anmubuomuuno neuenue na UE, npuuunen om Enterococcus spp.
Enterococcus spp. ca TojepaHTHH KbM OaKTEPUIMIHH AHTUOMOTHUIM, ITOPAaAN KOETO Ce
MPOBEXIAT YABDKEHH KypCOBE Ha JieueHHE. Y IBIDKCHUTE KypCOBE C TeHTAMUIIMH M3HCKBAT
NEPUOIMYHO TpOcCye/iBaHE Ha CEepyMHHMTE HHUBa, ObOpeuHa (yHKIUS M (QYyHKUIUATA Ha
BecTHOYyIIapHUs amapar.

Enterococcus spp. yecto moka3BaT Pe3UCTEHTHOCT KbM MHOTO aHTHOMOTHIM, BKJI. KbM B —
JIAKTaM¥, aMMHOTJIMKO3HIM 1 Vancomycin.

AHTHOHOTHK Jlo3MpoBKa ¥ HAYUH HA IIpoab/KUTETHOCT
NpuJioKeHue ™ (ceqMuin) ?
[[{amMoBe, YyBCTBUTENHU KbM [} — TakTamu
Ampicillin 300 mg/kg/nen (12 g/nen) IV 4-6
B 4-6 no3u
+
4-6
Gentamicin b 3 mg/kg/nen IV B 3 enHakBu
JI03H ¢
[IlamoBe, pe3UCTeHTHHU Ha [} — maKTamMu
Vancomycin 40 mg/kg/nen IV B 2-3 no3u 6
+
Gentamicin KakTo e mocoueHo mo — rope. 6

*003ume € ckobU ca 3a 8b3pacmuu U He mpsadea 0a 6vOAm NPEsUULABAH NPU Oeya

46 CeMHIIM TIPY KJIAMHU TIPOTE3U MM CUMIITOMATHKA > 3 Mecela; ® pyu BUCOKa TeHTAaMUIIMHOBA PE3UCTEHTHOCT
(MIC > 500 mg/L), HO cTpenTOMULIMH — YyBcTBHTETHH, Gentamicin moxe na Obae 3aMeHeH cbe Streptomycin 15
mg/kg/nen (1 g/nen) 1V B 2 103u;° 3aBUCH OT CEpYMHOTO HHBO, MHHMMAIHA KOHUCHTPALHS NPEAU CIEABAIIOTO
npunoxkenne < 2,0 mg/L;9 3aBucu oT cepyMHOTO HHBO, MPE/IM CIEABAIIOTO npuioxeHue 15-20 mg/L.

Anmuobuomuuno neuenue na UE, npuuunen om I'pam — necamuenu 6axmepuu

Xapakrepuu 3a UE ca muxpoopranmmute or HACEK — rpymara. 3a moka3BaHeTo UM ca
HEO0OXOIMMU CIIEIUAIHN W3CIeABaHMS, 3aI0TO pactaT 06aBHO u craHgaptaute MIC-Tectoe
TPYIHO CE€ THIKYBAaT.
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I'osiMa 9acT OT TAX MpOoM3BEKIAT [3-makramasu u 1o tasu npuuraa Ampicillin ve ¢ cpemctso
Ha TbPBH U300p.

[ToBnusiBar ce ot npyru nedanocnopunan ot |1 renepamnus 1 KBUHOJIOHH.

Crangapraoro Jedenme ¢ Ceftriaxone 100 mg/kg/men (2 g/men) IV 3a 4 ceamuuu npu
HATHBHHU KJIAIK U 6 CEIMUIIM TTPU KJIAITHU TPOTE3H.

Axo Te He mpou3BexaaT B-nakTamasu, anrepHatuBHoTO Jedenune ¢ Ampicillin u Gentamicin
3a 4-6 ceIMUIIH.

ITo — cma6o notebpacHa antepuatua — Ciprofloxacin 30 mg/kg/nen B 3 ennaksu mo3u (400
mQ/8 wiu 12 yaca).

WE npuunnen or He-HACEK I'pam-HeraTuBHU 0akTepHu npotuya Texko. [Ipenopbusa ce
paHHA XUPYPTUs IUTIOC MPOJBDKUTENHA (MUHUMYM 6 CEIMHIIM) Tepamusi ¢ OaKTEePHIIUIHH
KOMOMHAIIMH OT [3-JJaKTaMu ¥ aMHHOTJIMKO3H/IH, TIOHSIKOTa ¢ I00aBsIHE Ha KBUHOJIOHH.

Anmuobuomuuno neuenue na UE ¢ ompuyamennu xemokyaimypu

UE ¢ otpunarenaun xeMmokyntypu (5 — 31% or cinydauTte) € €HAOKapIuT, MPH KOHTO ¢
oOMYaifHUTEe METOAM Ha KYJITHBHpPAaHE HE MOXKE Ja ObJie M30JMpaH MUKpoopraHu3bpMm. Hait —
4YecTO € CIEACTBHE Ha IMPEALIECTBAIIO AaHTHOMOTHYHO JIEYEHHE, HO MOXE Ja Ce IBJDKU Ha
byHTH WK 3710411 OaKTepuH, 0COOCHO MHTpAIETYIapHH, KOETO Hajlara KyJITUBHPAHETO MM
BbpXY CHEIUAIHU CPEAH WM CEPOJOTHYHO TecTyBaHe. ONTHUMalIHATa NPOABJIKUTEITHOCT Ha
JICYEHUETO HE € HaIlbJIHO u3BecTHA. [IpenoppuBa ce KOHCyaTalMs ¢ MHQEKIIMOHUCT.

Kpaii Ha 1eyeHuneTo

IMpuunHETEN IIpenopbuBaHa Tepanus —
Doxycyclin + Co-Trimoxazol + Rifampicin
PO 132 > 3-6 Mecea TuTbp Ha aHTUTENA
Brucella spp. - <1:60
Coxiella burneti Doxycyclin + Hydroxychloroquin PO Tutsp Ha IgG < 1:200
(MpUuUHUTEN 3a > 18 mecena Tutep Ha IgA n IgM <
Ha Q-Tpecka) 1:50

Doxycyclin 3a 4 cenmunu + Gentamicin 3a

Bartonella spp.

2 CeaIMUIHA

Anmeprnamueno neuenue:

KaKTO TIPH CTPETITOKOKOB M €HTEPOKOKOB
UE

OuakBaH TepaneBTHYEH
ycrex
>90%

Legionella spp.

Levofloxacin 3a > 6 ceaMuIud HWIHA
Clarithromycin 3a 2 ceqmunu,
cien ToBa PO 3a 4 ceqmuniu + Rifampicin

OnTUMaIHOTO JCUCHUE
HE € U3BCCTHO.

Mycoplasma spp.

Levofloxacin 3a > 6 Mecena

OnTUMaIHOTO JCUCHHUE
HE € U3BCCTHO.

Tropherima whipplei
(mpuuUHHUTEN
Ha Oosectra
Ha Whipple)

Doxycyclin + Hydroxychloroquin 3a > 18
Mecena

Anmepuamugno neyenue:

Ceftriaxone 3a 2-4 cenMUIIN WA
Penicillin G + Streptomycin 3a 2-4
ceamui, caen koeto Co-Trimoxazol 3a 1
roAMHA

JBIrocpo4Ho nevenue,
ONTUMAJIHA
MNPOABIIKUTCIIHOCT —
HEU3BECTHA

Jleuenue na npuuunen om gynzu UE

HabmonaBa ce Hail — yecTo mpu KJIAHU MPOTE3U U NMPU UMYHOKOMIIPOMETHPAHU MAllMEHTH.
[MpeodOnanasamu npuuuautenu ca Candida u Aspergillus spp. (nposisia ce karo UE c
OTpUIIATEIHU XeMOKYyITypH). CmbpTHOCTTa ¢ Han 50%. IlpemopbuBa ce MPOABIDKHUTETHA
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HBOﬁHa HpOTI/IBOF"b6I/I‘IHa TEpamusd, IIOHAKOra 3a LA XHUBOT, CbBMCCTHO C XHPYPru4dHO
JICYCHHUC.

Emnupuuno neuenue na UE npu ocmpo u mexcko 001Hu nayuenmu
Jleuennero Ha ME mpu ocTpo U TEXKO OOJHHM MalMEHTH, TpsOBa Ja 3aloyHe BEAHAra clej
B3MMaHe Ha 3 KOMIUIEKTa XeMOKyATypu npe3 30-MHUHYTHM MHTEpBaId M HpPEIH
UACHTU(UIMPAHE HA TaTOTCHA.
M360pbT Ha JeueHue 3aBUCH OT:
1. Janu manueHTsT € Ol JISKyBaH ¢ aHTUOMOTHIIN TIPEIN TOBA.
2. Jamum umHbexkuusATa 3acsra HaTMBHA Kiala WIK IpoTe3a (paHeH/KbCEH MpOTe3eH
EHJOKapJINT).
3. MscroTo Ha MH(EKTUpaHe M MecTHaTa emHuJEeMHOJIOIus, 0co0eHO 3a aHTHMOMOTHYHA
PE3UCTEHTHOCT U CTIeUU()UYHU TATOT€HU.
Cxemure 3a eyenue Ha ME npy HaTHBHA KJIaNa M KbCEH MPOTe3eH eHA0KAPIMT TpsiOBa 1a
o0xBamar CTaQuIOKOKH, CTPEITOKOKH U €HTEPOKOKH.
Cxemute 3a JieYeHHE Ha PAHEH NPOTEe3eH eHJI0KAPAUT HWJIH CBbP3aH ChC 3iPaBe0Na3BaHeTo
HE, TpsOBa 5na MoOKpuBaT METULMIMH-PE3UCTEHTHU CTaQUIOKOKH, €HTEPOKOKM W B Haii-
noopus cnyyait He-HACEK I'paM-HeratuBHM maToreHu.
Cnen uneHTuuUUUpaHEe Ha IaTOreHa, aHTMOMOTMYHOTO JieueHue TpsOBa Ja ce ajamntupa
CIOpe]] AHTUMUKPOOHATa My YyBCTBUTEIIHOCT.

Anmubuomuuno neuenue na HE npu ocmpo u mesicko 6011u nayuenmu
(npeou uoenmupuxayusn na namozena)*

AHTHOMOTHK Jl03MpOBKa M HAYMH HA NpwIokeHne™ ™ | TIPOXbKATETHOCT
(cexmMuun)

[Ipuno6ur B obmectoro ME Ha HaTuBHU Kianu uin kKbeeH npore3eH UE (> 12 mecena cien
XUPYPTHSI)

Ampicillin 300 mg/kg/nen (12g/nen) IV B 4-6 no3mu 4-6
+
Gentamicin 3 mg/kg/nen IV B 1 unu B 3 eAHAKBH 103U 2 4-6

AﬂmepHamueHo JledyerHue
npu neHuyuiIur-
alepculdrnu nayuexsmu.

Vankomycin 40 mg/kg/nen 1V B 2-3 no3m ® 4-6
+

Gentamicin Kakro e mocoueHo mo-rope. 4-6
+

Ciprofloxacin 30 mg/kg/nen (400 mg/mo3a)lV B 3 4-6

CIHaKBH OO3H

Panen npotesen UE (< 12 mecena cien Xupyprusi) Wid HO30KOMHUAJIEH W HE-HO30KOMHUAJICH,
CBBp3aH ChC 3JPABEONA3BAHETO CHIOKAPAUT

Vankomycin Kakro e mocoueHo mo-rope. 4-6
+
Gentamicin Kakto e mocoueHo mo-rope. 2
+
Rifampicin 20 mg/kg/nen (1200 mg/men) IV B 3 4-6
€AHAaKBU J03U

* ako mauannume XemMoKyimypu ca HezcamueHu, nayueHmume oa ce KOHCYyimupam ¢ qu)EKL;MOHZ/lCWl, oda ce

00CHOU e6eHMYaNHa XUPYpeusi 3a MOIEKYIAPHA OUACHO3A U JeYeHue, U pPA3UUpseane HA aHmubOUOMUYHUs
CneKmbp 00 NAMOLEHU C He2AMUBHU XEMYKYIMypu
**0o3ume 6 ckobu ca 3a 6vb3pacmuu u He mpabea da OvOAM NPeSUUABanU NPU deyd
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2 3aBHCH OT CEPYMHOTO HHBO, MHHHMAITHA KOHIICHTpPALMS IPEH CleABAIOTO mpuinokerue < 2,0 mg/L; ® 3aBucu
OT CEpyMHOTO HHBO, IIPEIH CIIeABAMIOTO puiaokenne 15-20 mg/L.

H3evnoonnuuna napenmepanna anmuouomuuna mepanus (MIAT) na HE
N3mon3Ba ce 3a 3aTBBbpXkKAaBaHE HA AHTUOMOTUYHATA TEpamwusi, CIEA KATO KPUTUYHHTE,
CBBP3aHU ¢ MHPEKIMITA YCIOKHEHHUSI, Ca IIOCTABEHH 101 KOHTPOJI. JIBe pa3auvau ¢a3u MoraTt
na ObaaT uAeHTH(GHUIMPAHHU B X0/1a HA aHTUMHKPOOHOTO JICUEHHE:
1. Kputnuna ¢aza — mppBUTE 2 CEIMHIIM OT TEpamusATa, MPE3 KOSATO IMOKA3aHHATA 3a
NIIAT ca orpannyeHu, nopagy HaCTHIIBALIUTE YCIOKHECHMUS.
2. IlpomwpmkaBaimio JieueHue — ciea Bropata ceamuiia, npe3 kosto UITAT e Bp3MoxHa
MpU CTAOMIIHO ChCTOSIHUE HA MAlMEHTA.

Jleuenue npu peyuoue na UE
Pucksbt ot penmausu cpen npexusenure UE e 2-6%. Paznuuasar ce 1Ba Buga peuuauBUpaHe:
peakTHBHpaHe — NOBTOpeH enus3ox Ha ME, npenusBukaH oT cblius BUJ B PAMKUTE Ha 6
Mecena cie]] HauanHaTa MHQEKIus; pemH(peKust — 110 — KbCEH eMU30/1, KOMTO MOXe /1a Ob/e
IIPEIN3BUKaH OT pa3iIM4eH MHUKpoopraHusbM. [IpenopbuBa ce cbXpaHEHHE HA M3OJUPAHUTE
npu UE mukpoopranusmu 3a Hail — manko | roguna. PerunuBute TpsiOBa 1a ce JeKyBar 3a
omie 4-6 ceqMUIIH.

Xupypzuuno neuenue npu HE
B akmuenama ¢haza, 0okamo ce npoeesxcoa amudbuoOmuyHoOmo 1eueHue, ce u3ebpPuled camo
6 ciyuaume 3a npe0OmMepPaAmAEane HA MeNCKU YCIA0HCHEHU U KO2AMO 6b3MONCHOCHMA 3a
U3/1eKy8ane ¢ AHMUOUOMUUU € MAJIKO 6ePOAMHA.
XUpypruyHoTO JICYEHUE MOXKE JIa Ce MPOBE/E CIenIHO (B paMKuTe Ha 24 Yaca), HeOTJIOKHO (B
PaMKHTE HA HAKOJIKO THH, HE3aBUCUMO OT MPOABIKUTEITHOCTTa Ha AaHTHOMOTHYHOTO JICYCHHE)
WU TUJTAaHOBO, Clie]] Hal — Mayuko 1-2 ceaMmuliy, Mpeau Ja € 3aBbPIICHO aHTUOWOTHYHO
JIeYEeHHUE.
Bceku cnywait TpsioBa mga ce 0OCHAM HMHIMBHIYATIHO, CbBMECTHO CBHC CBPJEYEH XUPYPT U
BCUYKHU (DaKTOPH, CBbP3aHU C MOBUIIIEH PUCK, TPsIOBa a ObJaT YCTAHOBEHM MPH MOCTaBSHE HA
JMarHo3ara.

WNnuaukanum 3a onmepanus nmpu HUE na JIEBOCTPAHHHU KJIaIlu

Cpox
(HATMBHM KJIANU M KJIATTHHU NIPOTE3H)

CbpeyHa HeIOCTATBYHOCT

Texxka aopTHa/MUTpaliHa peryprutanus, oocTpykuus uiu ¢uctyia, | CremHa
NpUYMHSBALIM pedpakTepeH OenoapoOeH eneM Wi KapIuOTeHEH
IIOK

Texxka  aopTHa/MuTpaiHa  peryprutauus wiad — oOcTpykums, | Heotnoxna
MPUYMHSABALM  ChpJA€YHA HEJOCTaTBUYHOCT WM  exorpadcku
ITPU3HAIM 32 JIOIIA XEMOAMHAMHYHA TIOHOCUMOCT

HexonTpoJympana uHgexuus

Abcriiec, nceBgoaneBpu3Ma, GUCTysIa, HapacTBallla BereTanus Heotnoxna

Wudexius, npuurMHeHa oT (YHTH WK NOJIUPE3UCTEHTHH oprauu3mu | HeoTnoxkHa/mnanoBa

[lepcuctupaiiy MO3UTUBHU XEMOKYITYpH, BBIpeKH mnoaxoxsmara | Heormoxna
aHTHOWOTHYHA Tepamuss W aJCKBAaTCeH KOHTPOJI HA CENTUYHHUTE
METaCTaTUYHU OTHUILA

[Iporesen enmokapaut, mpuunHeH oT craduinokoku unn He-HACEK | Heotnoxna/mianoBa
I'pam-HeraTuBHM OakTepUn

IIpeBeHunst Ha eMOOJIM3MA

Aopten/mutpasien UE ¢ mepcuctupanu Bereranuu > 10 MM ciep > \ Heotnoxna
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1 emOonMWYHM €MHU30/IM, BBIPEKH MMOAXOAAINIATAa AHTHUOMOTHYHA
Tepanus

Aopten/mutpasien HatuBeH ME ¢ Bererarum > 10 MM, cBbp3anu ¢ | HeoTioxHa
TEXKa KJIallHa CT€HO3a WJIM PEerypruTaius Mpu HUCHK ONEpaTUBEH
pUCK

Aopren/mutpanen knanen/mpoteseH ME ¢ wusomupanu wmHoro | Heornoxna
rojemMu Bereranuu > 30 MM

Aopren/mutpanen knanen/mporeseH ME ¢ wu3onmpanu ronemu | Heornoxna
BereTanuu > 15 MM 1 JiMIica Ha JPyTH MOKa3aHuUs 38 XUPYPIrus

Nuauxkanuu 3a onepauus npu UE Ha necHocTpaHHU KJIanu (HATUBHU KJIANM U KJIATTHA
npore3u)”

Tpyanu 3a epaaukanysi MUKpOOPIaHU3MH UM OakTepuemMus 3a > 7 JHU, BBIIPEKU
aJIeKBaTHaTa aHTUMUPOOHA Tepanus

[lepcuctupaiu Beretaiui Ha TPUKyCNUAAIHaTa Kiamna > 20 MM cliel peKypeHTeH
OenonpobeH emO0IM3bM, € I O3 IpUapyKaBailla I€CHOCTPAHHA ChpACYHA HEIOCTAThYHOCT

JlecHocTpaHHa ChpJIeUHa HEAOCTATHYHOCT, BTOPUYHA HAa TEKKa TPUKYCIHIATHA
perypruraiysi, ¢ JIOI OTTOBOP KbM JUYPETUYHA Tepanus

*B 5-10% ot ciy4aure ¢ UE, mo — wecro npu nanuentu ¢ BCM, neiicmeiiksp, ICD, ueHTpanen BeHO3CH KaTEThp
U IOTUCHAT UMYHHTET.
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Pazpen IV.
BEHO3EH TPOMBOEMBOJIN3BM B IETCKATA Bb3PACT

MKSB kopoge: 1.26.0; 126.9; 180.0; 180.1; 180.2; 180.3; 180.8; 180.9; 182.1;182.2;182.8; 187.0

Benosuust tpomboembomnzsm (BTE), koiiTo BKiIrOUBa 1b100KH BeHO3HH TpomOo3u (JIBT) u
oenonpoden Tpomboemboau3bM (BTE), TpaauiumoHHo ce mpuema 3a OCTPO WIM XPOHHYHO
3a00JsIBaHEe C BHCOKAa 4YeCTOTAa NPU BB3pacTHHTE. B mociemnure necermnerusi, odade, mma
JaHHM 3a HapacTtBama dyectora Ha BTE B gerckara Bb3pacT, 0cCo0€HO cpen
XOCHHUTAJIM3UPAHUTE MMAIUEHT. ToBa ce IbJKK Ha MOJ00peHaTa MPEKUBIEMOCT Ha KPUTHYHO
00JIHH, OCOOCHO HEIOHOCEHH HOBOPOACHH M Jella C MAJMTHEHW 3a00JIsIBaHUS, HMIMPOKOTO
MPUJIOKCHNUE HA [IEHTPAJIHU BEHO3HHU ITBTHINA U MOJOOPEHUTE JUArHOCTUYHH BH3MOXHOCTH H
pasno3HaBaHe Ha cbcTosHUEeTO. [Ipenpasmonmaramm QakTopu NpH TMO-TOJIEMH Jena ca
MPOJABDKUTEITHO O0C3/BIKBAHE WIIM TPUEM HAa XOPMOHAJIHU MPOTHBO3aYaTh4YHU TpErapaTH
IIpU ACBOMKHU.

Yecrorara ma BTE e 0,7-1,1/10 000 B oOmara nomymauus u 42-58/10 000 cpen
xocnuTam3upanu mnarueHTd. BT wmMa OuMopaiHO paslpesesieHHe KaTo Haill-BUCOKa €
4YecToTaTa B KbpMayecKa U B IOHOIIIECKATa Bh3PacT.

Etnonorusta ma BTE e wmHOrodakropna, a maroreHe3ara BKIIOYBA TPH OCHOBHH
KOMIIOHEHTA: SHJOTEIIHA YBpeia, HapyIICHHs Ha JIOKATHUS JIAMUHAPHUS KPBBOTOK M BPOJICHH
WA IPUJ00UTH CHCTOSIHUE Ha TIOBUIIIEHO KPHBOCHCHPBAHE.

Jlmarno3ata ce mocTtaBs Ha Oa3zara Ha KJIMHMYHATA KapTHHA W OOpa3HHU H3CIEIBaHUS.
CrenuduyuHy reHeTUYHH W3CJIEeIBaHUS JIOKa3BaT HAJM4YME Ha HACIEACTEHA CKIOHHOCT KBM
TpoMbooOpaszyBaHe (TpoMOoduIHsL)

1. Iba60xu BeHo3nu Tpomoo3u (IABT)

JlokanHa 0oika, OTOK M MPOMsIHA B I[BE€TA HA HaJyleXkalllaTa ThbKaH Ha 3acerHaTHsl KpallHUK €
Hail-yuectaTa KJIMHHMYHA M35Ba Ha nepudepeH BeHo3eH TpomboembOomu3bM. Korato BT e
CBBp3aH C LIEHTPAJIEH BEHO3E€H U3TOYHUK U TpoMOO3aTa Kacae ropHa WM JOJHA Ipa3Ha BeHa
¥Ma JaHHM BEHO3€H 3aCTON HaJl WM MOJ] HUBOTO HA OOCTPYKLUSATA.

Hsama cnenuuunu nabopatopHu u3clHeABaHUs, TMOTBbp)KAaBalld Juarsosara. Kato
cneunpuyeH mapkep J[-numepure ca He BUHArM MOBHUILEHH B IETCKAaTa Bb3PACT U HOPMAJIHUTE
VM CTOMHOCTH HE OTXBBPJIAT ChbMHEHHUATA 3a BT.

JnarHozata ce mnocraBsd ¢ JlomnepoBo M3CiEIBaHE Ha CHAOBETE KOraro ce OTHacs 3a
nepu@epHr BEHO3HU TpoMOO3H, MpU HEOOXOAMMOCT - KOHTPACTHA KOMMIOThpPHA aKCHallHA
tomorpadus (KAT) nnu marauTHO pe3oHaHcHo uscnensane (MPU) mpu Tpob6o3u Ha ropHa
WJIM JI0JIHA TIpa3Ha BeHa, Me3eHTEpUaIHUTE ChA0BE, PEHATHHU BEHH WJIH LIepeOpalHi CUHYCH.

2. Benoapo6eH TpoM00eMO0JIU3BM

Knunnynara xkapTuHa € HecnenugpuyHa ¥ MOXKE J1a UMHTHpA PECHUpaTOpHa MH(EKIUS UITU
MPOSIBUTE Ja Ca MAacKUpaHU OT OCHOBHOTO 3aboisBaHe. Haili-uecrarta kinMHuYHA H3sBa ca
rpbaHa (TUIEBPUTHA) OOJIKA, TAXUITHES M JAUCITHES, KAILIUIA, aCTCHO-aJIMHAMUSI, XUTTOKCEMHUS,
xemonToe. [Ipu macuBen BTE knmHW4HaTa M3sBa MOKe a OBbJE CHHKOI WJIM KapJAHOTECHEH
IIOK C IAaHHM 32 OBUIIEHO MYJIMOHAJIHO HAJISITAHE U JIECHOKaMEpHa AUIaTalusl.

[IpomenuTe B 1abOpaTOHUTE U3CIEABaHMS ca HecnennpUuHu, MOBHUILIaBaHeTo Ha J[-mumepure
MMa Ba)KHA TUArHOCTUYHA CTOMHOCT, HO T€ HE BUHATH Ca MPOMEHEHU B JIETCKAaTa Bb3pPacT.
Jlnarno3ata ce MOTBBpKJIaBa ¢ OOpa3HH HU3CJIEIBAHUSA, KaTO Hal-BHCOKa CIEHU(UYHOCT U
cermsutuBHocT uMat KAT anruorpadusara u MPU. 3naren cranmapt e AscHaTa ChbpledHA
KaTeTepu3alus ¢ myaMoaHruorpadus, KoAaTo JaBa JONBbJIHUTEIHA Bb3MOXKHOCT 32 U3MEpPBaHe
Ha 0enmoJpoOHOTO HalATaHe, KOETO MOXKe Ja ObJe MOBHIIEHO MPH MAacHUBEH OenoapobeH
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TpoMOoemMOonu3bM. Exokapauorpadusra € U3KIIOUUTENHO 10J1e3eH Obp3 HEMHBA3UBEH METOJ
3a OIIEHKAa Ha JECHOKAaMEpPHO U MYJIMOHAJHO HAJsAraHe M JUPEKTHO H300pa3siBaHe Ha
TPOMOOTHYHH (pOopMaIUK, aKO T€ ca B CTBOJIA WIM KJIOHOBETE Ha OeslofpoOHaTa apTepusi, HO
HEroBaTa CEH3UTUBHOCT € mo-Hucka oT Ta3u Ha KTA u MPU, 3amoTo He noka3Ba TpoMOO3H B
CErMEHTHHU M cyOCerMEeHTHH KJIOHOBE Ha Oenoapo0HaTa apTepus.

3. JlekapcTBeHa Tepanusi

TepaneBTnunuTe pexxumMu 3a jedeHue U npodwminaktuka Ha BTE B gerkara Bb3pact ca
nedunupanu B npenopbkute Ha ACCP ot 2012 1, AHA ot 2013 r.. ¢ mocienHa akTyanu3amus
Ha AHS ot 2018 r. Te BkimtoyBat TpoMOOIPOPHUIAKTHKA U JIEYCHHE C TUPEKTHA U MHIUPEKTHH
aHTUKOAryJaHTH, aHTHArperaHTd, (GpuOIMHOIM3a KAaTO alTepHATUBA B CTPOrO OIpPEIEICHU
ciydyau. HoBute nupexktHu opanuau antukoaryinantd (JJOAK) Bce ome He Bim3ar B
CcboOpakeHUe B CTAHJAPTHUTE TEPANIEBTUUHU PEKUMU. BbIIpeku ue, B HACTOSIINS MOMEHT ce
OChUIeCTABAT YeTHPU KIMHUYHU u3nuTBanus Ha JJOAK B nerckara Bb3pacT, HUTO €HO OT TSX
He e 3aBbpumio. ITpu neuennero Ha BTE npu tpsa6Ba ga ce umat npeaBup ciaennute Gakru:
1) Xemocra3zHara cuctema B JE€TCKaTa Bb3pacT € JMHAMUYHA U pa3BUBallla C€, KOETO BIUSEC HE
caMO Ha 4ecrora M ecTecTBeHara esosouus Ha BTE, HO cbIlo M Ha OTroBopa KbM
TeparneBTUYHU areHTH.

2) PasnpeneneHueTo, CBbP3BAHETO U KIUPBHCA HA AHTUTPOMOOTMYHUTE JIEKAPCTBEHU
IIPOIYKTHU ca 3aBUCUMU OT Bb3pacTTa.

3) OrpaHudYeHUAT CHIOB AOCTHII HaMajsiBa BB3MOXKHOCTTA 32 €()EKTUBHO MPOBEKIAHE HA
HSIKOU aHTUTPOMOOTUYHHU PEXUMU U MOXKE J1a TIOBJIMsIe N300pa Ha aHTUTPOMOOTHUYEH areHT.

4) He comecTByBar crneuuGUYHM TeaUaTpuYHU  (HOpPMU Ha AHTUKOAryJaHTHU H
aHTHArperaHTHU JIEKAPCTBEHU ITPOAYKTH, KOETO IIPaBU TOUHOTO J103UPaHE TPYAHO.

5) Paznuuunsra B XpaHeHETO MpaBsAT ynorpedara Ha nepopayinu BUT. K antaronucta ocodeHo
TPYAHO.

6) IlponbKuTeNHOCTTa Ha JICYEHUETO W MpOoMIaKTHKara Moxke Ja Obae oT 3 mecena 1o
JO)KMBOTHO NpU JaHHU 3a OIpeJesieHM BapuaHTH Ha BpOJEHHM TpomOodwinu (Hamp.
XOMO3UTOTHU 32 (pakTop V JlaiiieH) win HEOTCTPAaHUMHU PUCKOBH (PaKTOPH.

AHTHKOAryJIaHTHTE, IPENOPHYBAHH 32 yIIOTpebda B IeTCKaTa Bh3pacT ca:
3.1. JInpeKTHN AHTHKOATYJIAHTH

3.1.1. Cranpapren uwiu Heppakuuonupan xenapun (Unfractionated heparin - UFH) —
MOTEHLIMpa UHXUOUTOPHUS €(pEeKT Ha aHTUTPOMOMHA MO OTHOIIEHHE Ha TPOMOMHA U (QaKTop
X. Tait uMa KpaThK HOJTY>KUBOT U C€ MpHJIara Hail-4ecTo B MPOABIDKUTETHA HHPY3HS, KOETO
ro IpaBH MPWIOKHM CaMO TPU XOCHUTAIU3UPAHHU TMalueHT. [0JsSIMOTO MHpPEeaUMCTBO Ha
He(ppPaKIMOHUPAHUA XEMapHUH € CPaBHHUTEIHO OBP30TO H3UeplnBaHEe Ha edeKkTa clel
MpeKpaTsBaHe Ha IPUII0KEHUETO My U HAIMYUETO HA aHTUJIOT — IPOTaAMHUH.

o3upane:
Jla ce uMa mipeABHI, Y€ JO3UTE 3a TOCTHTAHE Ha TepamneBTHYeH e(peKT B Bapupar B
pa3IMYHUTE BB3PACTOBU TEPHUOJIU. MoHHTOpHUpAaHETO Ha TEparneBTUYHUS €(PEeKT e C

MpOCIIeIIBaHEe Ha aKTHBHUPAHOTO MapIHaHO TpoMOommiactuHoBo Bpeme — aPTT u HuBoTO Ha
anti-Xa. Taprernute TepaneBTrunu HuBa 3a aPTT ca 1,5-2,5, 3a antiXa — 0,35-0,7.

3.1.1.1. HoBoponeHure u KbpMadeTa J0 2-MeCeYHa BB3pacT WM3HMCKBAT HAW-BUCOKH JIO3M:
craptoBa n1o3a — 28 U/kg/24 h xato B peaku ciydan jgo3aTa Moke Ja ce moumu o 40
U/kg/24 h.

3.1.1.2. Kepmauera Hax 2 mecena a0 1 roauna — craptosa go3a 20 U/kg/24 h

3.1.1.3. Hax 1-rogumiHa BB3pacT — craptoBa ao3a 18 U/kg/24 h

[Mpodunakruyna noza — 10 U/kg/24 h
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[Ipunaranero Ha 6osryc ot 50-75 U/kg/24 h npeau crapTupaHe Ha NMPOABIDKUTEIIHA HHPY3HS C
XETapyH € MPHJIOKUMO B OT/ACTHH CIIydau, HO 0COOEHO MPH HOBOPOJICHH MOXKE J1a € IPUYHHA
3a KPbBOM3JIMBH, TIOPAIU KOETO HE C€ MPENOpPbUYBa B Ta3U BH3PACT.
OCHOBEH HEJOCTAThK — XEeTMAPHH-UHAYIIMPaHa TPOMOOIIMTOIICHUS

3.1.2. HuckomoJiekysien xenaput (Low molecular weight heparin - LMWH)
MoHuTOpHpaHETO Ha TepamneBTUYHHUA €PEKT € ¢ TpocielnsBaHe Ha HUBOTO Ha anti-Xa.
Taprernu tepanesriuunu HuBa antiXa — 0,5 - 1,0 usmepenu Ha 4-1 yac ciief| aluTMKaIus.

OT mpennaraHuTe BapHaHTH HAa HHCKOMOJICKYJCH XeNapuH W Halu4Hu B beiarapus nma
MpernopbyYBaHa JIeTcka qo3a 3a enoxaparine (Clexane).

3.1.2.1. Henonocenu HoBopoaeHu — 2 mg/kg/dose npe3 12 yaca

3.1.2.2. lonocenn HoBopoaenu — 1,7 mg/kg/dose npe3 12 gaca

3.1.2.3.Kppmauera 10 2 Mecena: TepaneBTudHa 1o03a - 1,5 mg/kg/dose npe3 12 gaca
[Ipodunakrtuyna noza — 0,75 mg/kg/dose npe3 12 yaca

3.1.2.4. Han 2 mecena — 1 mg/kg/dose npe3 12 vaca.

[Ipodunaktuyna noza — 0, 5 mg/kg/dose mpe3 12 vaca

[Tpodunaktuanara mgo3a 0,5-0,75 mg/kg/dose npe3 12 waca ¢ tapretHo HUBO Ha anti-Xa 0,3-
0,5, u3MepeHo Ha 4-6 yac ciell arnpuKanus.

3.2. UHIMpeKTHN aHTUKOATYJIAHTH — BUTaMHH K aHTaronncru

3.2.1.Acenocumarol

MoHUTOpHpAaHETO Ha TEPANeBTHUYHUS €PEKT Ce OChIIECTBSIBA ¢ mpociensiBaHe Ha INR
(international normalized ratios)/mporpomMOuHOBO Bpeme. TapreTHu TepameBTUYHH HUBA OT
2.0 no 3.0.

CraproBa noza 0,2 mg/kg/24 h. B HavamoTo Ha JIEUEHUETO J103aTa CE TUTPUPA €KETHEBHO,
KelmaTeaTHo B pedepeHTHa JabopaTopHsi C ONUT B JIO3UPAHETO Ha aleHOKYyMapoJsl [0
AOCTHUTaHE U MMOAbPKAHC HA AACKBATHU TCPAIICBTUYHH HHBA.

[TpoabXKUTENHOCTTA HA JIGYEHUETO MOXe J1a Ob/Ie OT TpU Mecela — Ipu IbpBa u3sisa Ha BTE
0e3 puckoBu (pakTOpH, 10 OKUBOTHO — MpPU MAIMEHTH C PUCKOBH BapHaHTH Ha BPOJCHU
TpoMbopmuu kato nepuuut Ha daktopV Jlaiinen, nporpom6un myramus (FIlIm), nedpunut
Ha npoterH C u S wim aepuuut Ha antutpomous 11

[lo oTHOmEHWE Ha TMO-arPECMBHUTE  TEPANEeBTUYHU pPEKUMH —  (UOpPUHOIHU3A,
TpoMOdparMeHTaisi W TpoMmOacmupainus, KOUTO HWMaT MSACTO B  OMNpEIEJICHH,
YKMBOTO3aCTpallaBallll CUTYallMH, T€ BCE OLIE ca C HUBO Ha Joka3arenctsa I, mopanu koeto
HE ' KOMEHTUPaMe B TO3U TEKCT.

3.3. AHTHArperaHTH

[TokazanusiTa 3a MPUIOKCHUETO MM Ca CPABHUTEIHO OTPAHMYCHU, OCHOBHA WHIMKAIUS €
npoduiIakTHKa Ha TPOMOOOOpa3yBaHUMsI TpPH HMMIUIAHTHPAHU OWOJOTHYHH  TPOTE3H,
AHACTOMO3HU M CTCHTOBE B JIECTKATa KapIHOJIOTHS

3.3.1. Acetylsalicylic acid— naii-uecto ynoTps0sBaHHAT aHTHATPETAHT B JIETCKaTa Bb3PacT
Jo3a 1-5 mg/kg enHOKpaTHO AHEBHO

HeratuBHute cTpaHM4YHM e(peKTH ca MUHUMAJIHU NpU Ta3u Jo3a. Jla ce mma mpeasun, 4e
cTpaHnYHUTE e(eKTH W crenuanHo Reye cuHIpoMm ca 03a 3aBUCHMH. Reye cuHapoMm ce
acouuupa ¢ 1o3u Hax 40 mg/kg.

3.3.2. Dipiridamol — BropusT Haii-uecTo yrnoTpeOsBaH aHTHArPETaHT IPH JIela.

Jo3a 2 1o 5 mg/kg eqHOKpaTHO THEBHO

3.3.3.Clopidogrel

Kspmauera - 0,2 mg/kg enHOKpaTHO AHEBHO

lNonemu nena — 0,5-1 Mr eTHOKpPATHO THEBHO
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3.4. ®udpuHoIN3a

Tps6Ba na ce uMa npeABH, Y€ ThKAHHUTE HUBA HAa IUIA3MUHOTIEH IIPU HOBOPOJEHHU U MaJIKU
KbpMadera ca npubnusutenno 50% ot Te3u npu Bb3pacTHU. HuckuTe HHMBA HA TIA3MUHOTEH
IIPY HOBOPOJEHU 3a0aBAT T€HEPUPAHETO Ha MJIa3MHUH U PeAyLUpaT TPOMOOIUTUYHUSA €EeKT Ha
CTPENTOKMHA3a, YPOKWHA3a U ThKaHEH IIa3MuHoreH aktuBatop (tPA). Ilogoben otroBop nma
U IIpH TOJIEMHU Jlena ¢ NpUAoOUT JepUUUT Ha IJIa3MUHOTE€H. 3aMECTBAHETO C IUIA3MUHOICH
(mpsicHo 3ampaseHa 1wia3ma - [1113) yBenndaBa TpoOOIUTHYHUS €PEKT HA TPUTE JICKAPCTBEHU
IPOAYKTH.

Wupukanuute 3a  OChIIECTBSIBaHE Ha (UOpPUMHONM3a Ca OrPaHWYCHH W BKIIOYBAT
KMBOTO3acTpallaBallld CbCTOSIHUS Karo MacuBeH BTE mpu xemoanHamMuuHO HecTaOWIICH
MAIMEeHT WIK P JIMICA Ha OTTOBOp KbM aHTuKoarynanty; /IBT, koraro mma puck ot 3aryoda
Ha KpallHMK WM OpraH; apTepuUalHd TPOMOO3M M MHOKap/eH WH(ApKT Hamp. KOPOHApHU
TpoM0Oo3u npu 60sect Ha KaBazaku.

He ce nmponopbuBa npuiiokenue Ha ¢ubpuHoautuiy 1o 10 gHu cinex Xupyprus u o 3
CeIMUIIM CIIe]l HEBPOXUPYPTUYHA WHTEPBEHIIMH WJIM CKOPOIIHA TeXKa TpaBMa. Bunarm mma
3HAYUTEJIEH PUCK OT KbPBEHE.

3.4.1.Alteplase

KOHBEpPTHUPA [UIa3MUHOIeHa J10 TJIa3MUH U € JIEKApCTBEH MPOAYKT Ha u300p 3a (pubpuHOIM3a

B JIETCKaTa Bh3pacT.

CrpoO1maBat ce pa3IuyHuU 1030BH PEKUMHU, KaTO Hail-uecTo NMpernopbuYBaHUSAT €:

3.4.1.1. 0,5 mg/kg 3a 6 yaca B mocTosiHHA HHDY3USL

3.4.1.2. IlponbmxurenHa uHpy3us ¢ mo-uucka goza — 0,1-0,3 mg/kg/h 3a 12-24 yaca

(cpobiraBaHo Mpu TpoMOOIIM3a HA MIPOTE3UPAHU KIIAIlN)

3.4.1.3. Hucka no3za — 0,03-0,06 mg/kg/h makcumanno 2 mg/h 3a 12-24 yaca

3.4.1.4. JlokanHa, KaTeThp-HAacOYBaHa (UOPUHOIM3A — CHOOIIABAT Ce JIBa JO30BU PEKHMA:
0,025 mg/kg/h B noctosanna ungysus wiu 0,5-2 mg/h Ha Bceku 12-24 yaca.

Tps6Ba na ce nmpocneasBaT HUBOTO Ha GUOpHHOreHa, Mpu cTolHOCT o 1 g/l — nHauKanms 3a
3aMeCTBaHE C KPHONPELUMIUTAT MM MpSICHO 3aMpa3eHa ImiazMa. HapactBanero Ha [I-
IUMEpHUTe € ToKa3aTrend 3a e(eKkTHBHOCT Ha ¢ubuponuszara. MHpy3uara ce crupa mnpu
JI0Ka3aHO Bb3CTAHOBSIBAHE Ha KPHBOTOKA.

4.1. Cxema Ha ¢apmaxoornyno Jedenue npu ABT B nercka Bn3pact
4.1.1. JlupexTeH aHTUKOAryJaHT 3a 3 10 5 THU
4.1.2. 3acTpiBaHe ¢ MHAUPEKTEH aHTUKOATYJIaHT, KaTO XENapuHbBT Ce OTTErJIs IPU HUBO HA
INR 2-3
4.1.3. UnaupeKTeH aHTUKOAryJIaHT ¢ TapreTHo HUBO Ha INR 2-3
4.1.4. TIpogpmxuTtenHocT Ha jgedenneto ipu BTE B geTcka Bp3pact
4.2. ITbpBH enu3ox c:

*  Otcrpanumu puckosu ¢pakropu (PD) — 3-6 mecena.

*  Hnmmomarnuen — 6-12 mMecena.

e “Xponnunu’ PO — ot 12 mecena 10 JOKHUBOTHO
4.3. PekypeHTeH enu30/ C:

*  Orcrpanumu PO — 6-12 mecena.

*  HnpwomaroueH — 12 Mecera 10 JOKUBOTHO

“Xpoununu’ PO — 10:KUBOTHO

Jleuenue ¢ puOpUHOIM3a WM MHBa3UBHO OTCTPaHsABAaHE Ha TpoMOa ce U3BBHPINBA B IICHTHP C
OIUT B TPAHCKATEThPHU UHTEPBEHIINH.
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Paznea V.
MNYJIMOHAJIHA XUITEPTOHUA B TIETCKA BBb3PACT

MKB konose: 127.0, Q20.1, Q20.4, Q21.2, Q21.8, Q22.6

[Tynmonanmuata xwumeptonus (I1X) e maTtou3nonorHyHO pa3CcTPOKCTBO, KOETO BKIOUYBA
MHOXECTBO KJIMHUYHM CBCTOSIHMSI, MPOTHYAINM C IOBHUUIEHO HajsAra€e B OenoapoOHaTa
aprepust (BA) m MoXe J1a YCIOXHHM IOBEYETO  CHPAECYHO-CHAOBU U PECIUPATOPHUTE
3abonsBanusd. [IX e mnporpecuBHO 3a0oisiBAHE CbC 3HAUUTENIHO BB3JCHCTBHE BBPXY
Ka4yecTBOTO Ha XKMBOT B HampenHana Qasza Ha 3abomsBanero. I1X Moke na ce mposiBU BHB
BCSIKa BB3PAcT OT HEOHATAJHUS MEPUOJ 10 3psila Bb3pacT M Makap M psIKO 3a00JsBaHE €
CBbp3aHa C BUCOKa 3abosjeBaeMocT UM cMbpTHOCT. IIX B nerckara BB3pacT ce pasinyaBa
ChIlleCTBEHO OT OenonpobHara xumnepronus: (bX) npu Bw3pactHu, nopamu (dakTa, ye mpu
Jerarta T € Hepa3puBHO CBBbP3aHA C BBIPOCHTE HA PAacTeka U Pa3BUTUETO HA Oenus Apod u
MHOT'O IPEHATAJIHU U PaHHU ITOCTHATAJIHU BIIUSHHUSL.

1. Jepunnumu
XemoaunHaMu4HaTa AeuHUIMS U knacudukanus Ha bX ce 0a3upa Ha U3MEpPEHUTE TPH AsSCHA
cbpaeuyna katerepuzauus ([ACK) nanarane B BA, nmynmokanunsprHoro Hamsrane (IIKH) u
u3uucieHara OenogpobHa cbaoBa pesucteHTHocT (BCP)  karo IpeKanuisipHa,
MOCTKAWIAPHA, KOMOMHUpPaHa U U30JUpaHa MOCTKAMWISIPHA.
e [IX ce nedpunHupa kaTo MOBUIIEHHE HA CPEIHOTO HajsAraHe B OenoipoOHaTa apTepus
(mPAP) >20 mmHg
[Tpekamunspra ITAX, ce xapakrtepusupa c mPAP >20 mm Hg; (BkiIMHEHO
nynmokanwisipuo Hansgrane) [IKH < 15 mm Hg; (unnexc OGenoapoOHa cbhaoBa
pesucrentHocT) PVR index nag 3 WU x m? [Py JIMIICA Ha JPYyrW IPUYUHU 34
npekanwisipHa [IX, karo IIX npemkama ce Ha OenonpoOHu Oonectu, OenoapoOeH
TpOMO0EMOOIN3BM HITH IPYTU PEAKU OOJIECTH.
e HMmuonarnuna [1X (UITAX) nnu Hacneactsena (HITAX) 6e3 nmomiexaio 3abonsiBaHe, HO
C MO3UTHBHA (haMIITHA aHaMHe3a WJTH MO3UTHBEH TeHETHUYEH TECT.
e benoapoOHa cpaoBa o6ctpyktuBHa Oosect ( BCOB)
A)IIpu nBykamepHa nupkymnanus: mPAP >20 mm Hg; PVR index man 3 WU x m?
b) cnex xaBomynmonanHa aHactomo3a (PoHTaH uMpKynanus):TpaHcIyIMOHAIEH
rpamuent (TG) Hag 6 mm Hg wiim PVR index Han 3 WU x m?

2. Knacuduxamus

Knacuueckara knacudukanus Ha C30 (2013) knacudummpa [1X B 5 rpynu:

1-8a rpyma — mnynMmoHanHa aprepuanHa xunepTuHus (IIAX) B kosfTO ce BKIIOYBAT
Nnuonatuuna ITAX, HacnecrBenallAX, [IAX cBbpzana ¢ BCM, nepcuctupama 11X npu
HOBOPOJIEHOTO U JIp.

2-pa rpyna BKIouBa mnocTkanwisipHata [IX (6emoapoOHa BeHO3HA XWIIEPTOHMS) TIIPH
3a00JIIBaHUSI Ha JISIBOTO ChHPIIE.

3-ta rp. [IX nopaau 6e101po6HO 3a601IBaHE U/UIH XUITOKCHS.

4-ta rpyma ce otHacs 3a [1X npu TpomOGoemMOoIndyHO 3a0015BaHe.

5-ta rpyna —IIX ¢ HesiceH mpou3Xoi, BKIIOUBAIA PAa3HOPOIHH 3a00JISIBaHUS, MPOTHYAILU C
ITX, BrmrounTtenno [1X npu kommekcan BCM ¢ oGriokamepHa XeMOIMHAMHUKA.

3. Enunemuosorus

[IybnukyBanuTe B TuTeparypaTa JaHHU 3a yectotata Ha [IX B rimobasien mamabd ca OCKbIHH.
B O6enuHeHOTO KpayucTBO ce ChOOIIaBa 3a yecTora 97 cimydyas Ha €JUH MUJIHOH HAcCElICHUE
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Nnpu oTHouIeHue *KeHu-mbxe 1.8. ITo Bv3pacToBaTta cMmbpTHOCT B CAILl Bapupa mexny 4.5 u
12.3 na 100 000 qyuu HacenaeHUe.

CpobmaBanaTa 4ecTtoTa 3a JETCKa Bb3pacT € 2,1 ciayuas Ha | MWIMOH HaceJeHue, Karo
orHomeHnuero mexay [TAX u bX cBvp3ana ¢ Bpoaenu cbpBeunu mandopmanuu (BCM) e
1:0,9. Yecrorara Ha upnonarnunara [IAX u Hacinencrenara e 0,48 Ha 1 MHUIHMOH HAaCcCICHHE.

4. IlaTorenesa

[Tatorene3ara Ha IIX e cnoxkHa u MHorogaktopHa. He3aBHCHMMO OT HOKcaTa ChAOBHUSAT
SHJIOTe] pearupa C CHJOTeNHa AUC(YHKIMS MOpaad HAPYUICHOTO PAaBHOBECHE MEXIY
MpOLIECUTE Ha Ba30JMIaTAIlUsl M BA30KOHCTPUKIIMS C MpeoliagaBaHe Ha Ba30OKOHCTPUKIIMSITA.
[ToBumienara Ba30KOHCTPHUKIMS € CBbp3aHa ¢ AucOanaHc MEXy HapylieHaTa MpoayKIus Ha
€H/IOTeHHUTE Ba3oJaWiIaTaTopu BKIto4YBamm a3zoTeH okcua (NO), mpocramukiand (PGI2) u
IIPEKOMEPHO IPOU3BOJICTBO HA BAa30KOHCTPUKTOPH, Kato eHpotenuH-1 (ET-1) u ceporonun
(5HT). Te3u mnpomeHu oTpa3siBaT EHAOTENHA KIEThbYHA IUCHYHKIUS KaTo pe3yaTar oT
HSKOJIKO MEXaHW3Ma BKIIOYBAIIU XHUIOKCHUS, XEMOJIWHAMHYEH CTpEC, BB3IMAaJICHHUE,
OKCHJIATUBEH CTpeC M HapylleHa MPOIyKIus Ha pacTexeH (axtop. Hamocnenbk Bce moBeue
Ce M3ThKBAa 3HAUYEHUETO HAa aHOMAJIMU HA CHIOBHUS PACTEX, CBBP3aHH C WU YBPEICHA WA
aHOpPMaJIHa aHTHMOTEHE3a WJIM BAaCKYJOT€HE3a, KOWTO WIPasiT BaXKHA POJIL B Pa3BUTHUETO H
texxectta Ha [TAX, ocobeHo nipu 6enoapoOHH 3200 IIBaHHMS.

5. Kiinau4yHa u3siBa, 1uart1o3a u audepenunanana auarnos3a Ha [IAX npu gemna

B HavamauTe cramuu Ha 3a00JIIBAaHETO CHMIITOMHTE Ca JIGKM W Hecnenudpuaaud. B
HampeIHAINTe CTaIuU BOJCIIN ca JAKCIIHES, JIECHA YMOPSEMOCT U 3a0aBEH pacTek; CHHKOMBT
e mo-uect npu neua (30%) u e jom mporHocTUdeH Oeser. ManudecTHa JsCHA ChpJeyHa
HEJOCTAaThUHOCT C TaXUKApPAHSI M TaXUITHEs] € KbCHO sIBICHUE TpH Jenata. [{uano3a B mokoi
W npu ycunue ce HabOmonmaBa mpu nena ¢ BCM, kosATo Moxke na JIoBele /10 BHUCOK
XEMaTOKPUT ¥ TOJUIIMTEMHUS C MTOBUIIIEH PUCK OT TpomOo3a. [loBuIIaBaHeTo Ha HaJsATaHETO B
JICHOTO TIPEICHPANE MOXKE Ja JIOBENE NI0 CYIPABEHTPHUKYJIApHA apUTMHUS, KOETO € JIOII
MPOTHOCTUYEH Oeler.

JIMarHoCTHYHOTO YTOUHSIBAHE IIEJIHM IMOTBBPKIaBaHE HA JUArHO3aTa, OIICHKA Ha TEXECTTa Ha
bX, na nsacHokamepHata (yHKIMS U OenoApoOHaTa Ba3OPEAaKTUBHOCT. TS pa3uuTa Ha
MHOKECTBO KJIMHWYHH, JJAOOPATOPHY, HEMHBA3MBHYU M MHBA3UBHU M3ciieqBanus. CrerudpuaeH
OroMapkep 3a oleHKa Ha ascHokamepHata CH, W olleHKa Ha OTroBOpa KbM TepamwusTa u
nporpecusita Ha 3a0oisBaHeTO € Mo3buHMs HarpuyperuueH mnentun (BNP). Baxuu
JMarHOCTHYHU MeTOoAM 3a oreHka Ha [IAX ca exokapauorpadus, 6-MUHYTEH TeCT C XOJCHE,
TECT C HATOBapBaHEe, KOMIIOTbpHA TOMOrpadus, sIPEHOMarHUTEH Pe30HaHC U OenoapoOHaTa
nepdysust. J[sgcHaTa chpleyHa KaTeTepu3alus, KOATO € ,,37aTeH CTaHAapT 3a JAMarHosaTta,
OlleHKa Ha Texkecrra W mnporHo3ata Ha [TAX. 3agbmKuUTENTHO € TPOBEKIAHETO Ha
Ba30pPEAKTUBEH TECT, KONTO € BAXKEH 3a OMpEJENIsIHE Ha TepalleBTUYHOTO MOBEJCHHE; OLIEHKA
Ha BB3MOKHOCTHUTE 3a ONEpaTUBHO JieueHne npu nena ¢ BCM u 3a onieHka Ha oTjajnedyeHara
MPOTrHO3Aa.

[IpenoppuBa ce chpaeyHaTa KaTeTEpH3alUs J1a CE MPaBU B CHEIUATU3WPAHU IICHTPOBE.
ObmaTa cxemMa Ha TUArHOCTUYHUS allTOPUTHM MPH Bh3pacTHH ¢ [1X Moxke na Oble Bb3IpUer
W TIpU Jelara ¢ W3BECTHa MOoAW(HKAIUsA CBBbpP3aHA C pa3udHara eThojorus. Kakto m mpwu
BB3pAaCTHUTE, KIMHUYHM JIaHHU 32 JIECHOKaMepHa HEJAOCTaThUHOCT, TMpOrpecus Ha
cumnromatukara, pyaknuonanuaus kiac mo C30-FC III/IV u noBumenu croitHoctn Ha BNP
ca (akTopH, CBbP3aHU C MO-BUCOK PHUCK OT (haTaneH u3xoi. Ilpu nmemara mo-BHCOK PUCK OT
CMBPT MMa TIpH 3a0aBEH pacTeX, HATMYUE HA apUTMHUU U MPU XEMOJUHAMUYHU MapaMeTpu
KaTo OTHONIICHHETO OenoIpo0Ha ChIOBA PE3UCTCHTHOCT /CUCTEMHA CHIOBAa PE3MCTEHTHOCT,
Hamsrane B JacHoTo mpeacepane (RAP) >10 mmHg u unmekc Ha GenoapoOHa ChIoBa
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pesucrentHocT (PVR) >20 WU/m2, mokatro 6 munyreH Tect ¢ xoxeHe (6MWD) msma
MOTBBPJICHO IPOTHOCTUYHO 3HAUYCHHUE.

6. Tepanus npu aena

ITAX, nacneacrBenara I1X, IIX npu neonepabumna BCM (c-m Ha Al3eHMEHTep) Bce olie
npeacraBisaBaT (araaHo, HeleYMMO 3a00JsBaHE, BBIPEKH Y€ ChC CHBPEMEHHOTO JICUYCHUE
nporHo3ara ¢ noaoopeHa. IleanTe Ha Tepanusita npu aena ¢ [IAX ca: ga ce momobpu
XeMOJIMHAMUKATa, J1a ce 3a0aBu MporpecusiTa Ha 3a00JIsIBAHETO, A C€ MOJA00pHU KaueCTBOTO Ha
JKUBOT, J1a C€ YBEIMYH MPOIBIKUTEITHOCTTA HA YKUBOT.

ChBpeMeHHaTa TeparneBTUYHA cTpaTerus npu maiueHTd ¢ PAH moxe na Obne pasneneHa Ha
TPY OCHOBHH €Tara:

6.1. HayaJaHuaT moAX0 BKJIKYBA 00IIH MEPKH. (QH3MUECKa aKTUBHOCT M KOHTPOJIHMPAHA
pexaOwiInTanus; TPEBEHIUs HAa HWHPCKIUHW; IOJIbpKAlla Tepanus 3a IMOBJIUSIBAHE Ha
Chbp/ICYHATa HEIOCTATHUHOCT C JUYPETHUIIM, KHCIOPOA M KapAHUOTOHUK, €B. aHTUKOAryJaHTH;
JICYCHWE HAa AapUTMUH, NOIXOJAIIa KOHTpanenius.  [lanmeHTUTe Cce HacouyBaT KbM
CTCIUAM3UPAHU [ICHTPOBE.

6.2. Bropara crbpnka BKJIIOYBA LeJjeBa (TaprerHa) Tepanus. Hamime ca 4 OCHOBHU Trpynu
JICKaPCTBCHH IPOMYKTH: KAJIUEBU AHTArOHWCTH, MPOCTATJIAaHJAWMHOBU aHAJIO3W, CHIOTEIIHH
petenitopau 010KepH B PocdoaracTepasHn HHXUOUTOPH.

Hauanna tepanus ¢ BUCOKH 103U KaniueBu antaronuctu Diltiazem 1-3 mg/kg 3a 24 vaca B 3
npreMa IpH TAIMEeHTH C IOJIOKUTENICH Ba30pPEaKTHBEH TecT. [Ipu MOJNIOXKUTENEeH OTTOBOP
JICYESHUETO Ce TIPOJIBIIKABA.

IIpn nema c oTpuLaTelieH Ba3OpeakTHBEH TECT Ce 3aroyBa JIEYEHHE ChC CEIEKTUBHU
oenoapoduu Basoamnataropu (Sildenafil, Bosentan, omoOpenn 3a nmeuenune Ha [IAX B
bwirapusi) B ChOTBETCTBUE C MPOTHOCTHYHUS PHCK Ha MAIMEHTA, Kjaca Ha NPENOPHKUTE W
HUBOTO Ha JIOKA3aTEJICTBEHOCT 3a BCAKO OT/ICITHO BEIIECTBO.

6.3. TpeTusiT eTanm e CBbpP3aH ¢ OTTOBOPAa KbM HAYAJHATA JieueOHA CTPATerusi; B Clydai
Ha HEIOCTAaThUeH OTIOBOP CE€ PA3IIIekJaT BB3MOKHOCTUTE 32 KOMOMHUpaHE Ha OJJOOpEeHUTE
JIeKapcTBa.

B meamarpusita JMIicBaT paHIOMHU3UPAHA U3MHTBAHUS, KOSTO MPABU TPYIHO Ch3/IaBAHETO HA
TBBPJM TEPANEBTUYHU Tpenopbku. [IpernopbuBa ce creruduueH TeparneBTUUYCH aTOPHTHM,
MoI00CH Ha TO3W M3IMOJ3BaH MPH BB3pacTHU. [Ipeiarar ce ChIo PUCKOBU JACTCPMUHAHTH U
puckoBa ctpatudukarms. Kamueu antaronuctd (CCBS) ce u3mossBar npu pecroHIepH
(TTOJTOKUTENIEH BAa30IMIIATATHBEH TECT), HO € 3aJBJDKUTEITHO BHUMATEITHO HAONIO/CHUE, Thi
KaTo TpPU HAKOW MAIMEHTH IBJITOCpOYHATa Tepamnus ¢ HeycrnemrHa. dapMakoKHMHETHKATa Ha
OOCeHTaH € OlleHEeHa B JIBE NMPOyUYBaHUs. HIKOIKO HEKOHTPOIHMPAHU MTPOYYBAHHS Ca TMTOKa3aIH
MO3UTHUBHU PE3YJITATH MOJOOHU Ha TE3M MPH BH3PACTHU C |-TOAUIIHA MPEKHUBIECMOCT OKOJIO
80-90%. B Erpomna ce npemiara neguatpudHa gopma. Sildenafil e mokaszan epukacHOCT 1 €
onobpen B EBpomna 3a mpuiiokeHue mpu Aena Ha Bb3pacT 1—17 roauHu, Kato ce mpernopbyBa
MPWJIATAaHETO HAa HUCKU J03HW. HapacTBa OposT Ha TeIMaTPUYHU MAIlMeHTH Ha KOMOWHUpaHa
Tepamnusi, BLIPEKH Y€ JaHHUTE Ca BCE OIIE OTPAaHHUCHH.

CejieKTHBHU 0€J10APOOHHN BA30ANJIATATOPHU — IO3MPOBKA MPH Je1a.

Sildenafil

Sildenafil (mera mox 1 rox) - 0,5— 1,0 mg/kg/ 3 mbTH 1HEBHO

Sildenafil (nena Hag 1 rox)

Termo <20 kg: 10 mg/ 3 mbTu THEBHO

Terno > 20 kg: 20 mg/ 3 mbTH JHEBHO

Bosentan

Bosentan 2,0 mg/kg/ 2 mbtu nHEBHO

Craprosa n03a — 1,0 — 2,0 mg/kg/ 2 nbTu 1HEBHO 3a 4 CEIMUIIH

[Motappskaria no3a — 2,0 — 4,0 mg/kg/ 2 nbTH AHEBHO
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CrapTtoBaTta 7032 € 2 OT moTabprKaiara 3a 4 ceAMuIu
[Mopnwpaxkaiia no3a

Termo 10-20 kg: 31.25 mg 2 mbTH JHEBHO

Terno >20-40 kg: 62.5 mg 2 mbTH JHEBHO

Termo >40 kg: 125 mg 2 mbTH THEBHO

Kpurepumn 3a onenka Ha eeKTUBHOCTTA HA NPUJIATAHATA Tepanusi

Hemara ¢ [TAX, Ha Tepanusi CbC CEIICKTHBHH OENIOIPOOHU Ba30MIIATATOPH, TOJJICKAT Ha
PEIOBHO KIMHUYHO MpOCiensBaHe Ha Bceku 6 Mecerna. Kputepuute 3a mpojabikaBaHe Ha
JICUECHHETO BKJIFOYUBAT: onpenaeisae Ha ¢pynkuuoHanuus kiac (OPK) mo C30, EKT, 6 munyten
tect ¢ xomene (6MWT),upu npeuna wang 7 roxuuu, jgaboparopuu wuscienBanus (BNP,
TpaHCaMUHAa3M, KOAryJaluoOHEH CTaTyc, MbiHa KpbBHA KaptuHa), EXOKI', nsicHa chpaeuna
karerepuszaius. CoBpemennute npenopbku ca JICK 1a ce u3BbpiIBa: mpu MOCTaBSIHE Ha
JUarHo3ata W CTapTHpaHe Ha JICYCHUETO, MPU KIMHUYHO BJIONIABAaHE M HEOOXOIUMOCT OT
MIPOMSIHA B TEpaIUATa U Mpean 0enoApoOHa TpaHCIIaHTALIHS

Pa3zpgen VI.
HAIKAMEPHHU U KAMEPHU TAXUAPUTMMUU B IETCKA Bb3PACT

MKSB xopoBe: 147.1, 147.2, 147.9, 148, 149.0, 149.1, 149.2, 149.3, 149.9

1. Onpenenenne

TaXI/IapI/ITMI/II/ITe NpeaACTaBIsABAT MPHUCTHIIHO WM XPOHHUYHO IIOKA4YBAaHC Ha CbhbpAacdYHaTa
4yecToTa HaJ TropHaTa TpaHMIla Ha HOpMara 3a BB3pPAcTTa, ABIDKAIIO C€ HAa MOBHIIEH
ABTOMATU3bBM Ha CTPYKTYPH OT HOPMAJIHATA MPOBOJHA CUCTEMA, IIATOJIOTHYCH aBTOMATU3BM
WIM TpPUTEepHA AKTUBHOCT Ha OTHHUIIE B MPEACHPIHUS WM KaMepeH MHOKapj WM Ha
aOHOpMHA Tpomaraius Ha uMIrysca (pueHTpH, OJI0K, aOHOPMHO MPOBEKIAHE).

ITo nmpousxon OuBar Hagkamepuu (HKT) u xamepuu taxmaputrmuu (KT). Cpemar ce mpu
CTPYKTYPHO HOPMAJHO CBHpIlE U TPU CHPJICYHO-CHIOBU 3a00JSBaHMS- BPOJEHU CHPACYHU
Mandopmarnuu (BCM) unu Gonectu Ha Muokapaa. Yectorara mpu CTPYKTYpHO HOPMAHO
chpuie € Hucka, okosio 13/100 000, HO BeposTHO moAlICHEHa. Bogemo wMsacTo uma
HaJKaMepHaTa PEeHTPU TaXHKapaus. APUTMHHUTE MPHU CTPYKTYPHU CHPICYHH 3a00JSBaAHUS
MoraT Ja ca B pe3yiaTaT Ha IOAJIeKalla aHOMalWs, WIH CIEJCTBHE Ha XUPypruyHaTa
WHTEPBEHIIMS W XPOHUYHHS XEMOJIWHAMHUYEH cTpec. Morar ma ce H3sABAT B XoAa Ha
€CTEeCTBEHATa WJIM B PA3JIMYHU €Taly Ha CIielonepaTuBHaTa eBoIolus. OCHOBEH MEXaHH3bM
€ peeHTpH, KOETO ce OIarompusITCTBa OT IIUKATPUKCA OT XUPYPTUYHUS pa3pe3, MUOKapIHATa
¢bubpo3a u kamepHaTa AUIaTaIMS.

2. KnuHuyHa u3siBa

Knunnunara u3siBa 3aBHCH OT Bb3pacTTa Ha NAIMEHTAa, ChbpJE€YHATAa aHATOMUS U THUIA Ha
taxuaputmusta. [Ipuctenser Ha HKT npm  cTpykTypHO HOpMaiiHO ChplLE ce U3sABsABAa Hail-
4eCTO KaTo ChpleOUeHe MPU MO-TOJIEMH JIella, HO TP KbpMadeTa MPOAbHKUTENICH MPUCTDII
MOXKeE J1a TOBEJE 10 TeXKa chpaeuna HepoctarbuHocT (CH) u kapauoreneH mok. XpoHUYHaTa
HenexkyBaHa HKT Moxe na noBene A0 MHAyLHMpaHa OT TaxXxUKApAUATA KapAMOMUOIATUS C
TEeXKO HapymieHa kamepHa Gynknus. KT npu nena ce cpueTaBa ¢ MalMMTAINK, 3aMaiiBaHe U
CUHKOII ¥ MO>K€ J1a JIOBEJIC /10 BHE3AMHA ChpACYHA CMBPT.

3. luarmocTuka

JlokyMeHTHpaHeTo Ha Taxukapausita ¢ 12 kaHamHara EKI' e kimodoBo wu3ciienBaHe 3a
YTOYHSBAHC HA AWAarHo3ara u npujaranc CbOTBCTHOTO JICHCHHC.
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Cucremuust noaxon B pasuutanero Ha EKI' mos3BossiBa audepeHuupane Ha OCHOBHUTE
BHUJIOBE Taxukapaus (IpaBUIHA-HENPABUIHA; TSACHO-IIMPOKOKOMIUJIEKCHA), KAKTO U ThpPCEHE
Ha Oene3u 3a MeeKCUTalMs, KaHalonaTuu (CMHAPOM Ha yabikeH win ckbeceH QT muTepBa,
cunapom Ha Brugada, karexonamunepruuna nonumopdua KT).

JlombHUTETHU HeWHBa3uBHU Metoau ca 24 yacoB EKI' 3ammc, pa6orna EKI' mpoOa,
exoKapauorpad)CcKo M3CIIeABaHE, CBPJCYHU OHOMApKEpH, ENEKTPOJIUTH, XOPMOHH Ha
IIUTOBUIHATA kJie3a. MOJIEKYTHH TeHETUYHH M3CJIEIBAHUA Ca MOKa3aHU IPH KaHAIONaTHH 3a
cTpaTu(UKaus Ha pUcKa ¥ 00XBaIlllaHe HA YWICHOBE Ha CeMeWCcTBOTO. ENeKTpohU3noI0rndHo
nuscneasane (EOU) ¢ mporpamupana mpeachpaHa U KamMepHa CTHUMYJIAIMs € MOKa3aHo Mpu
peeatpuy HKT wm KT w npu gena ¢ AONBIHHUTENHA MPOBOJHA BPb3Ka M IOCTOSHHA
MIPEEKCUTAIIMS M € CTHIIKA MPEIU U3BBPIIBaHE HA paarodpekBenTHA abnamus (PDA)

3a mpaBUTHATa JMArHo3a U TEPANeBTUYHO MOBEIEHUE € BAXHO Jla CE pa3rpaHHyaTr TSACHO OT
IIUPOKOKOMIUIEKCHM  Taxukapauu (copsMoO TopHaTa TpaHMIla Ha  HoOpMara 3a
npoabkuTenHocT Ha QRS kommekca 3a Bb3pacTTa), pUTMUYHH/TPABUIHU U HEMPaBUIHU

(¢ur.2).

@ur. 2 AJIropuThbM 32 AUArHO3a U NMOBeJAeHUe PH TAXMAPUTMHH B 1€TCKA Bb3PacT

12-kaxanda EKI

ve QRS> 80msec s
(+)PernHasore |
11, Ill, aVF npea 8¢ KamepHa Taxmkapans
QRS
> %
CuHyCOBa Taxukapava CUHXPOHUIUPEHO
KbpmadeTa - ¢4 = 220/MuH HagxamepHa Taxukapaus Kxapguosepauno 1-2 J/kg
Oeua - cu < 180/mnH (HezabasHo npu
XeMOAUNHEMUUHO
l HecTabunes naurexT)
Adenosine
v Amiodarone
. Lidocaine
Tvpcu 1 Nexysai npuunHara Barycosu npuiomm
Xunosonemus
Aunposa v
TorcuuHo BL3aeincTEne v o
Xunornukemms . KamepHa ®udpunaumsa/
XUNOKCeMMUA Adenosine KaMepHa Taxvkapaus
Xunepxanuemus Verapamil
XunoTepmua Kapawosepano (ceaupaH
Tpasma NauuenT);
v v
KoxcynTaums ¢ excnepr CHHXPOHU3NPEHO
AMUOZapoH Kapavoeeps3no 2-4 J/kr

4, Taxukapausi ¢ TeceH KaMepeH KOMILIEKC, HaJKaMepHa TaxXuKapausi e Haii-uecrarta
TaXMapuTMHUS B JETCKa BB3pacT. OCHOBEH MEXaHH3bM € PHUEHTPU - C YydYacTHe Ha
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JOI'BJIHUTENIHA TIPOBOJHA BPb3Ka (ATpUO-BEHTPUKYJIapHa pueHTpH Taxukapaus (ABPT) nu
nBoriHa A-V ¢usnonorus (aTpuo-BeHTPUKYyJIapHA HOAAIHA pueHTpu Taxukapaus (ABHPT).
XapakTepu3upaT ce ¢ BHE3aIlHO Hauyano M kpail. IIpoBokupar ce 0OMKHOBEHO OT (PU3UUECKO
WM eMOIIMOHATHO HaToBapBaHe. [Ipu mo-ronemu aena nma ycemane 3a chpuedreHe, 3aayx u
TEXECT B IpbJHaTa 001acT. B kbpMadecka Bb3pacT NPUCTBIIUTE MPOTUYAT C HECIIOKOWCTBUE U
OTKa3 OT XpaHa, a IpH MO-IPOABIDKUTENEH MpUCThII ca Hamuue nposisu Ha CH 1o
KAapAMOr€HEH MIOK.

IIpencepauo tpentene (IIT) - mnpeacraBisiBa MakKpOpUEHTPU TaxXUKapAMs C KpbI Ha
BB30YyXJIeHUE B IICHOTO npeacbpaue. HabmonaBa ce B kbpMauecka Bb3pacT U Cie]l ChbpAeUHA
ornepanus. Moxke 1a IpoTHYa KaTo IPpaBUJIHA WM HENPAaBUIHA TaXUKapIus B 3aBUCUMOCT OT
650k0BOTO choTHOIIEHHe. EKI' o0pa3bT € ¢ TUNMYHM HeratuBHU P BBIHM B JOJHHUTE
OTBeXKIAHUS Karo ,,360M Ha TpUHOH® ¢ mpenchpaHa decrora 240-400/mun. Ilpu OBp30
NPOBEXJaHEe KbM KaMepHUTe IMOCIEIHUTE MOraT M Ja He ca HaJIW4YHU, HO 3a0aBsiHEe Ha
npoBexxaaHero mpe3 A-V Bp3ena (c BarycoBum mnpuiiomu wim  Adenosine), Boaum 10
JIeMacKUpaHe U MOCTaBsiHe Ha nuarHo3ara. O6ukHoBeHo npoabipkurenHoro IIT Boau no CH
U CHHIPOM Ha HHCBK CBpPACYCH NEOUT M € HEoOXOIUMO Ja C€ H3BBPIIN EIEKTPHUECKO
Kap/nOBep31O (B yCIOBUS Ha (hapMaKOIOrUYHA CeAaLus).

Jleuenuero npu HKT nenu npexkbcBane Ha npucTbla U IpeanasBaHe oT pequausu. CrenrHa
Tepamnusi € oKa3aHa IpU BCAKO JETe ChC CUMIITOMATHYHA U 3aIUIALIBAIIA KUBOTA TaXUKapIUs.

4.1. JledyeHue B MpPUCTHI. B 3aBHCHMOCT OT CHCTOSIHUETO Ha JIETETO CE€ M3BBPIIBA B JI€UeOHO
3aBesieHue, cien nokymentupana ¢ EKIT taxmkapaus, mox moctossHeH MoHuTopeH M EKIT
KOHTPOJI, C OCHUTYPEH BEHO3€H ITbT M BBH3MOKHOCT 32 M3BBPIIBAHE HA PECYCHUTAIMOHHU
MEpONPUATHS B CITydail Ha 3arjialBally )KUBOTA ChCTOSHHS.

4.1.1. BarycoBu npuiiomu — BancanBa, npoBokupaHe Ha MOBpbIIAHE, HA30TacTpaliHa COHAA,
Jel Ha JMLeTo (HOBOPOJEHH M KbpMmaueTa). M30srBa ce OynOompecno mopaaud pHUCK OT
oTJIenBaHe Ha peTuHaTa. [Ipu nurca Ha edexT:

4.1.2. Adenosine IV Gonyc - nauanmna nosa 0,15 mg/kg 3a xppmauera; 0,1 mg/kg 3a mo-
rojeMu Jena; nosuinaBaHe Ha jpo3ata a0 0,3 mg/kg; makcumanna nosa 12 mg. Ilopaau
KpaTKus TOJYKMBOT Ha JIEKQpCTBEHUS NPOAYKT, € HEO0OXOJMMO Jla ce€ HampaBu Obp3
MHTpaBeHO3eH Ooiyc, mocineaBaH oT Obp3a mpomuBka ¢ 5 ml 0.9% paszrBop Ha NaCl.
[IpermopbunTeTHO € BEHO3HHAT M3TOYHHWK Ja € IOCTaBeH Ha ToiisiMa TepudepHa BeHA Ha
pbKarta win v. jugularis externa.

[IpexbcBaneTo Ha mnpoBexaaHeTo mnpe3 AB Bb3ena MO3BOJsABA MO-TOYHO IPELU3HpPAHE
MeXaHu3Ma Ha TaxukapausaTa (pur. 4)

[IpencepaHuTEe TaXMKapAWW, C MEXaHW3BM IIATOJIOTHYEH aBTOMATHU3bM, HE MPEKHCBAT CIEl
NpUJIOKEHHE Ha AJICHO3WH, HO TpPH TAX € XapakTepHO 3abaBsHE Ha dYecToTara, KOETO
no3BoiisiBa oTAudepeHnupane MopdororusTta Ha P BbIHATAa M MOCTETIEHHOTO U TOKayBaHE
ClIel HIKOJIKO ceKyHIu. [Ipy mpaBUIIHM MIMPOKOKOMIUIEKCHU TaXMKApAUU U XEMOJUHAMUYHO
CTa0WIIeH TMAaIMeHT, CBIIO Teparus Ha TBPBH W300p € ANIEHO3WH, ThH KAaToO B TOJsIMaTa CH
YacT, T€ ca ¢ HaJJKaMepeH MPOU3XO/I.
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[ Barycosu npuitomu unv ageHo3uH U.B }

Taxukapauarta OTHOLLEHMUETO JIUNcBa NpomMsHa
npeKbeBa P — QRS ce npomeHs
noseye P noseye QRS wupok QRS TeceH QRS
ot QRS ot P KOMI/IEKC KOMIM/IeKC
KoHKopaaHTHOCT TUNu4yeH obpas
B npekopa. ot BbB V1 n V6

(BCMYKM K-CcU +Unun-)

* Jluncea RS ¢popma

* RS pa3sctoaHue ot

R po Hall-HUCKaTa ToukKa

Ha S -100 mc
WV WV \ 4 v A 4
Obmucnait HKT npeacbpAHO KAMEPHA TAXUKAPOWA obmucnsit
c peeHTpu B ABB TpenTeHe uu CUMHYCOBa TaxuK.
ABPT/ABHPT aTtpuanHa WU HEeNpaBUIHO
Taxukapaua NPUNOXKEHWEe Ha aleHO3UH

(no3a, ckopocT)

@ur. 3. Unrepnperanus Ha kiuHuka U EKID cnen mpunarane Ha BarycoBW NMpHIOMH /WK
a/IeHO31H

IIpu Heycnex (mepcucTupane Ha TaxuKapauaTa) ce npuiarar (tadm. 1):

4.1.3. Verapamil — 0,1-0,3 mg/kg IV 3a 2 MUHYTH, MakCHMajHa CIMHWYHA 1034 5 MT.
[IpenaparsT He ce mpenopbYBa MpH Jela Mo 2-TOIUIITHA Bb3PacT (OMACHOCT OT XUITIOTOHUS U
CH u npu nokazan WPW - puck ot fereHepupase B KAMEPHO MBXKJIEHE).

4.1.4. Digoxin —PO nacwurmaiia n03a — megonocenu 20 pg/kg; vosopoaenu 30 pg/kg; nera Haa
6 mecena — 40 pg/kg . B cinywyante nHa HKT ce npunara 6pp30 Hacuiane 3a 24 yaca B cxema:
1/2 ot obmiata no3a, mocieaBana ot mo 1/4 nosa Ha 8-12. Tlogmbprkama no3a e 10 ng/kg/24
yaca, pa3/ieJieHa B JIBa IpuemMa ¢ MakcuMaiHa JHeBHa f1o3a 0,5 mg. [Tpu nHeo6xoaumoct ot IV
NpUIIOKEHHE ce TOocTaBAT 3/4 or mepopanHara ao3a. [loxabpxar ce cepyMHH HHMBa OT 1-2
mg/ml 3a n30ArBaHe Ha TOKCUYHUS €PEKT Ha AUTOKCUHA (IIPEICHPIHU U KaMEpHU apUTMUH,
AB 050k, ragene, nospsiane). Ilpunaranero 3aeaHo ¢ amiodarone u verapamil noBumaBsa
JUTOKCUHOBUTE HHWBA. [MrokcuH He ce mpwiara npu jaokazan WPW cunapom nopanu
OIAaCHOCT apUTMHUSATA J1a IETeHEpHUpa B KAMEPHO MBIXKJICHE.

4.1.5. Amiodarone — IV 6onyc 5 mg/kg 3a 30 mun, nocieasan ot 10-20 mg/kg/24 h undysusi.
BonycsT Moxe n1a 6b/1e moBTOpeH 110 3 mbTH. [IpenaparbT € moAXoas1l IPH KOMIPOMETHPaHa
KaMepHa (QYHKIHUS U CIIeIoTIepaTiBHA apUTMHSL.

4.1.6. Propafenone — IV nacumamia n1o3a 2 mg/kg 3a 2 waca; nogubprxkama 0,7 png/kg/24

4.2. Jleuenue U3BBH MPUCTHII
e He ce mpenopbuBa mpu mbpBH peructpupan npuctbii oT HKT u crpykrypHO
HOPMAJTHO ChpIIE
e [lpu peunanB 1 MPOABKATESIHH, TPYAHO OBIIAAABAINM ce pucThiu, PO ce mpuiarar
Amiodarone — 3-5 mg/kg/24 gaca (Makcumaina g03a 200 mg/aHEBHO)
Propranolol - 2-6 mg/kg/24 vaca (makcumanna go3a 240 mg)
Propafenone - 10 mg/kg/24 gaca (makcumanHa go3a 450 mg/aHeBHO)
Verapamil —4-10 mg/kg/24 yaca (He ce mpujara npy NpeeKCUTAMOHEH CUHAPOM)
Digoxin — 0,2 mg/m</24 gaca (He ce mpujara mpu MPECKCUTAIIMOHEH CHHIPOM)
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e [lpu nmema Hajm S-ronuiHa BB3pACT, HaA 15 Kr, ¢ peuuauBUpanid MPUCTBIIH, B
croOpaxeHue Biu3a npoBexaane Ha EOU/PDA. Twit kato mpoueaypara € ¢ ycrex
Hag 95% npu Hali-uecTUTE TaXWAPUTMUKM MU C HHUCKA YECTOTa HA CEPUO3HU
YCIIO’KHEHHUS, € YMECTHO Jla ce MPEeIJIOokKU KaTo aliTeépHaThBa Ha (papMakoiIoruyHaTa
Tepanus ¥ npu 100bp edext ot mocineaHata. EDOU/PDA ce mpenopbuBa u mnpu
MAIMEHTH ¢ KaMepHa MpeeKCUTalus, JOPU MPHU PEIKU MPUCTHIU OT TaXUKAPIUs, KAaKTO
U IIpU aKTUBHU CIIOPTUCTH, OpU O€3 aHaMHe3a 3a MPUCTHIIHO ChplieOreHe.
5. Taxukapaus ¢ IIHPOK KaMepeH KOMILIEKC MOXE J1a MPOU3X0Xk/Aa OT OTHUILE HaJl CHOMA
Ha Xuc (cympaxucoBa) wiu noxa cHomna Ha Xwuc (nH(ppaxcora). HKT, nmpotuvamu ¢ mmpox
KaMepeH KOMIUICKC ce HaOIroJaBaT mpy BPOJICH, MPUA0OHUT WK (YHKIIMOHAJTICH OeipeH OJIOK
unu antuapomia HKT npu WPW cunapom. KaMepHu Taxukapauu ca CpaBHUTEIHO PEJIKU B
JIETCKa BB3PACT U HA-4eCTO ca CBBbP3aHU ChC CTPYKTYPHO CHPACUHO 3a00JIsIBaHE: MUOKAPIUT
win kKapauomuonarusg, BCM B paHHara W oTHajeueHaTa CleIONepaTUBHA EBOJIONUS
(Terpanorusa na ®ano, kapauonaTuu ¢ oOLIOKaMEpHAa XEMOJUHAMHUKA U Jp.), €IIEKTPOJIUTHU
HapylIeHus,, MUOTOHUYHA auctpodus. 3mokauectBenn KT nma mpu BpoJeHM KaHANOMATHU:
CUHAPOM Ha  yabnkeHus/ ckbceHuss QT  wHTepBan, cumHapoM Ha  Brugada,
KaTexoJlaMUHEpTrUYHa MONTUMOp(HA TaXUKapIHsl.
[Ipu cTpyKTypHO HOpPMAJIHO CBpIIE, MO-YECTO CE OTHACS 3a WAMONATHYHA TaxXUKapAus ¢
MIPOU3XO0/l OT M3XOJHHUS TPAaKT HAa KaMepuTe, KOSITO OOMKHOBEHO MPOTHYA ¢ HecnmeuuGpuuHu
OIUIAaKBaHHS OT OOIIA OTIMAJHAIOCT M HAMaJeH (PU3NYCCKU KamalUTeT W PSJAKO BOIH JI0
XeMOJMHAMHUYHA HECTaOUITHOCT.
CurypHa uartosa ce nocrass npu Haauuue Ha A-V nucounanus (noseue QRS koMmIuiekcu ot
P BbsHM), cneTn koMIuiekcH U cuHycoBoO 3anaBsiHe Ha EKI'. ToBa He BUHAru € Bb3MOXKHO U
3aTOBa TMPABUJIOTO € BCAKA IIHPOKOKOMILUIEKCHA TAaXUKapIusl Ja ce TpeTupa Karo
KaMepHa JI0 I0Ka3BaHEe Ha IPOTUBHOTO.

5.1. JleyeHue B mpuCTbI

5.1.1. IIpu xeMoaMHaMUYHA HECTAOMIIHOCT CE€ MPUCTHIIBA KbM HE3a0aBHO CHHXPOHM3MPAHO
eJIeKTPUYeCcKo KapauoBep3uo ¢ HavyanHa fo3a 0,5 -1 J/kg no 2 J /kg npu nunca Ha eQexT uiu
nepudpuaauus c 2-4 J/kg. Ilpu crabuieH MaUeHT MOXE Ja C€ ONMUTa MPUIOKEHHE Ha
Adenosine B 1031 M MO HAYMH KaToO MPH TACHOKOMIUIEKCHUTE TaxXUKapIuH, ThH KaTo eqHa
9acT OT UAMOTIATUYHNTE KAaMEPHH TaXHKapAUU MPEKBCBAT, a OT Ipyra cTpaHa OJIOKHMpPAHETO Ha
AB Bb3ena nemackupa TaxukapausTa (¢ur.3) .

5.1.2. JlekapcTBeHH IPOIYKTH Ha H300D ca:

e Lidocain IV 6onyc — racuwawa 0oza — HoBOopoaeHo no 12 rox: 0,5-1 mg/kg/no3a;
BB3pacT 12-18 rogmam — 50-100 Mg karo eguHMYHA HacuImamia jgo3a. [V mocrosHHa
uH}y3ust — HoBopoeHo 1o 12 roa. 10-50 mcg/kg/min; Be3pact 12-18 rox.- 4mg/min
3a 30 MuHyTH, ciie; ToBa 2mg/min 3a 120 MuUHYTH, ITOCNIEIBaHO OT 1mg/min.

e Amiodarone — B 103a u o HauuH karo npu HKT

e Verapamil IV npu uaronatudHa JieBOKaMepHa CenTaiHa Taxukapaus (,,Bepamamui-
yyBCTBUTENHA), KoATOo wuMma chneaHata EKID xapakrtepucrtumka: Taxukapams ¢
Mopdororus Ha jaeceH OeapeH ONOK, JisiBa oc, HE MHOTO MHUPOK U nedopmupan QRS
KOMILJIEKC (OKOJIO TOpHATa rpaHuIla Ha HOpMaTa 3a Bb3pacTTa).

5.2. JleyeHue U3BbH MPUCTBI

Crnen BB3CTaHOBSIBAHE HAa CHHYCOB PUTBM, € YMECTHO Ja ce 0OCHAM MPOTHBOPELUIUBHA
Tepanus, KaTo MOBEICHUETO Ce TUKTYBa OT PUCKa OT BHe3amHa chpaedHa cMbpT (BCC). [pu
BPOJCHM KaHAJIONATUM, MHOTOHMYHA JUCTPOGUS, XHUNEPTpPOPHUHA KapIUOMHUOIIATHS,
apUTMOI€HHA JECHOKaMepHa IUCIUIa3us, NallMeHTH ¢ TeTpanorus Ha dano, uMa MHIUKALUU

3a TIOCTaBsIHE HAa MMILIAHTHPYEM KapauoBepTep- AeduoOpuiaaTop 3a npoduiakTupaHe Ha
BCC.
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NnuonaTnyHUTe KaMEpHU TaxXWKapIuud ca ¢ Jo0pa mporHoza u HUCHK puck or BCC. Ako
nmpoTuyar kKaro yectu (moseue oT 11% 3a geHoHolMe) U TpyHUpaHu eKCTPACUCTONH, KaKTO U
KpaTK{d 3aJillOBe OT TaxXWUKapAus, B OT/JajeuyeHaTa €BOJIOLMS HMMa PHUCK a pa3BUTHE Ha
JIEBOKAMEPHA HEMPOJBDKUTETHA JUC()YHKIHUS, MOpaad KOETO Ce MpernopbuBa Tepamus ¢
marHesueB npenapart (B g03a 80 mg/kg), 6era 6mokep (Propranolol), Sotalol, Amiodarone
wi Verapamil B mocouenurte B Ta0i. 2 no3u. [Ipu Te3u TaxuapuTMHUHM CyOCTPAThT € JIECHO
JIOKaJIU3UpyeM B Moke Ja ce npernopbua EOU/PDA karto antepHaTtuBa Ha papMakosoruyHaTa

AHTHApUTMHUYHA TCpaIus.

Tabn. 1. AHTHAPUTMHUYHU JIEKAPCTBEHH MPOIYKTH, pa3pelieHn B bbirapus 3a HHTpaBEHO3HO

JlexkapCTBEH MPOTYKT Joza (1V)

Adenosine 0.1-0.3 mg/kg, makc 12 mg/dose, makc 3
aIIMKaIWY,;

Verapamil 0.1 mg/kg, makc 5 mg/dose, He mox 5 TOI.
Bwo3pacr;

Propafenone 1-2 mg/kg

Amiodarone 5 mg/kg 6omyc 3a 30 muH, ocieasad ot 10-
20 mg/kg/24 h undy3us

Lidocaine (camo npu kaMmepHa TaxUKapans)

1 mg/kg 6onyc, no 3 meT nipe3 10 muHyTH,
nocnieaBad oT nHdysus 20-50 meg/kg/min;

IPUITOKCHHUC

Tabn.2. JlekapcTBeHM MNPOAYKTH 3a MepopajiHa aHTHApPUTMHUYHA Tepamnus, pa3pelieHd B

bearapus

JlexapCTBEH MPOIYKT Jo3a (p.os.)

Propranolol 2-6 mg/kg, max 240 mg ua gaeH, Ha 2-3
npuema

Propafenone 10 mg/kg, max 450 mg ua aeH, Ha 3 mpreMa

Sotalol 2-6 mg/kg, max 320 mg ua nmeH, Ha 2-3
npruemMa

Amiodarone 3-5 mg/kg, max 200 mg Ha 1eH, HA €OHWH

IpUEM

Verapamil (we mnom 2 rox.,
MIPEEKCUTAIIHS)

HE

pu

4-10 mg/kg, Ha 3 mpuema

Digoxin (He npu npeeKkcuTaIs)

0.2 mg/m2, eTHOKPaTHO JTHEBHO
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Pasznen VII.

HUMYHOITPOPUIIAKTUKA HA HH®EKIIUU, IPUMUHEHMU OT
PECIITMPATOPHO-CUHLIMUTHAJIEH BUPYC (RSV) IIPU KBbPMAYETA C
XEMOAUHAMHNYHO 3HAYUMU BPOJIEHU CBPAEYHU MAJT®OPMALIUA
(BCM)

MKB konose: Q20.0; Q20.1; Q20.3; Q20.4; Q21.0; Q21.2;
Q21.4: Q22.6; Q23.0; Q25.0; Q25.1; Q25.5; Q26.2; Q26.3

Nudexknuure Ha ponaute auxartenHo nbruma (ML), npenusBukanu OT pecrmupaTopHO-
cuniutaasied Bupyc (RSV) ca mpusHaTH KaTo OCHOBEH PHCKOB (akTop 3a 0OJECTHOCT U
CMBPTHOCT IPH OIPENEIEHU TPy HEJIOHOCEHU, HOBOPOJAEHU U KbpMayeTara, B TOBa YUCIIO
Jela ¢ XeMOJHHAMUYHO 3HaYMMa BpoJcHa chpaeuna Mandopmarus (X3BCM). BCM ca Haii-
4ecTUTE BPOJEHU aHOManuu U cberasisaBar 0,8 — 1% ot )kuBOpoIeHUTE Jena.

Hegunuyusa: xemonmHamMu4yHo 3HaunmMa ¢ BCM, KOATO IIpOTHYa CBC CBHpPACYHA
HegocraTbuHocT (CH), Oenonpobna xupepronus (bX), aprepuasiHa XUNokceMHus W Hajara
e’ke[lHeBeH IpueM Ha JiekapcrBa. Te mpexacrasisBaT okoio 25 % or BCM. Karo
XEMOJUHAMHUYHO 3HAYUMU Morar ja ce u3aBsaT BCM oT BCHUKM Ipynu — ¢ JIIBO-/E€CEH LIBHT,
OOCTPYKTHBHH JIE3UU M KOMILJIEKCHU BPOJACHH KapAHUOJIATHH.

Ilamoguzuonocus: Hanuumero Ha NATOJOTMYHM KOMYHUKAIMM B ChPJCYHUTE KyXUHU H
roJ€MH CBJOBE, CTEHO3a WM JOPU ITBJIHO 3allylllBaHE Ha KJIAlld BOAAT 10 HApyIIECHUs Ha
06e101poOHOTO M CUCTEMHO KpbBOOOPBIIEHHE, 0OpEMEHsIBaHE Ha CHPJICYHUTE KaMepu U B
kpaifHa cmetka 10 CH u Hamanen ¢yHkuuonaneH pesepB. KomOuHanumsTa OT mojuiexania
ChpJieYHa MAaTOJIOTHsI, HE3psUIoCT Ha Oenus Apo0 ¢ OrpaHMyYeH pe3epB, KOMILJIEKCHUTE
B3aMMOOTHOUIEHHUs Chple-0s1 1pod u Hanuuuero Ha CH ca ocHoBara Ha paspassiBaliara ce
,0ypsi“, mpeausBukaHa oT RSV Oponxuonurta. KymynatuBuure edekTd Ha TUpEKTHATa
WHBa3us Ha BHUpYyca, 3a€HO C BTOPHUYHHUTE BB3MAJIUTEIHM IMPOMEHH B Oenure IpoOoBe
KoMipoMerupar mnauueHta ¢ BCM, koeTo uecTo BOAUM 1O HEBB3MOXKHOCT 3a IIBJIHO
BB3CTaHOBSIBAHE M BpbIIaHE B M3X0AHO HUBO. bX, TpynHoctute B oBinagsBaHe Ha CH u
MPOABJDKUTENIHATA MEXaHUYHA BEHTWIalMs, ycKkopeHu oT RSV, morat ga ornoxart, 3a0aBsT
WY TOBUILIAT pUCKAa OT YCIElHAa MallMaTUBHA WM pajuKaiHa omnepanus. MHOro ot te3u
3paBHU TpobiieMu Morar ja ObaaT M30erHaTd ¢ HAaBPEMEHHO CTapTHpaHa M aJieKBaTHO
nmposejeHa npopuiaakTuka Ha RSV undexnns.

Kpumepuu 3a cmapmupane na umynonpogunakmuxa

e Cwpneuna HegocrarbyHocT I — IV ¢pynkmonanen knac (PK) mo Ross

®K | Cummiromu

I ¢ Kppmadera- aCHMITOMHH

e [lo-romemu Aena- aCUMOTOMHU

I e KspMmayera — ymepeHo U3pa3eHa TaXUIHEs WK U3IOTSIBAHE IIPU XpaHEHE

e [lo-rosmemu nena — IUCIHES PU YCUIIUE

I e Kpbpmayera- u3pa3eHa TaxWITHES WM H3MOTABAHE MpPU XPAaHEHE; YIBIKEHO

BpPCMC Ha XpaHCHC U 3aIPpBIKKAa HA TCTJIOBCH MMPHUPACT
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e [lo-romemu Aca — u3pas€Ha JUCIHESA IIpHU YCUIIUEC

v e KbpmaueTa - TaxumHes, IbIIKAHE U yMOpPA B TTOKOM

e [lo-rosemu aeua - ymopa B OKOM

e HEONepUpaHW, YAaCTHMYHO oOmepupanu uiau omnepupanu ¢ BCM c xeMoIWHAMUYHO
3HAYUMH ,,0CTAThIN ", HAJIAramu (GapMaKoJIOTUIHO JICUCHUE
¢ (papMakoIOrHyUHO JIeYEHHUE HA ChPACYHA HEIOCTAThYHOCT
e ['pymnu maueHTu:
o JIABo-neceH IWBHT - OTHOIIEHHE Oenoapoben/cucreMer KpbBOTOK Hax 1,5: 1 u
6enopoOHa XUTEPTOHUS ChC CPEIHO HaisraHe B OejoapoOHaTa apTepus Hal
25 mm Hg
o Kommnekcan BCM - cpenno Hansirane B OenoapoOHaTa apTepus Haj 25 mm
Hg (He3anbikuTenen Kputepuid)
o OOCTpyKTUBHHU JIe3uH — TpaaueHt Haa S0 mm Hg
Jleuenue : HWmynonpodmnakrukara ¢ Palivizumab, flac. 50 mg, ATC: JF563,
MOHOKJIOHAJIHO aHTHUTSUIO Che crienuduuHo AeiicTBue cpemy RSV.
Jlo3upoBka 15 mg/kg IM eqHOKpaTHO MECEUHO.
[Tpunarat ce 5 arumukaruu B RSV ce3ona (0OkToMBpH — anpuin).
JleuenueTo Moxe J1a ObJe MPOIBIKEHO BTOPU CE30H MPH MPOBEIEH MBPBH CE30H, BH3PACT
o1 2 TOJIMHU ¥ TpriIaraie papMakoJIOTHYHO JICUCHHE MTPe3 MPEIXOIHUTE 6 Mecera.
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Pasznen VIII.
NHOAHTUIEH XEMAHIT'TOM

(D.18.0)

1. O6ma xapakTepucTuKa

Nudantunamsat xemanruoM (MX) e Haif-uecTust 1oOpOKadyecTBEH ChIOB TYMOpP B KbpMadyecKa
Bb3pacT. HesaBucumo OT mpezacraBata, 4ye ce OTHacid 3a JOOPOKAYeCTBEH TyMoOp, B
cnenuduuHu cutyaruu MX mMoxe 1a 3acTpaiiy )XK|BOTa, 1a JOBE/E 10 CEPUO3HU YCIOKHEHUS,
Jla OCTaBU TpailHU KOKHU MPOMEHH, J1a 00YCJIOBU TE€KKU MICUXOJIOTUYHU MTPOOJIEeMH 3a JETETO
Y CEMENCTBOTO U BJIOLIN KaY€CTBOTO HA KUBOT.

3a00I1BaHETO MMa XapaKTEPeH KIMHUYEH XOJI, Oessg3aH ¢ paHHa npoiudepanns U Bb3MOXKHA
CIIOHTaHHA HWHBOIYIMA, KaTo mpu 25-69% OT XEMaHTMOMHUTE OCTaBAT TPAaWHU KOXKHU
MIPOMEHU: TellaHTHeKTa3uu, puOpo3HO-MacTHA ThKaH, aTpOPUUHU MPOMEHH Ha KOXKaTa WU
IUKATPUKCH, aKO HE OBJAT JCKyBaHH CBOCBPEMEHHO. OrpOMHOTO KJIMHUYHO MHOT000pasue
MOCTaBsl KIWHUYHM UM TEPalNeBTUYHU TMpeau3BuKarencTBa. llpu ToyHa pauarHosa u
CBOEBpeMEHHO JieueHue B Hall 80% OT ciyyanTe HACThIIBA ITBIHO O3/IpaBsBaHE.

2. KpaTku o014 U eNuIeMHOJOTHYHH JAHHH

NX ce xapakrepu3upa chC crienuprUeH eCTECTBEH X0/ B TpH (a3u - Obp3a nponudepaTuBHa
¢aza, pa3a Ha ctabunuzanus u (aza Ha 6aBHa crioHTaHHa perpecus. B Hag 90% ot cnydante
WX numncea npu paxaaHeTo, MOsIBSABA Ce Hall-4eCTO Mpe3 IbPBUTE JIHU /10 3-Ta CEAMMUIIA Cle]l
ToBa. Haii-Obp30TO HapacTBaHe € MeXIy HIbpBM M BTOpH Mecel, noctura 80% ot
OKOHYATENHUS cU pa3Mep A0 3-Tu mecelr] U B 80% OT cllydanTe MPUKIIOYBA pacTexa Cu 10 5
Mmecell. Jlo 2-roaumiHa Bb3pacT ce HabioJaBa CTaOWIM3MpaHe, MOCIEIBAHO OT Bb3MOXKHA
MHBOJYLHS.

XeMaHruoMuTe ce pa3BUBaT NpuOIM3uTenHo npu 4-5 no 10% ot pomeHuTe B HOpMaHa
rectaiuoHHa Bb3pacT 1 10 30% ot HegoHOoceHuTe kbpMmadera. [Ipu okono 12 % ot ciayuyaute
ce Hajmara He3za0aBHa Tepamnus. l[IpeoOnmagaBa mpu MOMHYETa, HEAOHOCCHH M Jera OT
MHOTOIUIOAHa OpemeHHOCT. YecToTara HapacTBa NpHM HampelHala BB3pacT Ha MaiKara,
TUTAIICHTa MPEBUS WU Tipeekiamiicus. [Ipu paxpane Haii-dyecTo He ce 3a0ems3BaT MPOMEHH 110
koxkara. Moske u aa uma Manko Osuio metHo (herald spot), yepBeHO mMeTHO, €KXUMoO3a U
JIOKQJIM3UPAHU TEIICAHTHEKTa3UuH, 3a00MKOJICHH OT OsUI0 Xajo. XHWIO- WM XUIIEPIIHUTMEHTHA
MakyJa, mpeiecTpaila XeMaHruoMa, MOKe Jia ce HaOIto1aBa mpH pakaHeTo B okosio 50% ot
3aceTHATUTE JIEeTa.

3. Kpurepuu 3a nocraBsiHe Ha AMAarH03ara

Jlnarno3ata ce mocTaBs 0 KIIMHUYHU KPUTEPUU OT CHEIHAIUCT C OMHUT B JUATHOCTUIIUPAHETO
Ha XEMaHTMOM B KbpMauecka M paHHa JeTCKa BB3pAcT, Karo O0Opa3HU W3CIEIBAHUS
OOWKHOBEHO HE Ce HayiaraT, OCBEH KOraTo TS € HesiCHa, KOTaTo Ce IOJ03Upa acoIlHallns ChC
CHUH/IPOM WIIM TPU ChMHEHHE 3a yCIOXKHEHUs. [Ipu mapeHXMMHHU U IBIOOKO Pa3MOJIOKEHU
XEMaHTHOMH MOJKEe Jla ce Hayoxu u3BbpiiBane Ha AMP/Y3U na obnmactra miam anruorpadus
NX ce u3sBsABa KaTo €IHO WJIM HAKOJIKO TYMOPHH 0Opa3yBaHUs C pa3iIHyHa roJeMHHA, KOUTO
MPEAMICKIIMOHHO 3acsrar riiaBaTa W muaTa. B moBeueTo cimydan ca eguHudHd U B 10-25%
MHOXCCTBCHU. Te CC ITOosABsABAT HaI>'I"{CCTO 110 BpeMe Ha H’praTa NN BTOpaTa ceaMuliia oT
JKMBOTA, HO HE MO-KBbCHO OT 12-ceMUYHA Bb3PaCT.
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Haii-uectu ca xoxxuure X ¢ mpeauieKMOHHO pa3nosioxeHue no rinasara u musata (60%),
Ts110TO (25%) u kpaitaunmTe (15%). OcBen mo koxkata X morar na ce pa3BusT B 4epeH Apo0,
racCTPOMHTECTUHANICH TPAaKT, JIAPUHKC, LIEHTpaJHAa HEPBHA CHCTEMa, TUMYC, ClIe3Ka, MUKOYEH
Mexyp, Os1 apo0, TUMQHH BB3JIM T.€ HaBCAKb/E 1Mo TsuioTo. Criopen avnbdounnara cu, MX ce
paszensaT Ha MOBbPXHOCTHH, ABJOOKH M cMeceHH. [lopppxHOCTHUTE XemaHTHOMH, S50-60%
or Bcuuku WX, mpeacTaBisBaT SPKO-YEPBEHW, HAJWTHATU IUJIAKM WM HOAYJIH, YECTO C
no0ynupaHa MoBbpXHOCT ¢ pasmep 1 no 25 cm [Ibnbokute xemanruomu (15%) ca mabTHH
oOpa3yBaHMsI C HESICHM TpaHMIM, CHHKAaB OTTEHbK M HEMpPOMEHEHa Ha/Jiekalla KoKa.
[TosiBAiBaT ce MO-KbCHO — MEXKAY MBPBUS U TPETHS Mecel oT paxjaaHero. Ilpu cmecenute
xemanruomu (25-35%) wMa HanmMYuMe KaKTO Ha TIOBBPXHOCTHA, Taka W Ha JIHJIOOKA
koMroHeHTa. HaGmronaBa ce noOpe oTrpaHMueHa 4YepBeHA IIEHTpalHa 30HA, 3a00MKOJIEHA OT
[10-pa3isiTa CHHKAaBO OLIBETEHA JIE3USl.

4. IndepeHnnaana 1uarnosa

PasrpannyaBaHeTo Ha BAacKyJapHUTE TYMOPH OT BacKyJIapHUTE MajapopMaluu ce MpaBd BH3
OCHOBa Ha 3 KpHUTEpHsl — BpEeME Ha I0sBa, CIIOCOOHOCT 3a pa3pacTBaHE M CKIOHHOCT KbM
perpecus. [Ipu HeoOxomumocT, audepeHIIMPaHEeTO OT APYTHd CHIOBH TyMOPH CE TIPaBH C
B3eMaHe Ha OWorcus ¥ MapkupaHe cbe crenuduunus 3a UX mapkep GLUT-1, kato To3m
MOJXO/ C€ TpWiara psAaKo NOpaad pHcKa OT KbpBEHE M 0O0JKa, OCOOCHO NpPU MAaCHBHH
XeMaHTHoMH. YecTo ce Hajara B JMArHOCTHYHUS M TEPAIEBTUYCH IPOIEC JIa CE BKIOYU
MUJITHIUCIUIUIMHAPEH €KW C JepMaTojior, IeauaThbp, HEOHATOJOT, IETCKU KapIuoJIoT,
o(ranMoIior, OTOPUHOIAPUHTOJIOT U P, B 3aBHCUMOCT OT JIOKQJIM3ALUATA U THIIA XEMaHTHOM.

Backynapuute Mandopmaiiuu, 3a pa3iuka OT BaCKyJIapHUTE TYMOPU Bb3HUKBAT B PE3yaATaT Ha
MOP(OTEHETUYHN TPEIIKH B 00pa3yBaHETO Ha KPBHBOHOCHHUTE CHAOBE. 1€ ca HalWIe Mpu
paxIaHeTo, He Tmpodudepupar U HIMAT CKIOHHOCT KbM perpecus. BackymapHurte Tymopu ce
pa3BHUBaT ciejl paXkJaHeTo, MUHABaT Ipe3 npoiudepaTuBHa (asza, KOATO C€ IMOCIEIBa OT
cTabuan3anus ¥ eBeHTYaIHO 00OpaTHO pa3BHUTHE.

5. JlekapcTBeHa Tepanus

[IbpBa nuuusa: CeriacHo npenopbkure Ha EBponeiickata excnepTHa rpymna, MHOMXECTBO
€BPONEHCKH KOHCEPCYCH, OBJITAPCKU U AMEPUKAHCKH KOHCEHCYC, MEPOPATHUAT IPONPAHOIOIN
€ JIeKapCTBO Ha I'bPBU U300p 3a Tepanus Ha HHPAHTUIHA XeMaHTHOMH IIPU KbpMadeTa.

EnuncTBEeHaTa pa3peliieHa o MeHTpaIu3upaHa mporeaypa 3a ynorpeda CUCTEMHA Tepanus Ha
X ot FDA u EMA e Propranolol 3,75 mg/ml nepopanen pazrsop (CG833). 1 ml ot pa3tBopa
chabpika 4,28 mg MpOMpaHOIONOB XUIPOXJIOPU, EKBUBAICHTEH Ha 3,75 mg mpoIpaHoIon
(propranolol) 6a3a.

HpOHpaHOJ'IOJ'I MEpOpaJICH pa3TBOpP € IMOKA3aH 3a JICUCHUC Ha HpOJ'II/I(I)CpaTI/IBCH XCMaHI'nioM B
ACTCKa Bb3pacCT, U3UCKBAIl CUCTEMHO JICUHCHUC!

® XCMAHIMOM, 3acCTpaliaBalll )KUBOTa UJIN (bYHKI_[I/II/ITe;
e yIIEpHUpall XeMaHTHOM ¢ OOJIKa W/WJK JIUIICA Ha OTrOBOP NMPU OOMKHOBEHHM TPHXKHU 32
paHara;

® XEMaHTHOM C PUCK OT IOCTOSHHU Oene3u nin 00e300pa3siBaHe.

Jleuenuero TpsOBa J1a ce 3aMoyHe MPH KbpMayeTa Ha Bb3pacT OT 5 CeAMHUILIM /10 5 Mecera.
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JledeHuero ¢ mepopasieH MPOMPAHOIO] BOMU JO HaMalsBaHE TEXKECTTa HA CHMIITOMHUTE,
HOHO6pHBaHe Ha Ka4€CTBOTO Ha XHUBOT Ha MNAIUMCHTUTC, HaMa/IsIBAHC Ha 6peMeT0 Ha
MICUXOJIOTHYECKUTE ePEeKTH BBPXY JCTETO M POAUTEIUTE, HaMasiBAHE HA YCIOKHCHUATA U
orpaHuYaBaHe Ha HEOOXOAMMOCTTA OT OOJIHUYHO JICUCHHUE, U B [TO-TOJISIMATa YacT OT CIIy4anuTe
70 W30ArBaHE HAa OINEpaTHBHA Hameca M Ja3epHO JICYCHHE 3a OTCTpaHSIBaHE Ha BUIMMH
neQeKTH.

3a crapTupaHe Ha JIEKAPCTBEHA TEpAIUs MPOMPAHOIION, OMpeaeany (HakTopu ca Bh3pacTra
Ha jgerero, (ha3ara Ha pa3BUTHE, Pa3MEPbhT U PA3MONIOKCHHETO HA JIE3UsATA, TEKECTTa Ha
YCIIOKHEHUATA U HEOOXOAMMOCTTa OT CICIIHA WHTEPBEHIMS, KAaKTO M TOTCHIMATHUTE
HEXKEJIaHU TICHMXOJIOTUYECKH €(PEeKTH M ICUXOCOIHMaHu TmocheactBus. Kepmaderata ¢ UX
MOJIe)KAT Ha aKTUBHO MpociensBaHe (IpoMsiHa B pa3MepuTe, hopmara, IOBbPXHOCTTA, I[BETa
Ha XEMaHTHOMa), KaTo MOCEIIEHUATA TMIPU JIMUEH JICKAp Ca 3aJAb/DKUTEIIHH HAM-MaJKO €JIUH
I'BT MECEYHO WJIM MO-YECTO MPU HAPACTBAHE HAa pa3MEpUTE WIM pa3s3BsBaHe Ha Tymopa. [Ipu
Obp3 © HCKOHTPOJEPYEeM pacTeX, KakKTo W TMPH XEMAaHTHOMH C  YJIepaus,
YKUBOTO3acTpalllaBalia JOoKaIu3anus, AETeTO CE HacoYBa HE3a0aBHO KbM EKCIIEPT, C OIUT B
JTUArHoCTUKaTa U JieueHuero Ha X 3a He3zabaBHO crapTupaHe Ha Tepamnud. [Ipenopbuntento
€ MpU BB3MOXKHOCT (JOTOIOKYMEHTUPAHE HA JIE3UsTA.

IIpoTuBomOKa3aHus 3a JICYEHHE C MPONPAHOJION Ca acTMa M aHaMHe3a 3a OpOHXOCIMa3bM,
CbpJiIeYHa 4YecToTa M apTepuaHO HajsAraHe I1oj Hopmara 3a Bb3pacrra (Tabmn.l);
NPEeXIEBPEMEHHO POJICHH KbpMaueTa, 3a KOUTO KOPHUTHpaHaTa BB3PACT 5 CEAMUIM HE €
AOCTHUIHATa, KbpMau€Ta Ha CCTCCTBCHO XPaHCHC, IMPU KOUTO MaMKkara npueMa JICKapCTBCHU
NPOAYKTH, IPOTUBOIIOKA3aHU 3a JICUEHUE C MPOMNPAHOJIOJI, HAJIWYME Ha YEpHOJPOOHO,
OBOpevYHO WM CHpPACYHO 3a00IIsIBaHE, aleprusi KbM HSIKOS OT CHhCTaBKHTE Ha Tperapara,
CKJIOHHOCT KbM XMITOTJIMKEMUSI.

Ta6n.l. MUHUMAITHA CTOMHOCTH Ha ChbpAc€UHa YE€CTOTA U apTCPUAITHO HAJISATAHE

Bw3pact (Mecera) 0-3 3-6 6-12
Cwpnaeuna yecrota (yI/MuH) 100 90 80
Aprepuanno Hansrane (mmHg) 60/45 70/50 80/55

[Ipennasau Mepku mpenu BbBeIaHe Mmoja obma anectesus: [Ipunaranero Ha Oerta-Omokepu
e JoBele A0 oTciaabBaHe Ha pediiekcHaTa TaxXWUKapAWs U MOBHIIEH PUCK OT XHIOTOHHSI.
AHecTe3uoNIorsT TPsAOBa 1a OblIe MpeayNpeaeH 3a (pakTa, 4e JeTeTo ce eKyBa ¢ OeTa-0mokep.

Koraro nerero mojjiexu Ha IUIaHUpaHa oOlepalus, JiedeHueTo ¢ Oeta-Giokepu TpsOBa n1a ce
IIPEYCTaHOBH Hali-MaJIko 48 yaca mpeau npoueaypara.

ba3oBu 1adopaTopHu u3ciaeaBaHuUs [IPEIN CTaPTUPAHE HA JICYEHUETO LENAT N3KIIIOUYBAHE Ha
XUMOMIMKEMHUSI, YepHOIPOOHO, OBOpPEYHO yBpeXkAaHe, aHEeMHs] U Bb3MNAIUTETHA aKTHUBHOCT
(ITKK, OKK, xpeBHa 3axap, ASAT, ALAT, kpearunus, ypes). [lo mpereHka ce U3BbpLIBAT
JOMBIHUTETHN MHCTpyMeHTanHu u3ciensanus — EKI, Exokapauorpadus, exorpadus Ha
MO3bK U yepeH apod, MPT u np.

OT ChIECTBEHO 3HAUCHHME 3a aJanTHpaHe Ha OpraHW3Ma KbM Iperapara ¥ HaMalliBaHE Ha
pHICKa OT HeXXEJIaHW PEeaKIMy ca THTPHPaHe Ha J103aTa U MOHUTOPHUPaHe Ha eeKTa.

Jledenunero ¢ IIpOoIpaHoJIOJd C€ 3arnodyBa OT JICKapH, CHEHHAIMCTH C OIUT B

JTMAarHOCTUIIMPAHETO, JieueHneTo U kKouTpoJa Ha UX. [IpoBexaa ce B KIIMHMYHA OOCTaHOBKA, C
BB3MOXXHOCTH 3a MOHHUTOpPUpAHE, W CTPYKTYpH, B KOSTO HMMa MOAXOIAIIN JIEKAPCTBEHU
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NPOJIYKTH 3a OBJIAJSBAHC HA HEXEJaHW PEaKIMH, BKIIOYUTEIHO M 3acTpaliaBalld XHBOTA.
ToBa He m3kImouBa aMmOynaTopHa 0a3a, oOopyaBaHa M KBaTu(UIMpaHA TO OTHOIIECHUE HA
0€30MacHOCT W He3a0aBHU pEakiMk B CIy4all Ha [OsSBa HA HEXKEIAHO CHOWTHE H I10-
CIICHUAJIHO Ha ChbPACYHO-CHAOBHU MHIHUJICHTH. XOCHI/ITaJII/I?)aHI/IH IIpU 3aI104YBaHC HA JICYCHUCTO
ce TpernopbyuBa MpH Jella, POJACHH HA TEPMHH, HA BH3pACT MOJ 8 CEAMHIIH;, HEIOHOCEHH C
KOpUTHpaHa BB3pPACT MMOA & ceaMHIM; BCHYKM Oebera ¢ HEMOCPEACTBEH pPHUCK OT
’KHBOTO3acTpamiaBail (CyOrJIOTHCEH) XEeMaHTHoM; Jiella ¢ KOMOPOHWIHOCT, 3acsraiia
ChPIICUHO-ChIOBaTa CHCTEMa, JUXaTeJIHAaTa CUCTEMa WM HapyIICHEH KPbBHO-3aXapeH
npoduII; aena, OTIISKIAIIH CE B JIOIIH COLUATHH YCITOBUSL.

I[03I/Ip0BKa H HAYHUH HAa IPUIOKCHUE

Jleuenuero ¢ IIpOoIIpaHoJIod C€ IPOBCXKIAA OT JICKapu CIHCOUAIMCTH C OIIMT B
ANArHoCTUIHUPAHETO, JICUCHHUETO U KOHTPOJIa BbPXY XEMAHI'MOMUTE B AC€CTCKA BB3PAacCT.

Havannata mgo3a e 1 m@/KQ/mHeBHO ¢ TIOCTCIIEHHO I[OKaYyBaHE B 3aBUCHMOCT OT
WHIUBHIyaJTHATa MMOHOCHMOCT JO JOCTHUraHe Ha TapreTHata [103a 3 mg/kg/nueBHo.
CrapTupaHe Ha JICYEHHETO, THTPUPAHE HA J03aTa C MOHUTOPUpPAHE Ha ChpJEYHATa 4eCTOTa U
apTepUATHOTO HaJIAraHe B PAMKHUTE Ha 2 yaca ce MpOoBeKIar Ha 1-Bu, 7-mMu u 14-TH JieH, clies
TOBa BEIHBK MECEUYHO. BIIOCIEICTBHE JICYCHHETO CC MPOBEXKIA B JOMAIIHH YCIOBHUS 32
nepuoJt oT 6 Mecena. JleueHneTo ce npuiiara 2 bTH JHEBHO ¢ MUHEMAJIEH MHTEPBAI OT 9 yaca
MCXKAY OTACITHUTC IIPUCMHU.

B®B (azara Ha TUTpUpaHe BCAKO YBEIMYEHHWE Ha Jo03aTa TpsAOBa Ja c€ KOHTPOJIUpA H
Ha0J/o/1aBa OT JieKap IpPH CHIIUTE YCIOBHUS, KAKTO MpHU IPHIAraHeTo Ha IbpBOHAyYalHATa
no3a. Cnen (azara Ha TUTpUpaHE J]03aTa C€ KOPUTUPA OT JIeKaps B 3aBUCUMOCT OT IIPOMEHUTE
B TEMIOTO Ha JieTeTo. KimHu4YHO Habo/ieHne Ha ChbCTOSHUETO Ha JIETETO U KOPUTHpaHEe Ha
7103aTa ce IPaBU Hall-MaJIKO BEJHBK MECEUHO.

[TukoBHAT epeKT Ha MPONPAHOJIOT BEPXY ChPAEYHATA YeCTOTA U APTEPHATHOTO HAJIATaHe
ce mony4asa 1-3 dyaca ciex mpuema Ha HadayiHaTa Ao3a. [lopaau ToBa Te3u mokasarenu ce
perucTpupar npeau npuemMa, Ha 1-Busi M Ha 2-pus 4ac cjel mbpBara Jo03a. ToBa ce npaBu
U TIpU BCSIKO MOCTIEABAILO MTOBUIIaBaHe Ha fo3aTa. CTOWHOCTH MO-HUCKU OT MUHUMAJHUTE 32
naneHara Bb3pacT WM cnax ¢ 30% oT U3XOJHUTE CTOMHOCTH, HajaraT KOHCYJITAlus ¢ JETCKU
Kap/iuoJIOr.

3a 1a ce u30€erue pucka OT XMIOTIIMKEMHUs, IPOIPAHOJION TPSOBaA J1a ce Mpuiara no BpemMe Ha
WJIM HEMOCPEACTBEHO e/l XPaHeHe.

IIpu nmenata ¢ octpo 3a0oisiBaHE, MPOTUYAIIO C OpPOHXOCIA3bM, HAMaJeH NpPUEM Ha XpaHa,
MOBPBILAHE WU AUAPHS, JEUCHHETO TPsAOBa BPEMEHHO Jia ce ciipe. Br3MOXXKHO € mpuiiaranero
Ha Oera-2 aroHUCTM M MHXAJaTOPHU KopTuKocTepounu. IloBTOpHOTO mpuiiarane Ha
IIPOIPAHOJIO MOXKE Ja 3all04YHE, KOTraTo JIETETO Ce € BBb3CTaHOBUIIO HAIIBIHO; B ClIydadl Ha
peLuanB, JeUeHneTo TPsIOBa 1a ce MPeyCTaHOBH OKOHYATEIHO.

[IpoabmKUTEIHOCTTa Ha JICUEHHWETO 3aBUCH OT TepamneBTH4YHUsA edekT. Haif-3HauuTtenHo
nmooOpeHue OT MPOMpPaHoIIoN ce HabmogaBa 3-4 Mecelia ciie]] 3arouBaHe Ha TepanusaTa. 3a 1a
ce u3berHe penuauB, TpssOBa Aa ce mokpue mnpoiudepatuBHara ¢aza. [locaegHara
OOMKHOBEHO JIOCTUTA CBOSI MAKCHMYM IIpE3 METHsi MECEIl ¥ MOXe Jia mpoasnku jo 8"'-12™
Mmecen]. CpenHaTa IpOABKUTEIHOCT HA JICYEHUETO € 6 Mecella ¢ Bb3MOXKHOCT 32 yJIbJKaBaHe
3a omie 6 Mecema mpu JUINCAa Ha O4YakBaHWsS ePeKT uiau peuuauB. [Ipum manka dact oT
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MAaMCHTUTE, IIOKa3Balllkl PEHUJIWB Ha CHMIITOMHUTE CJICH IPEKpaTsdBaHC Ha JCYCHHUETO,
JICHCHHUETO MOXKE a CC 3alI0YHC OTHOBO IIPpH CBIIHUTEC YCJIOBHA CHC 3aJOBOJIUTCIICH OTI'OBODP.

Kpurepun 3a onenka Ha e)eKTHBHOCTTA

VYcenexsT Ha JICUCHUETO €€ ONpPEAess KaTo IMBIHO WM MOYTH IBJIHO M34e3BaHE HA ILIEJIEBUS
XEMaHTHOM, KOWTO € OLEHEH 4Ype3 3acieleH IeHTPATU3UpaHUd HE3aBUCHMHU OICHKH,
HalpaBeHU BH3 OCHOBA HAa CHUMKHM Ha 24-Ta ceIMHIa IpPU JIMICA HAa HPEXKICBPEMEHHO
npekparsBade Ha JiedeHuero. IIpu okono 20% ce Hanara npoBeXJaHe Ha BTOpPU Kypc Ha
JICYCHHE.
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Pazpen IX.
APTEPUAJIHA XUITEPTOHMUSI

MKB konose: | 10; 115.0; 115.1; 115.2; Q25.1

Aptepuannara xunepronus (AX) e Bojela IPpUUKMHA 32 CBBP3aHUTE ChC ChPAECUYHO-CH0BATA
crcremMa 00JIECTHOCT U CMBPTHOCT IIPH Bb3pacTHU. B kbpMmauecka M paHHA J€TCKa Bb3pacT Ts
€ TUIMYEH CUMIOTOM Ha OBOpPEYHO, CHPAEYHO WM EHAOKPHUHHO 3aboisiBaHe. B mo-kbcHa
BB3pacT Ha mpeneH miuad uinu3a nbpBuyHata AX (ITAX), chbueraHa yecTo C MOJOKHUTEIHA
¢damuiHa aHaMHe3a M HagHOpMeHo Terjio. Yectotara Ha AX B JeTcKa Bb3pacT € 0kojo 5%.
Ennpemuonornynu npoyyBaHus noka3par HapactBaHe Ha [IAX B mocneaBure qeceTuisieTus u
TOBA CE CBBP3Ba C CMUIAEMHUATA OT 3aTIBCTIBAHE.

1. dedpunuums

AX mpu nena u IOHOIIM ce KIacH(HIupa choOpa3HO CTOWHOCTUTE Ha m3MepeHoTo AH ot
MEPCEHTUIIHN TaOIHIM, pa3paboTeHn Ha 0asza 1oJI, Bh3pacT U pbeT (mpuioxkenue 1 u 2). B
CbBpeMeHHaTa kiacupukamus 3a AX CTOMHOCTHTE 3a IOHOIM Hax 16-roammiHa BB3pacT
CHOTBETCTBAT Ha TE€3H MPH Bb3pacTHU (Tadi1. 4).

Tabn. 4. Knacudukanus Ha apTepuaJlHOTO HaJIsITaHEe TPU Jella U FOHOIIN

KaTeropust 0-15 roguan Han 16 roguun
CAH w/umn IAH (nepcenTrim) CAH w/wmu IAH (mm Hg)

HopmaisiHo <90 <130/85
Brcoko HOpMaTHO >90 1o <95 130-139/85-89
ApTepuaiiHa XUATIEPTOHHS > 95 > 140/90
I crenen xuneproHus 95-99 + 5 mm Hg 140-159/90-99
Il ctenen xunepToHus > 99 + 5 mm Hg 160-179/100-109
W3onupana cucronna xunepronus | CAH> 95 u JJAH < 90 > 140/< 90

2. ETnoJiorust Ha AX B 1eTCKa Bb3pacT

AX ce kareropusupa kato [IAX wnm eceHuuMaiHa, KOraTo JUIICBA YCTAaHOBMMA IPUYHMHA U
BropuuHa AX (BAX), npu nmojiexaia npuunHa 3a nosumenoto AH. ITAX e monacrosmiem
Hali-uectaTa mnpuuMHa 3a AX TMpu IOHOUIM W MJIAAM BB3pacTHU. Ts OOMKHOBEHO €
nexocrenenHa (I creneH) u e chueTaHa ¢ MO3UTHBHA (JaMHUIIHA aHAMHE3a M HAJHOPMEHO TETJIO.
BAX tpsibBa na ce mma mpen BUA B paHHA JIeTCKa BB3pacT, npu nena ¢ Il cr AX u gena c
KJIMHUYHY JJAHHU, HACOYBAIIX KbM CUCTEMHO 3a00JI1BaHe, ChUETaHO C XUIIEPTOHHUSL.

3. Kiimnn4Ha u3siBa

Haii-yecto AX B JeTcka Bb3pacT MpOTHYA ACUMIOTOMHO. B mo-penku ciiydan ca Haimuue
riaBoOoJue, 3amMaiiBaHe, eMUCTaKCUC, 3aTPY/IHEHUS B KOHLIEHTPAIMsl 1 BHUMaHUE WU LIyM B
yimure. JlnarHocTuyHaTa OlleHKa 11eJd OTKpHBaHe Ha BTopruHa AX, puckoBu ¢akropu 3a AX,
MpU3HALM 32 yBpena Ha TapreTHU opraHu. lIpernusHara quarHosza ce OCHOBaBa Ha MOJPOOHH
aHamMHe3a M (PU3MKAJIHO HW3CJe/ABaHE, KaKTO U M3I0JI3BaHE Ha MaKeTH OT JIabopaTOpHU H
MHCTPYMEHTAJIHU U3CJICIBAHHUSA.

4. AuropurbMbT 3a NOBeJeHHe W IpociaeasiBaHe npu jgere ¢ AX € B 3aBUCHUMOCT OT
n3MepeHuTe croinoctyd Ha AH u e mokasano Ha ¢wur. 4.
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Namepeane Ha AH n BUCOYMHA W H3YuCneHnne Ha TM
onpegensHe Ha KaTeropusTa Ab-r cbobpasHo BL3PacT, NON U BUCOYUHA

!

AX |l crenex

BOMBN=ITENHE ANArHOCTIG
BKN. OUEHK3 K3 YEPEA3 K3
TIprETER Trsw

NEPEMYKE NNY BTORIIRE AX

!

HICONESHE KBM CNEYNanncT
{neTcen capawonor)

!

AX | crenex

NOBTOPHO Mawepeare wa AH
TPPXPSTHO j'rpv Ev3rTy

! }

NPEXANEPTONNA HOPMANHO
AH

!

2 95 nepoesTan

;

SOMBNHITENHE ANar=OCTIG
BEN. OUEHES H3 YEPRLE H3

wexay 90 - 95 nepocesTin
rnn wag 120/80 mm Hg

'

l v

NPENOPaKa 33 NPOMAKE B H3UNHa =3

TapreTHy Oprasn XNBOT (ANeTa, PN3. FETHEHOCT)

l

wopuanex MTM  =aa=opweso Termno v 90 - 95
l l Bropwaxa AX Meperasa AX nepoEHTN KN K3a
l 1 120/80 mm Hg l

nEendp®La 33 NPOMAKX3E B
=3Sr=3 Xneov

< 90 nepocasTin

MELVKAMENTOIHE pEeQYyKYNA =a Terno

Tepannr VELVEIVe=TOI=3
NPeANNCIsNA,
Tepanna

HACOUEHN CBM
CRePINI=3Ta NPIIN=3

"
ofyuerpe »a

POETODHO VIWEDESIHE M3 ~aysicTeoTo B

AHcnen 8 lueee'-ia 3apasocnoses

33 AX l HIUNE B3 XNEOT
wopuanes MTM =azwopweno OOCBXIANE =3 ZONBNHATENSS
2 95 nepoexTan TRrno AVATHOCTIKE 33 OUBHEA +3 YBpeaa
=3 TIpreTHy oprasw ocobeso npw
PEoYCR =3 HIAR=OPWERO no
TErNOTO l
AH soB wopuanes VT  =agwopweso Terno
2 95 nepcexTan l
l NPeNOPLLa 33 pefyxuyns
v =3 TEernoTo

MearcawesToIxa Tepanea I

MOHATODMPANE =3 AH =3
soecr © weceys

@ur. 4. AnropuThM Ha NOBEJIEHUE TIPU JIETE C apTepHaliHa XUIIEPTOHUS

TepaneBTuuHusaT moaxoa kbM AX B JIeTCKa BB3pacT BKIOYBA HE(PapMaKOJOTUYHO U
(dbapmakonornyHo JedeHue. PerneHnero 3a ToBa Kora Ja ce 3amo4yHe (apMakoIOTHYHO
JIeYeHHEe 3aBUCH OT cToMHocTUTEe HA AH, Tunma AX, 7aHHWTE 3a yBpeaa Ha TapreTHU OPTaHu U
B CIICIIHUTE U HEOTJIOKHH ChCTOSHUS ( ur. 5)
5. llex1 Ha neuyenuero npu nena ¢ AX (3a opucHHU, JOMATHU U 24-4aCOBU M3MEpPBaHUS Ha
AH) e Hopmanuzupane nHa AH. [IpenopbryBar ce cClieTHUTE MEPCEHTHIIHU CTOWHOCTH:

* OO6mro 3a genara ¢ AX

o AH -uen <95 nepceHTnn
< 90 mepceHTH (ONITUMAITHO)
» 3axapen guabet [ u II Tun

o AH-—uen <90 nepceHTHN
< 75 nepcentun npu nena ¢ Xb3 6e3 nmporenHypust
< 50 nepcenTun npu zneua ¢ Xb3 ¢ nporenHypus
* Jlena ¢ Xb3
o AH-—uen <75 nepcenTu npu aeua 06e3 mpoTeuHypust

< 50 mepceHTII pHU Jielia ¢ NPOTEUHYPHUS
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Bucoko nHopmanno AH XunepToHust CrenH1/HeOTII0KHHA ChCTOSHUS

|

v

EnHo nnu noseye ot cnegHuTe
CbCTOSAHMA
CumMmnTomMaTu4yHa
BTopuyHa
YBpena Ha TapreTHu opraHm
3axapeH anabet

He . aa

|

HedapmakonornyHo nedeHune dapmakonornyHo nevyeHue

@ur. 5. Kora ga ce craptupa apmakonoruyno neuenue. [lepcuctupamiara AX, He3aBUCUMO
OT IPUIIOKEHOTO He(hapMaKOJIOTUYHO JICUCHUE, HAJIara CTapTHpPaHe Ha JIEKapCTBEHA TEPaIus

6. Hepapmakos10ru4Ho JeyeHune (II0Ka3aHO NMPH BCUUKM NanueHTH ¢ AX); TO € JiedeHne Ha
nbpBU U300p ¢ aeua u roHomm ¢ [TAX I cremen B mbpBuUTE 6 Mecena ciell NMOCTaBSHE Ha
JUarLo3ara.

6.1. O61mm npenopbku

[IpoMeHu B HauMHa Ha XHUBOT ((pU3MUECKa aKTUBHOCT U JUETA), MPUCIOCOOEHU KBM
XapaKTEepUCTUKUTE Ha NHAUBUAA U CEMENCTBOTO

BxirouBase B mpoleca Ha IsZIOTO CEMEUCTBO

HacbpuaBane Ha cpena 6€3 TIOTIOHEB AWM IIPE3 LENNs KUBOT

OcurypsiBane Ha 00pa30oBaTeHU U O0YUUTEIHU MaTepUaIu

IlocTaBsiHE Ha PEATMCTUYHHU LENH

6.2. Lean
6.2.1. Unnekc tenecna maca (UTM)

NTM < 85 mepcentm: nogabpkane Ha ITM 3a npenna3zBaHe OT HATHOPMEHO TETII0
HUTM 85-95 mepcenTumn: morbpaHe Ha TETI0TO (IMO-MaJKU JIela) WA MOCTETICHHO
HamalsiBaHe Ha TerJIoTo (oHoIn) 3a HamansBaHe Ha U'TM < 85 nepcenTun

UTM > 95 nepcenTui: mocreneHHa 3aryoa Ha terio (1-2 kr/mecen) 3a MOCTUTaHE Ha
CTOMHOCT < 85 mepceHTH

6.2.2. ®usznuecka aKTUBHOCT

Jlema 1 Mianexu Ha BB3pacT 5-17 roguHu TpsOBa na uMar Qu3ndecka akKTUBHOCT C
YMEPEH 10 CUJIEH MHTEH3UTET Hall-Manko 60 MUHYTH JHEBHO;

BpeMeTpaeHe HaJ 60 MUHYTH OCUTYpsIBa IOI'BJIHUTEIIHH 3PaBHU MOJ3H;

[To-ronsimaTa yact oT pu3HMYecKaTa akTUBHOCT TPSIOBA J1a € aepoOHa;

N36srBaHe akTUBHOCTH B CETHAJIO MOJIOKEHHE TOBEYE OT 2 yaca JHEBHO;
OrpannuaBaHe Ha CBCTE3aTEIHUTE CIOPTOBE caMO Npu HekoHTponupaHa AX I
CTETIEH.

6.2.3. luera
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DASH (Dietary Approach to Stop Hypertension): orpannuyaBane Ha MecO, Ma3HHHH,
XOJIECTEPOJI, HACHTEHH Ma3HHUHM, COJI, Ta3WpaHW HAIUTKH, BHCOKO KOJHYECTBO
NPOTEHHH, puba, TOMAIIHK MTHIH, TBIHO3ZBPHECTH XpaHW, (GHOPH, KaIHii, KaJIuii,
MAarHe3uii; IoI0BE, 3EJIECHYYLIH.

OrpaHnyaBaHe pueMa Ha COJL.

7. ®apMaKoJIOTHYHO Je4YeHHe TpsOBa Ja ce 3alovHe MpU JIMICA HA JIOCTUTAHE MCKAHUTE
HuBa Ha 1 cemmuma (II cremen AX), 3 mecen (I cremen AX) wmm 6 mecena (BHCOKO
HopmanHo AH) ot mpunaranoTo HeGapMaKoJIOTHYHO JICUCHHE.

Kitacose nexapcTBeHH POAYKTH:

MHXUOMTOpU Ha aHrMoTeH3uH KoHBepTupaumwms eH3uM (ACE) um aHruoreHsuH
peuentopuu 6nokepu (APB)

bera 6:10kepu (bb)

AHTaroHucTH Ha KanueBuTe kaHanu (KA)

Huypetuun

Anda 1 peenTopHr aHTArOHUCTH

Lentpannu anda 2 penenTopHu arOHUCTH
Bazoaunararopu

JlekapcTBeHM NPOAYKTH HA MbPBH U300P:

ACE - captopril, enelepril, lisinopril

APB — candesartan, losartan, valsartan

KA - amlodipine

bb - atenolol, metoprolol, propranolol

JlekapcTBeHM NPOAYKTH HA BTOPHU U300p/KOMOMHUPaHA Tepanus
Huyperuiu- furosemide, spironolactone

Anda | perienTopHH aHTArOHUCTH- Prazosine

LlenTpanuu anda 2 peuentopuu aronuctu - Clonidine
Bazomunararopu — minoxidil

>

GmMmO O w

CrnenuduuHuTe NMpaBuia 3a CTapTUpaHE HA TepanusATa U MPEernopbuBaHU MaKCHUMAaJIHH HHBA,
KaKTO U MMOKa3aHMs/TPOTUBOIIOKA3aHU 3a U3II0JI3BaHE Ha JIEKApCTBEHU MPOIYKTH OT pa3IudHU
KJIacOBE ca MpeJCTaBeHU Ha Talia. 5 u 6.
KomOuHMpaHe Ha aHTHUXCMHUPTECH3UBHU JIEKapCTBEHH NponykTd (dur. 6)- komOuHHpar ce
IpernapaTy oT Pa3InyHU TPYIHU ¢ AOIbIBAIL ce edekT. [IpoaTuBonokazaHo € KOMOMHUpaHe Ha
Ha ACE u APb.
OCHOBHO IIPaBUJIO 32 KOMOMHMPAHEe HA AHTUXUIIEPTEH3NBHH JIEKAPCTBEHHU NPOAYKTH !
A+Bwm C+D
IIpu pe3ncTeHTHA XUNIEPTOHMS
A + C+ D + norspcu KOHCYITaUs

* [Ilpu nmoBumeHn peHMHOBU HUBa — Tepanus Ha mbpBU u300p — ACE/APB u Gera

Omokepu
» Ilpu cbcrosiHus Ha 00EMHO OOpEeMEHsABaHE — INYPETULIN U KAIIIUEBU aHTarOHUCTH
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Beta 6nokepu

Lpyru

AHTUXUNEePTEeH3NBHU

avypeTtuum

ARB 6nokepu

KanuueBu aHTaroHmcTu

ACE nHxubutopu

@ur. 6. [Ipenopbku 3a KOMOMHAIMS HAa AHTUXWUIIEPTEH3UBHU JIEKAPCTBEHU MPOIYKTH (B
3€JIEHO — TIpernopbhbYBaHa KOMOWHAIUS, MYHKTUP — BB3MOXKHA KOMOWHAIMS, B YEPBEHO-
KOMOMHAIIHS, KOATO HE Ce MPEerophUBa)

MpUHUMNK HA MeUKaMeHTO3Ha Tepanusa

Ctbnka 1

3ano4Hu ¢ npenopb4YaHaTa HavaliHa 03a Ha XenaHna meukaMeHT

v
AKO KOHTponbT Ha AH He ce nocTurHe

Crtbnka 2

MaKcuMmariHarta gosa

MoBuwwn gosata oo gocTuraHe Ha xxenaHoto AH unu gocTuraHe Ha

l

AKO KOHTponbT Ha AH He ce nocTurHe

' Crtbnka 3

ﬂOGGBM BTOPU MeJUKaMeHT C AONMbITHUTENEeH MeXaHn3bM Ha JelcTBue

[OoCTUrHM Han-BucokaTa npenopb4BaHa Ao3a ako e HeobX0AMMO U KenaHo

AKo KOHTponbT Ha AH He ce nocTurHe

Ctbnka 4

OT pasfin4eH Knac

ﬂOGaBVI TpeTn MeUKamMeHT

Unun

HaCco4 KbM [EeTCKU He(prHOI'

Tabn. 5. AHTUXUTNIEPTEH3UBHU JIEKAPCTBEHH MTPOYKTH MPH JIella U FOHOLIU

Knac npemnapar [IpenopbruBana Makcamanna nHeBHa | IHTepBan Ha
JIEKapCTBEH JTHEBHA CTapTOBA J103a IpUeMaHe
MPOJYKT 71032

ACE Captopril 0,3 -0,5 mg/kg/noza | 6 mg/kg 2 — 3 bTH JH
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Enalapril 0,08 -0,6 mg/kg 6 mg/kg | BT AHEBHO
APB Candesartan 0,16 -0,5 mg/kg | BT AHEBHO
Losartan 0,7 mg/kg no 50 mg | 1,4 mg/kg no 100 mg | 1-2 mbTH AHEBHO
40-80 mg 1 eT THEBHO
Valsartan 0,4 mg/kg
Kanmuesu Amlodipine 0,25 -0,5 mg/kg 5-10 mg 1 BT THEBHO
aQHTarOHUCTH Nifedipine 0,06 -0,3 mg/kg 3 mg/kg o 120 mg 1-2 IbTH THEBHO
bera 6okepu | Atelolol 0,5 -1 mg/kg 2 mg/kg no 100 mg 2 | 1-2 mbTH AHEBHO
Metoprolol 0,5 -1 mg/kg mg/kg 1-2 IbTH THEBHO
Propranolol 1 mg/kg 4 mg/kg no 640 mg 2 -3 IbTH JHEBHO
Juyperuru Furosemide 0,5-2 mg/kg 6 mg/kg 1-2 IbTH IHEBHO
Spironolactone | 1 mg/kg 3,3 mg/kg 1o 100 mg | 1-2 mbTH AHEBHO
Lentpanau Clonidine 0,2 mg/kg 2,4 mg 2 I'BTU JHEBHO
anda aroHuCTH
[epudepuu Prazosin 0,05 - 0,1 mg/kg 0,5 mg/kg 3 IBTH AHEBHO
anda 6mokepu

[Ipenopwku 3a eueHue npu cnenuduaHu 3a00sIBaHNs/ ChCTOSHUS

br6peuna nHenocrarpuHocT: ACE wim APB (mpenorBpatsBa mpoTenHypus) c/6e3
IUYPYTUIH (JIEYeHHUE HA OTOIIH )
3atibctaBane, metabonuteH cuuapoMm, 3J[: ACE wmu APB (npu merabomutHO
no3utuBHU) unu KanuueBu antaronuctu (Heyrpainu). bera Gnoxkepu M TuazugHU
JUYPETHUIH J1a ce U30srBaT (MeTabO0IMTHO HEAKTUBHU )
Cwpneuna nepocrarbuHocT: ACE unu APB B kom6unanus ¢ bb u nuyperuim
Koapxkramus Ha aopTara: Xupyprusi Wik UHTEpBEHIMOHAIHO jedeHue. [lpu nunca Ha
pecTeHo3a ciell Xupyprusi, 6e3 cnenupuyHa npernopbka 3a JeKapCcTBEH IPOAYKT.
Murpena: bb wnm kanuueBu aHTarOHUCTU
OOCTpyKTIMS HA TOPHU IMXaTETHU MbTULIA: JIEYEHHUE Ha MOJyIeKallaTa IpuyuHa

Ta6un. 6. CnenuduaHu CHCTOSIHHS, TIPY KOUTO Ca MOKA3aH! MIIM ITPOTHBOIIOKA3aHH MperiapaTH
OT I'pyNH aHTUXUIIEPTEH3UBHHU IIpENapaTh

AHTUXENUPTEH3UBEH KJ1aC TMOKa3aHUS MIPOTUBOIIOKA3aAHUS

ACE u APB XpoHUYHO OBOPEUHO bunarenapna creHo3a Ha
3aboJsiBane O0pOpeunu aprepun *
3axapeH quadet CreHoza Ha Ob0OpedHa apTepus
MuxkpoanOyMuHypus Ha eIUHCTBEH OBOpeK™
[IepBruna AX npu HagHOPMEHO | XHIEPKATCMHES*
TETJI0 OpemenHoCT*

KannueBu aHTaroHucTu Cnen 6p0peuna Copaedna HeTOCTATHUYHOCT

TpaHCILJIaHTALHS
Murpena
Koapkranus Ha aopraTta
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bera 0Jsioxkepu

Koapxkranus Ha aoprara
Cppreyna HEOCTATBYHOCT
MHTpeHa

Bbponxuanna actma*
Juaber
ChcTesaresieH CropT

BpuMKkoBH IuypeTHIIH

CpprieyHa HEJOCTaTBbYHOCT

Kanuii cbxpansBamm XUIEPAITTOCTEPOHU3BM XponuyHa Ob0peyHa

AUYpeTHIH HEeAOCTaThuyHOCT™®
CwcTe3aTeneH cropt

HNuTpaBeHo3Hn JKuBorozacrpamasamu

Ba30/IWJIATATOPH CBHCTOSIHUS

* abCOOITHO MPOTHBONOKA3aHUE
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Pa3znesa X. XUIIEPTEH3UBHA KPU3A

Xunepren3uBHara kpu3a (XK) e BHesanmHo moBumaBane Ha AH. IIparsT € B 3aBUCHMOCT OT
nojaexamoTo cberosiue. XK ce n3sBsaBa KaTo HEOTJIOKHO WIN CIIEIIHO ChCTOSIHUE.

Xunepmensusna cnewnocm ¢ XK cbC chlecTByBallla WM 3aluialliBallla OpraHHa yBpeaa Ha
IIEHTpaJlHa HEPBHA CHUCTEeMa, OBOpelnH W/WIHM ChpJEYHO-ChI0Ba cucrteMa. JlepuHurusra Ha
CIICIIHOTO CHCTOSHHE 3aBUCH HE TOJKOBa OT abCOMIOTHOTO HHMBO Ha AH, KoIkoTOo OT
KIIMHUYHOTO CBCTOSIHUE, KAaTO CBHITBTCTBAIM EHIe(aionaTus, XEMOJUTUKO ypEeMHUYCH
CUHJIpPOM, CBCTOSIHHE clie[i ObOpeyHa WM ChpAE€YHA TPAHCIUIAHTALIMS, aHEBpU3Ma WIIH
JTUCEKalMsl Ha aoprata WM OpemMeHHOCcT. MHoro aBTopu mnpuemar, ye XK e Hamune npu
croiiHocT Ha AH nHan 20% ot rpanunute 3a AX Il creneH KoeTo ChbOTBETCTBA HA CHCTOJIHO
AH nan 178 mm Hg 3a nena gan 16-roaumiHa Bb3pacT.

Xunepmensuena neomnoxcnocm ¢ XK 0e3 yBpema wiM 3aruiamiBaiia yBpela Ha KpalHU
opranu. Ts TpsOBa na ce JexyBa Obp30, ChOOpa3HO MpenopbKHUTe 3a NoBeAcHue npu AX.
Mnuoro BepositHa € BAX, xoero Hamara 3aabiboueHu uscieaanus. Ciell yTOYHsIBaHE Ha
MPUYMHATA CE 3aI0YBa MEePOPaHO (GapMaKOJIOTUUHO JICYCHHE.

B nercka Bwv3pact XK e psako cbcTosiHue, XapakTtepHo 3a BAX. TunuyHu ChCTOSHUS,
npotryamy ¢ XK ca XeMOJIUTHKO-ypeMHYEH CHHAPOM, OCTpa ObOpeyHa HeI0oCTaThYHOCT,
U30CTpsIHE Ha BPOJIEHO OBOpedHO 3a0o0isiBaHEe, PEHOBACKYJIapHO 3a00siBaHe, €HJOKPUHEH
Tymop (peoxpomonurom, 6onect Ha Kon, bonect Ha Kpmmur u ap.) srporenust (06eMHO
oOpeMeHsBaHE), WHTOKCHUKalus, YyHoTpeba Ha 3a0paHeHH CcyOCTaHLMU, OpEeMEHHOCT,
EKJIAMIICHSI, WHCYJIT, TIOBUIICHO WHTPKPAHUATHO HAJsITaHe, IapaJoKcaiHa XUIEPTOHUS CIie]
orepaus 3a KOapKTallus Ha aopTara.

Tunuuna xkauHUYHA M3sBa Ha XK ca: HHCYNT; 3aryba Ha Ch3HaHHE, HapylIeHHE Ha MaMeTTa;
N€30pUEHTUPAHOCT; 3PUTEIIHU HApYLIEHMs; CIIENIOTa; OJUIo/aHypus; TpbaHa OO0JKa;
OemonpoOeH eieM; AMCEeKallis Ha a0pTaTa; eKIaMIICHS.

Jleuenue Ha XK ce wusBppmBa B JAETCKO HHTEH3MBHO OTHEleHHE. EQHOBpEMEHHO ¢
JUArHOCTUYHUTE TMpPOLEAYPH C€ OCHUTYpsSBaT IOCTOSHHO HAOMIOJeHNEe Ha JKU3HEHHTE
nokasareiau 1 AH u ce 3amousa jeuyeHue ¢ UHTPaBEHO3HU aHTUXUIIEPTEH3UBHU JIEKAPCTBEHU
MpPOAYKTH B TnocTosiHHa uHQYy3us. Heobxoaumo e TUTpupaHe Ha Jo3aTa, CbhOOpPa3HO
crortnoctute Ha AH. Ilen Ha HauamHOTO JeyeHue e ja ce nmocturde cmaa Ha AH ¢ 25-30% 3a
I'BPBUTE 6-8 Yaca ¢ M3KIIOUEHHE XelepTeH3MBHATa eHledanonaTus, KpaeTo cnaabT Ha AH
TpabBa 1a e camo okojo 15%. ITo To3u HaumH ce U30srBa BHE3AMHUS crajl B nepdy3MOHHOTO
HaJsiraHe, KOETO MOXE Ja NpUYMHU  KaracTpodanHa Mo3byHa ucxemus. KenerenHo e
OCHUTYpsIBAaHE Ha JiIBa BEHO3HM IIbTSA- 3a IPWJIAraHE HA AHTUXUIIEPTEH3UBEH JIEKapCTBEH
IIPOAYKT M 332 BEHO3HH BIMBAaHHWs B Ciy4yall Ha 3HauuM cnax Ha AH. Hopmammsupane nHa AH
ce mocrtura B ciuensauute 24-48 uaca. Cnexn HopmanmsupaHe Ha AH, napeHTepanHus

JIEKapCTBEH TMPOJYKT CE 3aMeHsl C MepopalieH, ChIVIACHO MpernopbKuTe 3a JseueHue Ha AX
(Tabn.b) .

Tabn. 7. AHTUXUIIEPTEH3UBHH JICKAPCTBEHH MPOAYKTH MPU XUTEPTECH3UBHA CHEITHOCT

Kiac /mMmeqnamenT IIv1/003a Hauamo Ha | 3a0enexka

IECUCTBHE

JInpekTeH BazoauiaTaTop
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Natrium nitropruside IV undysus
0,5-8ug/kg/min CEeKYH/IH WNuaktuBupa ce OT CBETIMHA
enTpaJjien ajga aroHucT
Clonidine IV 6om1yc 10 muH. Cyxota B ycraTa, CeIupaHe u
2-6 pug/kg/nosza pebaynn AX
bpuMKoB qUypeTuK
Furosemide IV 6omnyc
0,5-5 mg/kg/no3a B munyTH XHUMOKAIEMHS
ACE unxubdurop [IpotuBonoOKa3ax pu
Enalapril IV 6omayc 15 mun CbMHEHHE 3a OwiaTepaiHa
0,005-0,01 CTEHO3a Ha OBOpeuHn
mg/kg/noza apTepun
Bera 6;10kep [IpoTrBOMnOKa3aH npu acrtma,
Esmolol 100-500 pg/kg/mMun | CeKyHAH MOXKE na OPUYMHA
Opagukapaus
KaauueB aHTaroHucr
Nifedipine Iepopanto Mosxe na pear3BUKa
0,25mg/kg/noza 20-30 muH | HempeAcKazyeMa XHUIOTOHUS
pediiekcHa Taxukapaus
ACE unxudurop
Captopril Iepopanuo IIpoTrBOMOKa3aH npu
0,1-0,2 mg/kg/mo3a | 10-20 MuH | chMHEHHE 3a OwuiarepaiHa
CTEHO3a Ha O0BOpeuHn
apTepun

[Tpunoxenune. 1. Ilepcentnnnu Tabauuu 3a Momyera. OrpaJeHOTO B Kape ChOTBETCTBA Ha
pedepeHTHUTE CTOMHOCTH 32 MOMYETa Ha Bb3pacT 16 roguHu wiM moBeye, NMpU KOUTO Ce
MpenopbuBaT peepeHTHU CTOMHOCTH Ha Bb3PACTHH.

64




SBP (mmHg) percentile of height DEBP (mmtig) percentile of height

1oth 25th Soth 75th 90th 1W0th 25th 50th 75th S0th 95th

1 S0eh 94 9% 97 9% 1w 0m 5 50 51 S2 53 53 w4
954 9B 9% m 103 104 106 106 54 55 %6 57 58 58
Gt 0 106 108 1m. 2 1n3 m o &2 63 64 65 66 66
2 90¢h 97 9% 100 102 104 105 106 55 56 57 58 58 59
954 m oz 104 we 08 109 m 59 60 61 62 63 63
99 109 110 m 13 15 1 117 66 67 68 69 70 n n
3 90m 100 10 03 W5 W07 W08 W08 59 54 & 61 62 63 63
954 104 105 107 109 10 12 LR E R 63 64 65 66 67 67
5% m 14 nm  ns 19 120 N n n £ 4 5 5
4 908 102 103 105 107 109 110 m e 63 64 65 66 66 67
954 106 107 w m n 1 ns 66 &/ 68 69 n n n
95 13 14 116 18 120 2 122 4 75 76 T 78 78 9
5 0t 104 106 106 w1 m nm 6 65 6/ 68 69 69 n
954 108 109 1o 12 14 15 116 69 " n n 73 74 74
95t 1ns 18 1ns 7w 123 123 " 8 N & L) 8 &
6 908 105 106 108 10 m 13 1 68 68 69 0 n 7 n
95t 0 1Mo M s m 7 7 73 74 s 7% 1%
954 16 17 19 12 123 124 125 80 80 81 82 & 84 84
! ot 106 107 0 m n 14 ns nw 0 n n 3 14 4
954 1  m 13 15 "7z 18 1 74 74 75 7% 77 78 78
95t LAV 120 122 124 128 126 & & LE} B4 & 8 86
8 90 107 108 10 12 14 15 1 n /4 72 3 74 5 7%
954 m m 1n4 ne mng ng 2w N 7% n ] n el 80
99 19 120 122 123 125 127 127 & 84 & 8 &7 87 88
9 90t 0w e I 14 1ns m n n e} 4 5 7% % 7
956 13 14 16 18 1ne 2 21 76 77 78 ] & 81 8
5t 120 @ 123 125 127 28 18 o8 a5 8 87 &= 88 89
10 90h 1m 12 14 1ms 17 18 1M n 73 74 5 7% n 78
954 15 116 "W "n 2 122 123 7 78 7’ 8 &1 81 82
94h 122 12 125 127 128 130 1230 85 86 86 & & &9 S0
n 90 n 1 15 "w 19 120 121 7 74 75 76 7 78 78
95 "7 18 ne n 123 124 126 78 78 ” 8 &1 2 82
95¢ 124 15 127 129 130 132 132 8 86 87 8 & 9% 9%
12 90th 15 116 18 120 [Fa) 123 123 4 75 % 76 n % L]
950 1" 120 122 123 125 127 127 B n 80 81 & a2 83
95¢h 126 127 129 m 133 134 135 86 &7 84 & L) %0 L)}
13 90t n na 120 122 124 125 126 75 75 76 77 78 " n
95t 1z 124 126 128 128 126 79 I ] 80 & & 83 8
99 128 130 A 133 135 136 137 87 87 88 ) %0 9N 9N
14 90eh 1220 11 123 125 126 128 122 5 7% n ] n 19 80
950 2 15 127 128 130 132 132 8 80 81 &2 83 84 8
95¢ M 134 136 138 139 1490 & 84 ] %0 91 92 2
15 90t 122 14 125 27 129 130 13 76 ' 78 n & 80 8
954 126 127 129 m 133 134 135 8 81 € & 84 85 3
994 134 135 136 138 140 142 142 8 a9 € N €2 93 %3
16 O0dh ) 128 190 [E}) 131 (EZ 78 7 ] £l (¥ w
954 129 130 132 134 135 137 137 & & & L] 85 85 8
95¢h 136 137 139 1L} 143 144 145 %0 90 9a 92 93 94 54
17 90% 121 128 130 132 134 135 136 80 a0 81 & 8 8 )
95th m  n 134 136 138 139 140 &4 & 86 & & ] 89
99 139 40 i "3 145 146 1w w2 a3 a3 “ % 9 9
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[Tpunoxenue 2. Ilepcentunnu tabmunu 3a momuyera. OrpasieHOTO B Kape ChOTBETCTBA Ha
pedepeHTHUTE CTOMHOCTH 3a MOMYETa Ha BB3pacT 16 TrOJWMHM WM TOBEYE, MPU KOHTO Ce

MpenopbyuBaT pepepeHTHH CTOMHOCTH Ha Bb3PAaCTHU

1 90th 9 L1 L] 100 m 0 103 52 3 53 54 55 55 5%
95th 10 ! 102 104 105 106 107 % 57 57 S8 9 9 60
95th w108 109 m "2 1" 14 (2] 64 65 65 &b &7 67
2 90th % % 100 101 103 104 105 57 58 58 59 60 61 61
95th 1w o, 104 105 1w 108 m 6l (7] (7] 63 64 &5 65
991h 109 1o m 1"z 14 "s 16 69 69 0 70 n n n
i G0th 1w 00 102 103 104 106 0w 6 62 6 63 64 64 65
95th 0 104 105 107 108 109 1m 6 66 66 67 68 68 0
th m m n 14 15 116 " n i} i) 4 75 % %
4 S0th 0m  m 103 104 106 107 108 64 64 65 66 67 67 68
95th w106 107 08 10 m " 68 68 1] 0 n n n
99th "m 1 14 1"s "7 18 19 7% 7% 7% 77 78 ] ]
5 S0th A {VE R [1E) 105 106 107 109 0w % 6/ 67 68 &9 &9 70
9%5th 107 107 108 10 m 12 13 70 n n 72 73 73 74
99th 14 14 16 n; 18 120 120 % ) ” " 80 81 ]
6 90th 04 105 106 108 109 10 m 68 68 69 70 0 n n
95th wom 1o m 13 14 15 n n n A 74 4] %
99th "ns 16 "7 19 120 121 122 80 80 80 81 0 &8 &
7 G0th we 108 1 m " 13 &9 n 0 n n n 3
95th 1m m 12 13 15 16 16 B 74 74 75 % 7% n
Sth " ns 19 120 22 123 124 81 8 82 82 LE} 84 B84
8 90th 108 109 10 m 13 " "4 n n " 72 L] 74 74
95th "2 m"2 n4 ns 16 ne ns n 5 5 76 n % ”n
99h 1"ne 120 m 12 123 125 125 82 2 a3 83 B4 B85 86
9 S0th 1m  m "2 n3 114 16 116 n 2 n” 73 74 4] ns
95th 1 114 1"s " 118 19 120 7% 76 76 77 ] M 7
99th m 123 124 125 127 127 83 83 84 84 85 86 87
10 S0th M2 12 14 15 116 18 18 73 IE] IE] 74 75 7% 7%
95th "ne N6 n7z 1" 120 m 122 7 mw mn 78 ) 80 ]
9Gth 122 13 125 126 127 129 129 8 84 a5 86 86 &7 -]
" 901h 1 4 16 " 18 1ne 120 74 M EL) 75 7% n m
95th 18 18 19 m 12 123 124 L] ”m m % 80 8 81
95th 125 125 126 128 129 130 (5] 85 85 86 87 &7 88 ]
12 S0th 16 116 17 19 120 ” 122 5 75 7% 76 7 ] ;]
95th " 0 Lrd] 123 124 125 126 ” ” ” 80 81 &2 &2
S9th 127 127 128 130 M 132 113 8 86 87 88 88 a9 %90
13 90th n n3 19 {rd] 22 123 124 7% 7 76 77 7™ ) n
95th 73 . V7] 123 124 126 127 128 &0 80 80 81 &2 L] &8
99th 128 120 130 132 133 134 135 87 87 88 89 a9 €0 N
" S0th 1 1220 m 12 124 125 125 n 7 i 7% ” 80 80
95th 123 13 175 126 127 129 12 8 81 81 82 83 £ M
S9th 120 1 LE7] 13 135 136 136 =3 a8 89 90 €0 9 @
15 90th 12 {r4 123 125 126 27 7 ] 78 7 80 8 81
95th 124 125 126 127 129 130 1m & [+ o2 83 84 85 &S
99th 13/ 132 133 134 136 137 13 ® 89 90 a N %2 93
TOTH 74l 27 2 2% 76 27 8 718 /8 il B0 BT BT 44
95th 125 126 27 128 130 131 132 & 82 5] 84 85 85 &
95th 132 13 14 135 137 138 139 %0 90 90 a1 a2 93 9
” 90th 12 2 123 125 126 27 128 78 I I 80 81 81 4
95th 126 126 127 129 130 m 12 73 it} a0 84 &5 -3 -3
99th 133 133 134 136 137 138 13 % %0 an 9 L4 93 93
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I'/TABA BTOPA.

JAETCKA EHAOKPUHOJIOI'UA U BOJIECTHU HA
OBMSHATA

Pazpmea |.
XUIMNOINMUTYUTAPU3IBM (MKB E23.0; Orpha code 95494 )

1. Onpenesienne: ChCTOSHUE HA YaCTHYCH WIM IBJICH JEQHUINUT HA XOPMOHM Ha aJaeHO- U
HEeBpoOXHINodusara B pe3ysiTaT Ha BPOJCH Ae()EKT B pa3BUTHUETO, BTOPUYHO YBPEXKIaHE Ha
XI/IHO(i)I/I?;a HJIM XUIIOTAJIaMyC WJIK IPXU YHUIIOKABaHC Ha BPB3KaTa MCXKIAY TAX.

2. Knacudukanus:

2.1. Bponenu — nedunuT Ha TPAHCKPUIIIMOHHH (DAKTOpH, OTrOBapsAIIM 32 Pa3BUTHETO HA
XHUInoTazaMmyc-xumnodusa u Mmo3bka. Yecrora 1:8000 HOBOpOeHH.
2.2. ITpunobutu IpaBunoro Ha 9 “1”

I-atrogenic — Haii-uecT, B pe3ysiTaT Ha

JapyeTepanus. i-njury

i-

nvasive

i-

fection

i-solated

i-

schemic

i-

diopatic

i-

mmunologic

i-nfiltrative

3. Knunuka:

[Ipu npuaoOUT MaHXUMONUTYUTAPU3bM Hal-paHO OTHajaa cekpeuusta Ha PX, ciensan
ot nojosute xopmoHu, TCX u Haii-Hakpas Ha AKTX.

[Tocnenumy oT nepuuUT Ha:
PX - u3ocraBane B pacrexa; METa0OJUTHU HapyLLIEHUS

[TonoBu xopmonu - nuncsan nydeprer. [Ipum u3siBa mo Bpeme Ha myOepreTa JHIICBa
nporpecus Ha myOepTeTHOTO pa3BuTHe. lIpm MomMHuUeTa ¢ MEHapxe HacThIiBa BTOpUYHA
amMeHopesi, a IpU MOMYEeTa - HAMaJeHO OKOCMSBAaHE B AaHJAPOTeH-3aBUCHMUTE 30HU U
penyuupaHa MycKyJHa mMaca.

TupeonHn XOpPMOHM - H30CTaBaHE B pacTeXka, HamalleHa
KOHIIEHTpALlMsA/HaMaJIeHa yYWINIIHA YCIEBAEMOCT, 3aleK, HETOHOCUMOCT KbM CTY[,
3aTIBCTSBAHE

Koptukocrepouau - CyTpemiHM XUIOTJIMKEMHH, OPTOCTAaTU3bM, TaJeHe,
HapacTBalla yMOPSIEMOCT B PaMKUTE Ha JACHS, peIyKIUs Ha TErJIO.
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AJIX - HOAUIUIICO-TIOINYPHUSL.

4. imarvo3sa:
4.1. AKTX u cyrpeuien koptuzoi; CKY
4.2. TSH u fT4
4.3. Tlponaktux
4.4.1GF-1
4.5. ITy6epretna Bw3pact - LH , FSH, Tectoctepon/ectpannon
4.6. Pentrenorpagus Ha KUTKa 32 KOCTHA Bb3pacT

4.7. lnypesa, ypuHEH U IJa3MeH OCMOJIATUTET
4.8. MPT na IIHC

[Tpu yBpena Ha xumnodusa - HUCKH TPOITHU U TIepuepHH XOPMOHH.

[Ipu yBpena Ha HHBO XWIIOTAJIaMyC - HOPMAJTHU/HUCKUA TPOMHH XOPMOHU C
HUCKH Nepr(epHH XOPMOHHU U BUCOK MPOJTAKTHH.

S. lMarHoOCTHYHH TeCTOBE:

5.1. Tecr ¢ wuHcymuHoBa xunoriukemus - PX wag 10 ng\ml wuskmousa
xunocomarorpornusbMm. [Ipu croitHoct mox 10 ng\ml e HeoOXoAMMO HOATBBPXKACHHE C
BTOpU TECT — aprUHUH, KIOHUIAWH WK IJI0KaroH (crnopen usuckanuara Ha H30K).

HapacTtBane Ha kopTuzosa 2-3 ObTHU HaJl U3XOAHUS U3KIIHOYBA XUITOKOPTHLIU3BM.

5.2. LH-RH Ttect — ocHoBHO ponst mpu [/ Ha KOHCTHUTYIIMOHAJITHO HM30CTaBaHE B

pacTeka U MyOepTeTHOTO pa3BUTHE U XMIIOTOHAJAOTPOIIEH XUITOTOHAAU3bM TP MOMYETA.

YecTo pgemara ¢ HadajaHO HY6epTeTHO pasBUTHUC JaBaT Hpeﬂny6epTeTeH OTTOBOp Ha
TECTAa, T.C. HC MOXKEC U3LAIO [1a CC PA3YUTa HA HETO.

AKO B paMKHUTE Ha TecTa:
- LH e man 5 TU\L nnu LH>FSH, TOBa M3KIIIOYBA XUIIOTOHAIU3EM.
- FSH u LH < 0.8 I[U\L e B moakpemna Ha XUIIOTOHAU3bM.

Axo npu kocmua evspacm 13 2. npu momuue u 15 2. npu momue auncea nybepmemuo
paseumue, noI08UMe XOPMOHU ca 6 npeonybepmemuu cmounocmu u DHEA-S e 6
CMOUHOCM, 0M208aApPAWA HA KAJIEHOAPHAMA 8b3pacm /uma akcuiapxe u nyoapxe/, mo cvc
cucypHocm ce Kacae 3a Xuno2oHaoomponeH Xuno20Haou3vM u He e HeoOXo0UM mecm.

6. Jleuenmue:

6.1. XopMoH3amMecTHTE/IHA Tepanust
[loeramHo - WBpPBO ce 3aMecTBa JACPUIMTBT HA KOPTHKOCTEPOWIH, CIIEJ TOBa
AHTUIAUYPETUYCH XOPMOH, TUPCOUIHUAT }Ie(bI/IHI/IT, TO3W Ha PACTCIKECH XOPMOH M HaKpas
Ha TTOJIOBUTE XOPMOHH.
6.1.1. Koptukocrepouau:

« Hydrocortisone* — mspBo  cpenctBo Ha H36op B no3a 8-10 mg/m?/nen na Tpu
npuema. [Ipeamountanu 3a nedeHue Ha nena ca ¢opmymu Hydrocortisone ¢
BB3MOXHOCT 3a TPEIM3HO [O3MpaHe - JekapcTBeHute npoxyktu Alkindf® —
rpaHyIM B Kancyau 3a oTsapsaue (0,5 mg; 1,0 mg; 2,0 mg u 5,0 mg) u Efmody"
KarcyJu ¢ yIbIKEHO ocBoOoxkaaBane (5 mg; 10 mg u 20 mg)

« Methylprednisone/Prednisolone - 2 mg/m%/nen ua nsa nprema

e Prednisone - 2.5 mg/mz/neH Ha JIBa Mpuema
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Ilo Bpeme Ha OonenyBaHe J03aTa ce yBeaudaBa 2 10 3 NbTH B 3aBUCUMOCT OT
TeXeCTTa Ha MH(peKuuATa.
Crpannynu epexTH - sTporeHeH KymuHr cuaipom

6.1.2. Desmopressin (DDAVP) - cunternden ananor va AJIX
Minirin, Miram ta6setrku ot 0.1 mgu 0.2 mg
Hazanen cnpeii - 2.5 1o 10 pg Ha no3a
Hazannu xanku -1 1o 10 pug Ha go3a
CyOmuarBasiau pazrBopumu hopmu - 60 ug, 120 pg, 240 ug
Awmnynu - 4 pg/ml
Craptupa ce ¢ MHO-HUCKa 1032 €IHOKpPAaTHO BeYep M IIOCTEIIEHHO C€ yBeJIMYaBa
703aTa u Opos MpUEMU JI0 €PEKT.

CrtpannuHu epeKTH - XUMOHATPHUEMHs] C BOJAHA MHTOKCUKALIMSA WM MHEITUHOIN3a
(B pesynrar Ha Obp3a KOpEKLHMs) B Pa3IMYHU 30HM HA MO3bKAa C HEBPOJOTHYHU
MTOCITIEAUIIH.

Cmapmupane na nevenue c AJ/[X npu nexopueupan Kopmu3onos

oeguyum ygenuuasa pucka om xunoHampuemus!

6.1.3. IluroBuanu xopmonu (L-thyroxin tabl. 50, 75, 100,150 pg, Euthyrox 25, 50,
100
ug) - 3amouBa ce ¢ 25 ug CyTpUMH Ha TJAJHO W TIOCTENEHHO C€ MOBHIIABA
JI0 TOCTUTaHe Ha aJieKBaTHA 3aMECTHTENTHA J103a.

6.1.4. PexomOmnanteH pactrexxeH xopmoH — 0.025-0.035 mg/kg/neH moakoxHO
3a npeanyodepreTHa Bu3pacT u 10 0.07 mg/kg/nen 3a mybepreTHa BB3pacrT.

[IpenapaT Ha YOBELIKU PEKOMOMHAHTEH pacTeXKEeH XOpMOH (Somatropin):

I'enorponun (Genotropine GoQuick 5.3 mg; Genotropine GoQuick 12 mg) OMHuUTpOn
(Omnitrope 5 mg/1.5 ml; Omnitrope 10 mg/1.5 ml); CaiizeH, HOpAUTPOIIUH, XyMaTPOI, U
p. TIpernapaT — HEPErUCTPUPAHH WIIH HEHAJIMYHU Y HaC.

ChbI1iecTBYBAT HAKOJIKO MpenapaTy 3a €AHOCEAMUYHO MPHIIOKEHHE ¢ TPUKITOUYUIN U
MPUKIIOYBAIIY KIMHUYHA W3MUTBAHHSA, YHATO MAPKETHHTOBA OTOPH3ALUS MPEICTOH
(Comatporon/Engenla, Comamauurtan/Sogroya, Tpanckon/Skytropha). Ot  Beue
MyOJIMKyBaHUTE JaHHU OT KJIMHUYHH W3MTUTBAHMS 33 KIIMHUYHA e(hUKacHOCT U mpodui Ha
0€30MacHoCT, BKJI. MPH Jiella, U OT HAIMYHUS OMMT B HAlllaTa CTpaHa € SCHO, Y€ OCBEH
epexkTBHU M Oe30macHU, TE3U MpernapaTd CHJIHO MOJ00psBaT HPUIBPKAHETO KbM
TepanusaTa Ha MallMEHTUTE U OTTaM, Pe3yATaTUTE OT JICUECHHUETO.

Ha ce uma npeosud ue cmapmupanemo Ha JnedeHue ¢ PX moowce Oa
NPOBOKUPA U3A6AMA HA NPEOXOHCOAW] IAMEHMEH XUNOMUPEOUOU3bM U
xunoxopmuyuszvm!

Ctpannunu  edexkTd /MHOTO peiaku/ - J100poKavyecTBEeHa
MHTPaKpaHWAIHA XUIIEPTEH3HsI, CKOIN03a, eNMN(U3N0IN3a HA
rJIaBUYKaTa Ha OepeHaTta KoCT, TaHKPEaTHT.

6.1.5. IlonmoBu XOpMOHHM (ITBJIHATA HOMEHKJAaTypa Ha JIEKAPCTBEHUTE CPEICTBA
€ OIKcaHa B TJIaBa ,, XUIIOTOHAIOTPOIICH XUITTOTOHATU3BM ).
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6.1.5.1. TecTocTepon

- Tpancnepmasien ren 5g - Hail-01u3bK 10 Gusnongornynus eexrt. CtapTupa ce
¢ 2.5 g npe3 1eH 3a 6 Mecena
2.5 g eXeTHEBHO 6-
12mecS5 g
€KETHEBHO
- Jleno-npenapatu 250 mg 3a MyCKYJIHO PUIIOKEHUE
Craptupa ce ¢ 50 mg/mecedno 3a 6 mec.; cneasar 100 mg/mec. 3a 6-12 mec u 250
mg/Mec, BKJI. KaTO 3aMECTUTEIHA J103a IIPU MbKE.

CtuMynipaHe HapacTBaHE Ha TECTHCUTE IIPH BEUYE HAMPEIHAIIO TyOePTETHO pa3BUTHE.
- Cnimpa ce TepanusTa ¢ TECTOCTEPOH.
- pexombunanTed FSH 75 U - Tpu mbTH CEIMUYHO ITOJKOKHO 32 6 Mec.
- no6ass ce hCG 1000 U mo 2500 U myckynHo 2-3 IbTH CEAMUYHO 32 6-12 Mmec.
- Ciien, 6-12 mec. Ha KOMOWMHUpaHA TEpanvs HOpPMalHa CIEpMaTOreHe3a
MOXke na ce noaabpxka camo ¢ hCG.
- Tepanusa ¢ GNnRH uype3 nmommna, umuTHpaima GU3NOJIOTHYHATA CEKPEIUs B

CJIydan Ha MHTAKTHa XI/IHO(l)I/IBa.

HaJ'II/I TCpaliuATa 1€ 3alI0OYHC C TCCTOCTCPOH UJIM C TOHAAOTPOIIHU XOPMOHHU, 3aBUCH OT
BB3pacCTTa HAa MaMCHTA U ITIOCTABCHUTC L CIIN.

6.1.5.2. Ecrporenu

- Tpancnepmanuu miactupu - 25, 50, 75,100 pg [Tnactupute ce cMeHAT Ha 4

HU

Craprupa ce 12.5 pg 3a 3-6 Mec. 1 MOCTENEHHO CE MOBHIIIaBa criope]] eeKkTa.

HoBa crpareruss - 6.25 pg (1/4 mmactup) mpu ternmo Hax 55 kr. m 1/8 or
iactTupa npu Terno noxa 55 kr. Iloctass ce B 22 4. BeuepTa U ce IIpeMaxBa B 8 4.Ha
cnenpamara cyrput. [Ipu nocrurane Ha Il cr. mo ckanata Ha Tanep 3a myOepTreTHO
pa3BuTHE Jo03aTta ce ynaBosBa. Jloka3zaHo Haii-eeKTMBEH 3a IIOCTUraHe Ha
aJIeKBaTHU 3a paHeH IMyOepTeT HUBA Ha €CTPANOI B KPBBTA.

- [lepopanuu npenapatu - 1 mg; 2 mg
Craprupa ce ¢ 0.25 mg exeJHEBHO U TIOCTETICHHO Ce TTOBHUIIIaBa crope edexra.

6.1.5.3. 'ecrarenn

JloGaBaTr ce 2-2.5 TOOuHU cjell E€CTPOT€HUTE WU IO-paHO IpHU
HaJIM4ue Ha MEHCTPYaJIHO KbPBEHE.

ITporectepoHOB TeCT - ciieq] 2 TOAUHU JIEYEHHE C

ectporenu 2 mbty 1o 10 mg 3a 10 naM

AKO HsIMa MEHCTPYaJIHO KbPBEHE, CE IOBTaps ciel 6 Mec.

AKO uMa TakoBa, Hail-yoOHO € Ja ce MpeMHHE Ha JieueHue C
KOoMOWHUpaH ectporen/recrarex npenapart.(OKL])

6.2. JleueHue HA OCHOBHOTO 3200JIIBaHe NPU BTOPUYEH XUNONUTYUTAPU3BM

MonuTopupane:
1. T'IroKOKOpTHKOWMIHA Tepamusi - pactexHa ckopoct, BMI, AH, xoctHa BB3pacT,

70



KOXXHHM IIPOMEHU - CTpuH, akHe, jtabopatopuu — CKY, mia3smena riroko3a, HoHOrpama,
JUTIAEH TTPOdHIL.
2. Jleuenme ¢ A/IX - nuypesa, BKI. (ppakiMOHUPAHO, YPUHEH U IJIa3MEH OCMOJIAIUTET.
3. Tupeounnu xopmonu - HuUBO Ha T4, koiiTo TpsOBa Aa € B TOpHUTE TIPaHULM Ha
HOpMarTa.
4. PactexeH XOpPMOH — pacTexHa ckopocT, HuBa Ha IGF-1, koiito TpsibBa na e B
TOPHUTE TPaHUIIM HA HOpMAaTa 3a Bb3PacTTa, Mojia U MyOepTeTHUs CTajJuii; CTpaHUYHU
sBJIeHUs (TIIOKO3eH MeTabonu3bM upe3 HbA1c% u np.).
5. TecroctepoH - cepyMHO HHMBO IMpeAd ClelBalaTa WHXKEKUUS MPH MYCKYIHO
MpPWIOKEHWE W Haii-paHo 1 ceamuna ciex mpomsiHa Ha Jl03aTa MPH TPaHCIAEPMATHO
npuioxkenue. [lepuonnuern kontpon Ha [IKK, yepHompoOHa (yHKIMS W JTUNUACH
npoduI.
6. Ecrtporenu - cepyMHO HUBO Ha €CTAHOJ U IIyOSPTETHU TPU3HAIIH.
Pazpea Il.
BPOJEH XUIIOI'OHAZAOTPOIIEH XUIIOI'OHAIU3BM

(MKB E23.0, ORPHA: 238666, 478, 174590, 181390, 3157, 921, 95702, 110)

1. BbBeaenne. BpoaeHusar xumoronamorporieH xurmoronannspm (BXX) ce apmku Ha
HapyllIeHUE Ha CHUHTE3aTa, CEKpelusATa WIM JEHCTBUETO Ha TOHAJOTPONHH PUIMH3UHT
xopmoHa (GnRH). Xapakrepusupa ce ¢ KbCEH WIM JIMICBAI] MyOepTET M HapyIIEHUs Ha
beprunuteta. Moxe na Obae H30IUpaH WIM ChbYETaH C JIPYrd aHOMAIMM — IIENKU Ha
YCTHUTE W HeOLeTo, areHesuss Ha 3b0MTE, aHOMAllMM Ha yIIuTe, ObOpeyHa areHes3us,
ckeneTHu aHoManmu W Jpyru. KomOunammsta or BXX u aHOCMUA WIM XUIIOOCMUS €
u3BectHa kato cuHapoM Ha Kallmann. BXX ce cpema 3-5 mbTH MO-4eCTO MPU MBKKHS
mon. Ilpu 10-20 % oOT manuMeHTUTe MOXe Ja HMMa CIOHTAaHHO BB3CTAHOBSIBAHE Ha
cekpenusta Ha GnRH u penpoayktuBHara GyHKIUS.

2. ®opmu Ha BXX

2.1. Jedunut na GnRH ¢ Hapymienne Ha 0O0OHSAHUETO
. Cunzapom Ha Kallmann
2.2. N3onupan aedunut Ha GnRH (HopManHo 060oHsHME)
. Hopmoocmuuen BXX
2.3. KommnekcHu cuHipomu, BKrouBamm BXX
. KomOunupan nepunut Ha XunopuzapHu XOpMOHH
. CenTo-onTHYHA TUCIIA3USA
. CHARGE cunnpom
. Bponena nanon06peuna xumnonaszust ¢ XX
. Cunapom Ha Bardet-Biedl

*  Hpyru

3. KiuHuYHA KAPTHHA M IMAarHo3a

3.1. B gercka Bb3pacrt: Ilpu Momuera — KpunTopxusbM M MukporneHuc. llpu
MOMHYETA — HAMA CIeUU(UYHN KIMHUYHUA CUMIITOMH.

3.2. B woHomecka Bb3pacT: KbceH mybeprer — oOeM Ha Tectucute < 4 M mpu
MoMdYeTa Ha BB3pacT 14 T.; jumca Ha Telapxe NMpd MomMu4eTa Ha Bb3pact 13 r. B
MOBEUYETO CIIydal MMa MbJIHA JIMIICA Ha IyOepPTeTHO pa3BUTHE, MHOTO IO PSIKO Ce
HabmrogaBa apecT Ha IyOepreTa clieZl HOPMAJIHOTO My Hauvajo. JlumncBa myOepreTeH
pactexxeH ckok. [larieHTUTe WMaT €BHYXOHMIHH TeleCHH mponopimu. [Ipm mMomdverarta
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JUIICBA WM MMa MUHHMAaJIHA BUPHWIM3AIMS U THOMA0TO € HHucKo. [Ipu momuuerara Haii-
YecTUTE OIUIaKBaHUS ca JuIca Ha OlCT U MbpBHUYHA aMmeHopes. [lanueHTuTe yecto umar
HUCKO CaMOYyBCTBHE, HApYIIEHO ICHUXO-CEKCYAJIHO PA3BUTHE M TOHIKOTa MPOOJIEMH C
nonoBara uaeHTUYHOCT. IIpu cuHapomuus BXX Moxe na ce yCTaHOBAT LENKH Ha
YCTHUTE M HeO1eTo, HapylieHo oboHsHue (cuHapoMm Ha Kallmann), Hapymienue Ha ciyxa,
OuMaHyalHa CHHKUHE3Ms (OTJICHATHU JBM)KCHUS ), KPUIITOPXU3bM, MUKPOIICHUC H .

3.3. Illpu BB3pacTHu: Ilonskora BXX ce nuarHoctuimpa B 3psila Bb3pacT IO
MOBOJT HA UH(EPTHIIUTET WIH OCTEONOPOTUYHH (PpakTypu. KbcHaTta nuarHosa Moxe Ja ce
ObJDKM Ha Hepasllo3HAaBaHE HaBpeMe WM HEeXeJaHWe Ha MalUeHTUTE Ja ThPCIT
MEJUILIMHCKA TTOMOIII.

4. Jla6opaTtopna aumarnocruka: Xopmonaien anaau3 (08:00-10:00 u.) — LH, FSH,
TECTOCTEPOH WM ecTpaauoi, nponaktud, FT4, TSH, xopruzon, IGF-1 u IGFBP3;
CrienpaiHu SHIOKPUHHH TecToBe — cepymen muxubOuH B, AMH, INSL3, GnRH w/mmm
hCG Tect; Cnepmorpama; YepHonapoOua ¢yHKIMsA, ObOpedHa (YHKIUS, BB3MATUTCIHA
mapkepH (tpancamunasu, ypes, [IKK, CRP, CVE, dekanen kanmnporektun); CKpHHHUHT 3a
uenuakusi; CKpUHUHT 3a HaTpynBaHe Ha xkens30 (peputun, TXKCK u ap.)

5. OOpa3zna namarHocruka: KoctHa Bb3pact; SAMP Ha wMo3bka — Xumoraizamo-
XUNoGpHU3apHU J1e3UH, 0J(paKTOpHU OyIOYyCH M CYJIKYCH, ONITUYHU HEPBH, BHTPEIIHO YXO;
Exorpaduss — Tectucm, MaTka, sSWYHMNOM, OBOpenn (yHWJIaTepaiHa arcHe3us);
Octeonensutomerpusi (DEXA).

6. T'emermuna amarnoctuka: Kapuorpama; Array CGH (Comparative Genome
Hybridization); 'enetnuen ckpununr — myTtanuu Ha creruduunan reau (KALL, GNRHR,
KISS1R, TACR3, PROKR2 u ap.).

7. Jleuenne Ha BXX.
7.1. Hean

B kbpmavecka u jercka Bb3pacT: [Ipum 3acerHatute MoM4eTa JIEYCHHETO CE
doxycupa BBpPXY TECTHKYJIApHUS JECIEH3YC M pacTexa Ha rmeHuca. CbBpEeMEHHUTE
MPEMOPBKU ca XUPYPrUYHa OPXHIOMEKCUs MexkAy 6-12 mec. BB3pacT. 3a JieuyeHHe Ha
MUKPOTICHHC Ce€ MpHUJarar KpaTKOTpailHH KypCOBE C TeCTOCTEPOH (IMXHIAPOTECTOCTEPOH
HJIM TECTOCTEPOHOBH €CTePH) B HHCKA J03a MPH MAlMCHTH Ha Bh3pacT Mexay 1-6 mec. —
Hanpumep 25 mg i.m. wmec. 3a 3 wmecena. Karo crpanuueH eekT Moxe Ja ce
Ha0It0/1aBaT ePEeKINK, HO MOPaau KpaTKaTa MPOABIKATETHOCT Ha JICYEHUETO TO HE BOJH JI0
BHPHWIJIH3AIIMS U TTOSIBA HA BTOPHYHH TIOJIOBH OEJIe3H.

IIpn noapacrBamm m npu Bb3pacTHu: llenra Ha JeyeHwero € 1ga ce HMHAyHHpAT
BUPHWJIM3AIMS WJIM €CTPOT€HU3alMsi M HOPMAJHO CEKCyadHO (YHKLIMOHMpaHEe, Jla ce
CTHMYJIUpa PacTeka, Ja ce TMOA0OpH KOCTHOTO 3/paBe, Ja ce OCHUTypu (DEepTHIHOCT M Ja
ce Mo100pH MCUXOJIOTUYHOTO M EMOLIMOHATIHOTO ChCTOSIHUE Ha MAI[HEHTHUTE.

7.2. BunoBe npenaparu

7.2.1. Auaporenn:

7.2.1.1. Omnadren, 250 mg wMacjeH pa3TBOp 3a HHTAPMYCKYJIHO
npuiaoxkenue. Enqna

ammyna ot 1 ml ceawspika Testosterone propionate 30 mg, Testosterone phenylpropionate 60
mg, Testosterone isocaproate 60 mg u Testosterone decanoate 100 mg.
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7.2.1.2. Androgel, 50 mg, rea B came 3a NPUJIOKEHHE BBPXY KOKaTa.
Enno came cwabpxka S0 mg Testosterone.

7.2.1.3. Undestor, 40 mg, xamcyam. Enmna kancyna cweaspxa 40 mg
Testosterone undecanoate.

7.2.2. EcTporenu:

7.2.2.1. Estrofem, 1 m 2 mg, ¢uamupanu Tabaerku. Bcska TabieTka
ceabpka 1w 2 mg Estradiol hemihydrate.

7.2.2.2. Dermestril, 25, 50 u 100 pg TpancaepManHu iacTupu. Beekn ruactup
cpabpxa 25, 50 unu 100 pg Estradiol hemihydrate u otnasa mo 25, 50 wim 100 pg estradiol
3a 24 u.

7.2.2.3. Climara, TpaHciepMaiHH IUIaCTHpH. Bceku miaactup chabpxka 3,9 mg
Estradiol hemihydrate. 3a 24 4. ocBo60xmaBa 50 pg estradiol.

7.2.2.4. Oestrogel, 0,06 %, ren 3a npuiaraHe BbpXy Koxkara. Chabpika
Estradiol hemihydrate. Exno nanacsiae (2,5 g) naeBHo noctass 1,5 mg estradiol.

7.2.3. [IporecTunu:
7.2.3.1. Duphaston, 10 mg, ¢uavupann Tadaerku. Bcska Ttabnerka
ceabpka 10 mg Dydrogesterone.
7.2.3.2. Primolut-Nor, 5 mg, taoaerkmu. Bcska tabietka cbabpxka 5 mg
Norethisterone acetate.
7.2.3.3. Orgametril, 5 mg, talOuaerku. Bcska Tabimetka cpabpxka 5 mg
Lynestrenol.
7.2.3.4. Urogestan, 100 mg, mMexku KamncyJu 3a NepoOpPaTHO M BarMHAJIHO
NpHJI0KEHHUe.
Beska xancyna ceasprka 100 mg Progesterone.
JleueHueTo ¢ aHAPOTeHHM MPU MOMYETa TpsSOBa Aa 3amodHe OBP30 Clie]] MOCTaBsiHE Ha
muarHosara (ot 12 rogumHa Bb3pact). OOMKHOBEHO ce 3armo4Ba ¢ HUCKH 1031, Harpumep 50
mg Omnadren meceuno wiu 10 mg Androgel mpe3 nen wam 40 mg Undestor mHeBHO.
[locreneHHo A03ara ce MOBUIIABa Ja I'bJIHATA 3aMECTUTEIHA J]03a 3a Bb3PACTHU B PaAMKUTE
Ha 18-24 mecena (B 3aBUCHMOCT OT Bb3pacTTa MpH 3alI0YBAHETO HA TEPANUSITA).

HpOTI/IBOHOKa3aHI/Iﬂ H CTPAHUYIHH e(l)eKTH Ha aHAPOr¢HUTE

[IporuBonoka3anus 3a JIeUeHHe c TECTOCTEPOHOBUTE npenaparu ca
CBPBXYYBCTBUTEIHOCT KbM TECTOCTEPOH WJIM HSAKOM OT IIOMOIIHUTE BELIECTBA, CYCIIEKTEH
WIM YCTaHOBEH KaplUMHOM Ha @pocTaTara MWIM Ha MieyHarta >kie3a. Haii-uecture
CTpaHUYHU €(PEKTH OT TECTOCTEPOHOBATA TEPAIUS Ca CUHEKOMACMUS, AKHe, AePeCU8HOCH U
noauyumemus. 1lpu TpancaepmanHata GopMa MoOXke JAa ce HaOlrolaBaT KOXHHU pPEaKIUH
Ha MACTOTO Ha MPUJIOKEHHME — EpUTEM, cyxa Koxa. TpsOBa Ja ce B3eMaT MEpPKU U 3a
n305rBaHEe Ha TECTOCTEPOHOB TpaHC(ep BBPXY APYrd Xopa, KOETO CTaBa HpU OJIM3BK
KO>XKeH KOHTakT. [Ipu nmepopanHara ¢opma mMorar Jia ce HabI0JaBaT CTPAaHUYHU PEAKIIUU OT
racCTPOMHTECTUHAIHUA TPakT (rajgeHe, (iuaTyiaeHIMs), KOMTO c€ IBbJDKAaT Ha MOMOIIHATa
ChCTaBKa OJIEMHOBA KHCEIINHA.

Onenka Ha epeKTa OT AHAPOTeHHATA TEPANHA

Ilo Bpeme Ha Jle4EeHHETO C€ TMpPOBEXAa NEPUOJUYHO KIMHUYHO U J1a0OpPaToOpHO
MOHUTOpUpaHe Ha mnauueHTuTe. KIMHMYHO ce mpocieasBaT TIe€HUTAIHOTO pa3BUTHE,
pacrexa, BUPWIN3ALUATA, CEKCYaJIHOTO (PyHKIMOHHMpaHe. JJabopaTopHOTO MOHUTOpPHpaHE
BKJIIOYBA U3CJIE€JBAHE HA CYTPEIIHOTO CEpyMHO HHUBO Ha TECTOCTEpOHa, HuBaTa Ha LH,
FSH u uaxubun B, xemaTokpuTa, Ipy BH3paCTHH MAIlMEHTH — HUBOTO Ha PSA.
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[Ipn MommueraTa myOepTeTHT C€ HMHIyLHpa 4Ype3 MPWIOKEHHE Ha mepopajieH wid (3a
NpeanoYnTaHe) TPaHcAepMaJieH ecTpaauona (ectpaauon xemuxuzapar). Jleuenwero
3anoy4Ba Haif-paHo kpM 10 roaumiiHa Bb3pact, ¢ Mayku 103 — 25 pg Estrofem gueBHO wmim
0,05-0,07

pg/kg TpancmepmaneH ectpaauon mpe3 Homra. [Ipu mo-romemu mMoMuyera, mpU KOUTO
Pa3BUTHETO HA TBPIUTE € MPHOPUTETHO, ce 3amoyBa ¢ mo-roiemu no3u — 50 — 100 pg
Estrofem wam 0,08-0,12 ug/kg Ttpancmepmainen ecrpamuoi. Jlozata Ha ecTpaanoiia
MOCTETICHHO C€ MOBUIIaBa B paMKuTe Ha 12-24 wmecema, cien KoeTo (WM Cliel] TbPBOTO
MEHCTPyaJIHO TIPOKBpBSIBaHE) ce Jo00aBs 1ukianyeH rectareH (Hampumep 200 mg
Urogestan miu 10 mg Primolut-Nor unu 20 mg Duphaston) 3a 14 nau oT nuksbia.

HpOTI/IBOHORa3aHI/IH H CTPAHUIHH e(l)eKTH Ha €CTPOoreHa M NporeCTUHUTE

[IpoTuBOmNOKa3aHUsT 3a JIEYEHHWE Ca HaJIWMYUe HA XOPMOHO3aBHCHMH MAaJMTHCHH
3a0oiisiBaHMs (KApIIMHOM Ha MJICYHATa JKJie3a, €HIAOMETPHAJICH KapIIMHOM), TPE/IIeCTBAII]
WIM HACTOSII BEHO3CH TPOMOOEMOOJM3bM, aKTUBHO YepHOAPOOHO 3a0ojsBaHe,
CBPBXUYYBCTBUTEIHOCT KbM JICKAPCTBCHUTE WJIM TIOMOIIHUTE BelecTBa, nopdupus. Haii-
YECTUTEC HCKCIaHU e(l)eKTI/I Ha CCTPOrC¢HUTC KW MNPOrcCTUHUTE Ca HaHpe)KeHI/Ie/6OJIKI/I B
IbpPANTE, KOpEeMHa OOJIKa, OTOLHM, TJIABOOONHE; PSAKO MOXE Ja MMa HapylleHHe Ha
3pEHHETO, BEHO3eM eMOOJU3bM, JUCICICUs, TOBpBIIaHe, (IaTyleHIHs, XOJCIUTHA3a,
oOpuB wWiIM ypTHKapus. Ymorpebara Ha €CTPOI€HH € CBbp3aHa C IIOBHUIICH PHCK OT
KapouHOM Ha MJICYHaTa IKJI€3a, KaTo IIpH KOM6I/IHaIII/I$I C TMPOreCTUHU PUCKDBT
JOI'BIIHUTEITHO CE YBEIINYaBa.

Ounenka Ha epeKTa OT eCTPOreH/NPOrecTUHOBATA Tepanus

MoHUTOpHpAaHETO Ha JIEYEHHUETO € KIMHUYHO (pa3BUTHE Ha TBPAWUTE, paCTEK,
ecTporeHusanus, (QEeMHHH3UpaHE Ha TIIOTO, MEHCTpyalus, JHOUJ0 U CEeKCYaIHO
(GyHKIIMOHHMpaAHEe, KOCTHO 37paBe W Ap.) W nabopatopHo (cepymHu HuBa Ha LH, FSH,
ectpaaunoi, uuxuoud B u AMH).

ITo European Consensus Statement on congenital hypogonadotropic hypogonadism — pathogenesis,
diagnosis and treatment. Boehm, U. et al. Nat. Rev. Endocrinol. 21 July 2015; doi:10.1038/nrendo.2015.112

Pazmea I11.
JEIA, POAEHU MAJIKU 3A TECTAIIMOHHATA CU BB3PACT,
BE3 IIOCTHATAJIHO HABAKCBAHE B PACTEXA (MKB P05.0)

1. Onpenesienue

Karo pomenn manku 3a recranmumonHata cu Bb3pact (MI'B) gema ce ompenemst
ponmeHute ¢ Teriao w/wnu pbeT <2SD cmpsiMo CHOTBETHHUS CTaHAApT (3a OHOCEHU OT
STHOTUTOHN OPEMEHHOCTH, TPAaHUITUTE 32 PaXKJIaHe ¢ MAJKH pa3MepH ca YTOYHEHHU TpH
Momuyera karto terso <2500 g u pwer < 47.5 cm (bpkuHA) , @ Tpu Momyera — <2750
g,
<48 cm. MI'B nemara Morar ma OBOAT KakKTO [JOHOCEHHM, Taka H HEJOHOCEHH.
[IpencraBnsBat ciopes pa3IuyHN U3TOYHHUIM OKoJIo 6 10 10% OoT HOBOpOACHHTE, KAaTO IO
OBArapcku JaHHu ca okoiio 6.5%. IlepuHatanHoO NMpEACTBAT HIAKOW MPOOJIEMH, HO KaTo
710 ¢a ¢ TO-MaJika 3a00JIIeMOCT OT HEIOHOCEHUTE CIIOPe]T CPOKa Ha OpEeMEHHOCTTA JIela.

2. Ilmarnoza
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Jlnarnosata ce TIOCTaBsA 4Ype3 CHIIOCTaBIHE HA pa3MEpPUTE IPH pakIaHE C
pedepenten cranmapt. TpsOBa na ce mma NpeABUA, Y€ HIKOU CHHIPOMH M T€HETHYHU
3a00JIIBaHMS CBHIO BOJAT JIO paXiJlaHe ¢ MaJIKU 3a IeCTallMOHHATa Bb3pacT pasmepu. [Ipu
HSIKOU OIIIE NP PAKIAHETO Ca HAJMIC XapaKTEpPHH CTHTMH, yJISCHSBAIIM AWarHo3ara (c-
M Ha Patau, Edwards, xoctuu amcrutasum u ap.). Ilpu moBedero, obaye, auarHosara
W3WCKBA WM PAaHHO TEHETUYHO W3CIEABaHE (CKPUHUHT), WU BpEME 3a HATPYyIBAaHE Ha
cunapoMuute 6ene3u (cuuaapom Ha Silver-Russell, c-m va Turner u ap.).

B MHOXeCTBO mpoyuBaHHMS OT pa3IMYHU CTPAaHH M KOHTHHEHTH, BKJI. OT
bearapus, oxomo 10-11% or pomennte MI'B nema He HaBakcBaT IOCTHATaaHO B
pactexxa cu. Te3w, KOMTO YCHsSBaT, IO HpaBsAT Haii-uecto a0 3-6 mec. Bw3pact m Haii-
KbCHO 710 3-4 ron. Be3pact. Pogernre MI'B nena, oco6eHo 6e3 MOCTHATaTHO HaBaKCBaHE
B pacTeka, Ca 3acTpalleHd OT MOpPOMIHOCT Karo BB3PAaCTHH, 4YeCTO Ha (QoHa Ha
MOCTHATAJHO, 3aII0YBAaII0 MPeAIy0epTeTHO

° okoio 8 roxn. Bm3pact, 3atimbersBane. Cpen 3a00isIBAaHUATA MIPH BB3PACTHH

npeoOiiaiaBaT apTepHaHaTa XUIIEPTOHUS, HCXEMHUYHA OOJIECT Ha CBHPIETO H

nuaber. Jpyru onucaHu MO-KbCHU YCJIOXHEHMS ca M30CTaBaHE U MO-KbCHO (10 18

roa. Be3pact) HaBakcBaHE B HEPBHO-TICHXHMUYECKOTO Pa3BHTHE, OCTEOINOPO3a M JIp.

Oco0eHOCT € CpaBHUTEITHO PAaHHOTO, Ha (DOHA Ha MAaJIKW TEJECHU pa3MEpH, Makap M

B OTHOCHUTEJIHO HOpMajlHa BB3PacCT, IIyOEpTETHO Ch3psiBaHe. [Ipu HIKOM CHHIpOMHU

(Silver-Russell, Temple u np.) To HacTenBa okojio 8 -9 romuiiHa BB3pPACT, HO

U3KIIIOUYUTETHO PaHO, CHOTHECEHO KBbM JIOCTHUTHATUTE PBCT M Terino. CymMapHHAT

epeKT OT nMIcaTa Ha HABAaKCBaHE W OTH. PAaHHUS IyOepTET € HUCKHUAT KpaeH

pBeT, Kato poaeHute MI'B chcraBmsBar 4 OT BCHUKM HHUCKM TPHU 3aBbpIIBaHE Ha
pacTtexa W BHUCIEPATHOTO 3aTIBCTSABAHE, CBBP3aHO C META0OIMTEH M CHPACYHO-

CBHJIOB PHCK.

3. Jleuenue

Ot mHoOro roaunu ponenute MI'B nena 0e3 mocTHaTalHO HaBaKCBaHE B pacTexa
ca 00exT Ha neueHue ¢ PX, a oT HauanoTo Ha Beka MMa OQHUIMAIHO pa3pelleHHe 3a TOBA
neuenne ot EBponeiickure perynatopuun opranu (EMA) u FDA. Ilauumenture ot
IbPBOHAYAITHUTE TPOYYBAHUS BeUe Ca IOCTUTHAIM KpaiHus cu pbhCT. OCBEH CBBP3aHO C
pacTexa B JIETCTBOTO, TOBA JICUEHHUE IPEJICTABIsABA MPEBEHIUS Ha ChPJEUYHO-CHIOBUTE U
METaO0OJIMTHH 3a00NsBaHUsI B 3psula BB3PACT, JIOKA3aHO CBBP3aHM C JIOMHUSA Ipe-H
noctHatajeH pactex. Ilpu nexkyBanure ¢ PX ce orkpuBa nonodpen CC u merabosiuTeH
PHUCKOB MTPOGWII, KaTO CE MPEI0TBPATABAT MO-HATATHITHH 3/IPAaBHHA HEOIAromoIydusl.

Or 2003 r. pomenure MI'B nema 0e3 mOCTHAaTaTHO HABaKCBaHE B pacTeka
MOJJIEXKAT Ha JICYCHHUE C PACTEKESH XOPMOH.

JleyueHneTo 1L€IM HABAaKCBAaHE B pacTeXa Ha BHCOYMHA M PaA3BUTHETO Ha
Myckynarypata. [Ipu peguna cunapomu, seuenuero ¢ PX Boau 10 MO-paHHO HABaKCBAHE
B HEPBHO-TICUXUYECKOTO Pa3BUTHE.

Kputepuu 3a npuiarane Ha jie4eHHe ¢ pacTe:keH XOPMOH

Cnopen eBpomneiickoTo paspenieHue 3a u3nomBane Ha PX mpu MI'B nena tpsioBa
Jla ca HaJIMIIE CIIeTHUTE KPUTEPHUH, 32 J1a Ce MPOBEXK /A TAKOBA JICUCHHE:

* Hucok pber npu uscneasanero (SDS <-2.5).

* Pwcr n/unum Terno npu paxxaanero <-2 SD.

* Hactosiin peT <-1 SD cnpsimo niputienHust (CpeTHOPOIUTEICKH) PBCT.

+ Jlumca Ha MOCTHAaTaJIHO HaBaKCBaHe B pacTexa (pactexHa ckopoct <0 SDS
Mpe3 MpeaxoHaTa TOIUHA).
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* Bws3pact 2 4 roguHu, KaTo MMa peaula NPOYYBAHUS U IPAKTHKA B
eBPOIICICKHUTE CTPaHH 32 MIO-PAaHHO HAYAJIO — OKOJIO 2 T'0Jl. Bh3PACT.

* Opnobpenara noza or EMA e 0,035 mg/kg/nen, karo mpu nurnca Ha eeKT T
MOXe J1a ce moBumana Makcumanno 1o 0,067 mg/kg/nen (no3a, onodpena or FDA).

H3noa3Bann npemnaparu:

*  Yoemku peKOMOMHAHTEH PACTEKEH XOpMOH (Somatropin)

I'enorponun (Genotropine GoQuick 5.3 mg; Genotropine GoQuick 12 mg)
Owmuutpon (Omnitrope 5 mg/1.5 ml; Omnitrope 10 mg/1.5 ml)

CaiizeH, HOpAUTPOITUH, XyMaTpOIl, U Jp. TperapaTH — HEPETUCTPUPAHH Y HAC

CTDaHI/I‘lHI/I SABJICHHUA — rJIaBO6OJIPIe, 3a/IpbXKa Ha TCYHOCTH, 3aCHJIBAHC Ha CKOJIMO3a H
aCClITUYHa HCKpO3a Ha CTaBH, IIOBUIICHHUC HA KPpbBHATA I'TFOKO3a, ITOBHUIICHO BHTPCUCPCIIHO
HaJIATraHe u Jp. Bcewuku yectu CTPaHUYHHU SABJICHUA CC MOHUTOPHPAT 110 BpEMC HA TCpaIlusTa.

ChIIecTBYBAT HAKOJIKO TPEMapaTH 3a €IHOCEIMHYHO IPHIIOKEHUE C MPUKIFOYNIN
WIM TPHUKIIOYBAINN KIMHHYHA M3IHATBAHUSA, YUSATO MAPKETHHIOBA OTOPH3AIMS IMPEICTOU
(Comarporon/Engenla, = Comamnarmran/Sogroya,  Tpanckon/Skytropha). Ot  Beue
nyOJMKYBaHUTE JAHHW OT KIMHWYHM M3IMTBAHMS 3a KIMHWYHA €(PUKACHOCT U MPOHI Ha
0€e301MacHOCT, BKJ. TP Jella, ¥ OT HAJMYHHSA ONHMT B HAIaTa CTpaHa € SICHO, Ye OCBEH
epekTHBHM ¥ OE30MACHH, TE3W IMperapard CHIHO MOAOOpSABAT NPUIABPKAHETO KbM
TepanusTa Ha MalMEeHTUTE U OTTaM PE3YJITATHTE OT JICYECHHUETO.

IMpocnensiane Ha edexra or JedyeHuero. Ilo orHomenune Ha PX — pacrexnHa
CKOPOCT, KOCTHO Ch3psiIBaHE, IPYTH XopMoHaHU HUBa, HbA ¢, mpu HyX1a — O4HM IbHA.

[Ipu pa3BuTHe Ha paHeH myOepTeT (WU OTHOCUTETHO PAHEH CIOpE] TEJIECHHUTE
pa3Mepu W TIPOTHO3UpaHUS KpaeH pbeT), JedeHueto € ¢ LHRH aronuctu. To e
OIMCaHO MOAPOOHO B T1aBa ,,IIpexaeBpeMeHeH mybepreT”.

Paznen V.
HNPEXKXKJIEBPEMEHEH ITYBEPTET (MKB E22.8; E30.1; E30.8)

[lo nedununus ToBa € myOepTeTHO Ch3psiBAaHE, KOETO HACThIBAa MHpeaud 8 TI. y
MoMuYeTa M mpead 9 r. mpu MoMyeTa, KaTo € HeoOXOAMMO Jia € HajHlle IOHE €AMH
BTOpUYEH MOJIOB OeJier.

1. Kinacupuxanusi 4 npeacraBsiHe

1.1. Hemuncku (nvaen) yenmpanen npescoespemenen nyoepmem (L[II11)
CnexaBa HOpMaliHaTa OC Ha XHUIIOTaJaMO-XUMO(U30-TOHATHO pa3BUTHE, HO HACTHIIBA
U3BBH HOpMaJIHATa Bb3pacT.
>  Wnwonmarmuen HIIII. Haii-yectata ¢opma na IIII, ¢ mnpeobragaBamio
3acsAraHe Ha MoMmMuerara, Oe3 martosoruyHa npuuuHa. Ilpu damunHu ciyyam ca
ommucann MKRN3 myranuu. Ilpotmya B HOpManHa MOCIEIOBAaTENHOCT, HO IIO-
0bp30 OT (u3mosormuHoTOo. BBB BB3pacTTa mox 4 - 5 roj. OOMKHOBEHO JIUIICBA
nybapxe.
> Ilatosoruven (Bropuuen) IIIl. HaGmonaBa ce paBHOMEpHO 3acsraHe Ha
MOMYeTa ¥ MOMHYeTa (JIe3UH Ha I1.H.C., Xuapouedanus, xamapToMa 1 1p.)

1.2. Ilepucpepen (wacmuuen) npexrcoespemenen nyoepmem (nceeoonyoepment)

1.2.1. M30cekcyaseH (¢ BTOpUYHH MOJIOBU O€JIe3H, XapaKTePHHU 32 ChOTBETHUS T10J):
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° IIpesicoespemenno _menapxe. VI30nupaHo yBelIMUYEHHE Ha TPBAHUTE JKIIE3H,
CpelllaHO Hal-4ecTO BbB Bb3pacTra 10 2 roauHu. Yecro nporuya ¢ QuyKkTyarnus B
TBBPJAOCTTa ¥ TOJEMUHATa Ha OJKJIE3UTE, KAKTO M aCHUMETPUYHO 3acsAraHe.
@DU3HONOrMYHO SBJIEHUE, KOETO HE M3MCKBa JeueHue. I'pbIHUTE *Ie3n He OuBa Ja
ce TpaBMupar!

° Tenapxe eapuanm. IlpouechT € IM0-U3pa3eH, KaTo MOXE Ja uMa U
JOM'BIHUTEITHA TPOSIBH (TI0-M3Pa3eHO M3pACTBAHE HAa PBCT, YCKOPEHHE B KOCTHOTO
Ch3psiBaHE W JTa0OpaTOPHU MPOMEHU — YBEIMYEHHE B HUBOTO Ha ectpaauon u FSH.
OOUKHOBEHO € MPEXO0JHO, HO MOoHsAKora nmpemuHasa kbMm LIII1.

° Cspvxuspazeno adpenapxe. AnpeHapxeTo € (HU3UOJIOTHYEH TMpoLeC Ha
yBEJIMYEHUE HA CEKpelusATa Ha Haa0bOpEeuHH aHAPOreHHM M MU JBaTa I0Ja OKOJIO
6 mo 8 r. BB3pacT, KaTo MO-4eCTo ce cpema mnpu Momudera. [Ipu HIKOM jema
IPOLECHT € MO-U3pa3eH M MOXE J1a € BUIUM C IOsiBa HAa MyOMCHO M aKCWJIAPHO
OKOCMsiBaHe, 1 MUpHUC Ha 1noTTa. He ce Hyxnae ot jiedeHne. Y aayHo e aenara ja ce
HaOJI0AaBaT OT JETCKU €HJIOKPHHOJIOT, 3alI0TO TOBA MOXE Jia € IIbpBaTa MposiBa Ha
HeKJIacudyecka BpoJieHa Haa0bOpeuHa xunepruiazus (BHX) wim cunzapom Ha
norkucTo3uu sitununu (CIIKS).

. IIpesicoespemento menapxe. 1IUKIMYHO MaTOYHO KbpBEHE NpU JIUICA HA
npyru nyOepreTHu Oene3n. Moke aa € CBbpP3aHO C HAKOM CHHIPOMHM (Hamp. c-M
Ha McCune-Albright) win npyru BB3AeWCTBHs (HANp. NMPU HEJICKYBaH ITbPBHYCH
XUIIOTUPEOUAUZBM).

° Ilepughepen nybepmem npu momuema.llosBIBaT ce XapaKTEPHUTE 32 MBKKH
nybeprer Oene3u, HO Oe3 yBenuueHue B obema Ha tectucuTe. OOMKHOBEHO ce
IBIDKA Ha TIPOAYIHMPAIIM aHIPOTEHH TYMOPH OT TECTHUKYJapeH, Haa0nOpedeH u
Jp. TIPOU3XO0J, €KCIIO3MIMS Ha TECTOCTEPOH U Ha HesleKkyBaHa BHX.

1.2.2. XeTepocekcyaJieH (C BTOpUYHU MTOJIOBH O€JIe3U, XapaKTEPHH 3a APYTHsI TTOJ):

Ilpu momuuema
HacrtenBa Bupmiuzaius (OKOCMSIBAHE B TUIMYHO ,,MBKKH 00JIaCTH, 33bJI00YaBaAHE

Ha Tjaca, IpoOMsHa B TeJIECHUTE mpornopuuu). Jluncea mnaM wm30cTaBa pa3sBUTHETO Ha
IPBAHUTE JKJIE3H, KaKTO M MeHapxe. OOMKHOBEHO c€ ABKM Ha MPOIYLUPALIH aHIPOTEHH
TYMOpPH OT SIMYHHMKOB W Jp. MPOU3XOJ, Hepasmno3Hara/HenekyBana BXH, exkcrosumus Ha
ME/IMKaMEHTO3€H TECTOCTEPOH (HEBOJIHA MJIM OCh3HATA) U .

Ilpu momuema
O®emuHuzanus (M3THHSABAHE HA TJlaca, HW3Ye3BaHE/HaMallIBaHE Ha OKOCMSBAHETO,

yrojiemsiBaHe Ha rpbAHUTE *kJie3u). OOMKHOBEHO € CBBbp3aHa ¢ (EMHHMU3MpAILU aJPEHATHU
aJIcHOMHU U JIp., psiaka gopma Ha I1I1.

2. Imarno3a

2.1. Aykcosorusi (yCKOpeHa pacTekHa CKOpOCT; ChOOpassBaHe ¢ TapreTHus pber). llpu
JIMIICa Ha 3allMCaHy JJaHHU 32 pacTexa — HaloieHne oT 3 10 6 Mecella MUHUMAJHO.

2.2. Cragupane no Tanner Ha BTOpUYHUTE TIOJIOBH O€se3H.

2.3. KocTHa BB3pacT (ycKOpeHa).

2.4.

Xopmonasuun  u3cjaeaanmsa. Ilpm  HIII ca yBenmmwenn LH, FSH #u

ectpanuoi/tectoctepod. B nHauwamaute cramum Ha [IIII1 mokazareincTBeH Moxke aa €
camo Tect ¢ LHRH winu LHRH aronucr.

2.5. Yarpa3BykoBo H3cjelBaHe Ha Majabk Ta3. OOpblna ce BHUMaHHEe Ha oOeMa Ha
sitgauuTe  (>2 Cms), BUJ Ha SWYHHUIIMTE, CHOTHOIICHWE INMMUKA.TSAJIO Ha MaTKara,
HaJu4Hhe Ha [EHTPAJHO €XO OT HaJWYHa JINTABUILIA.

2.6. OO0pa3Ho u3cjenBaHe Ha I.H.c. M3KiIo4Ba MATOJOTMYHM TIPOLIECH, BOJCIIU 10
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HIIII, xakTo ¥ na BepuduuMpa HOpMaTHA HAXOJKa MpPEIU 3all0YBAaHE HA JICYCHHETO IMpU
unuonatudeH LT (mpeanmounta ce SAIMP). OtkpuBaneTo Ha Majaku ajaeHoMH (10 4 - 5
mm, T. Hap. UHUKJeHTaIoMH) Ha SIMP He e mpoTHBOINIOKa3aHUE 3a JEUECHUE U MOJIEKH Ha
npocieAsiBaHe B ciaeasamuTe 6 - 12 mecena.

2.7. JlonbJIHUTEIHU U3CJeIBAHUSA 32 U3KIIOYBAHE HA JAPYTH NPUYMHU (HAIp. U3CIEABAHE
Ha IIWTOBUJAHM XOpMOHM U TSH mpu [aHHUM 3a MOBPBUYEH XUIOTUPEOUTUZBM;
u3cienBane 3a uXI' 3a M3KIIIOYBaHE HA CEKPETUPALLM TYMOPH U Ap.).

3. Jleuenue

HEHTPAJIEH IIPEK/IEBPEMEHEH I1YBEPTET
Jlewenuero na LIIII ce nposexxna ¢ LHRH aronuctwu.
3.1. Leau Ha 1eyeHUETO:

3.1.1. na mpenoTBpaTH paHHHSA MyOEPTETEH pacTeXEH CKOK C PaHHO Ch3psBaHE Ha
pacTeXHUS XPYUSUT ¥ TaKa Ja MPenasd OT HUCHK KPacH PhCT;

3.1.2. jpa mpenoTBpaTH INCHUXOJOTUYHUTE W XUTUCHHU IOCICIUIM OT TBBPJAC PaHHUS
nyoeprer;

3.1.3. nma mpenorBparu pasButuer Ha CIIKS, onucan npu HeleKyBaHU KEHU C paHEH
myoeprer.

3.2. [IpenapaTu

3.2.1. Decapeptyl depot 3.75 mg. [IpenaparsT npencrasissa triptorelin acetate 3.75
Mr u pazrBoputen. I[locras ce u.M. Ha 28 AHHM, KaTO NMPH HEBB3MOXKHOCT 3a
MOTHUCKaHE Ha Mmy0epTeTa WHTEPBAINUTE Ha IMOCTABSIHE MOTAT Jla ce CKbCAT J10 21
wi 10 14 gau. [1o-4ecTo M3MoN3BaH HAMOCIEAbK U M0-e()EKTUBEH MPH CHIIUS
npodua Ha Ge3omacHocT ¢ Decapeptyl depot 11.25 mg, koiiTo ce mocraBs
U.M. BEIHBX Ha 3 Mecela.

3.2.2. *Lucrin depot 3.75 mg. (Leuprorelin acetate). Jlozupa ce ot 1 10 4 HHKEKIHA
Mece4yHO (M.M. Ha 28 1OHHM) B 3aBUCHUMOCT OT TETJIOTO Ha JETETO W OT e(eKTa,
KOHTO ce mpeoueHsBa mnepuoauuHo. Cropen KpaTKTa XapaKTepUCTHKa Ha
MpOJyKTa, Hail-moOpe € oOlmiara go3a Ja ce WHXEKTHpa HaBEAHBXK, HO HUMa
cboOIIeHNS U 3a TpuiioxeHue Ha 21 u 14 quu. [To-yecTo M3MON3BaH HAMIOCICIBK
U mo-eeKTUBEH TpH Chims npodua Ha O6e3omacHocT e Lucrin depot 11.25
MQ, KOWTO ce MOCTaBs .M. BEHBX Ha 3 Mecela.

3.2.3. **Histrelin implant — wusnomBa ce B cBeta u ocHoBHO B CAIILI.
BucokodekTuBeH B mOTUCKAaHE HA MyOepTeTa, MoAMeHs ce Ha 12 mecena.

3.3. IIporuBonoOKa3aHusi U CTPAHUYHU SABJICHHUS

Jleuenueto ¢ LHRH aronmctu Hsma aOcoOMIOTHH MPOTHUBOIOKAa3aHUS,
OCBEH aJIEpIrMYHU PEAKIMH KbM IIpEnapaTUTe.

Onucanu ca MaJIko CTpaHUYHH ABJICHHUSA — CHIIHO rinaBo0oie a0
pseudotumor cerebri, anepruyHu peaKkIyy U JIp.

3.4. OcoOenn kaTeropuu

Nwma cbeTosiHus, Ipy KOUTO MyOepTeThT HE HACTHIIBA B IIOCOYEHUTE MO-TOPE BB3PACTH, HO
€ MaToJIOTUYHO paHeH Ha (OHA HAa JOCTUTHATHUS PBCT M CTENEH Ha 3perocT. [Ipu te3m
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CBCTOSIHUSI MEXIYHAPOJHUTE KOHCEHCYCH M3UCKBAT JIa C€ Mpujlara BPEMEHHO JICUCHHUE C
LHRH aronwucrtu:

« Cungpowm Ha Silver-Russell (Wakeling et al, Nat Rev Endocrinol, 2017)

* Hsxou ¢opmu Ha m3onupaH aeduIMT Ha pacTexxeH xopMmoH (Saggese et
al, J Clin Endocrinol Metab, 2001).

» Cunapom Ha Prader-Willi (Ludwig et al, Arch Endocrinol Metab, 2016)

3.5. OIIeHKa Ha ec[)eKTa OT TepanusaTa U NPOABJIKUTECIHOCT HA JICYCHHETO

* IIspBonauanno LHRH aronucrure cuinno crumynupar cexpenusita na LH
u FSH ot nmpeanara xunodwusa, KoeTo MOXKe Ja JOBEAC 0 3aCUJIBaHE Ha
nyOepreTHUTe Oene3u B 3aBUCUMOCT OT JOCTUTHATUSA CTaguii, BKJI. 10
MEHCTPYaJIHO KbpPBEHE IPU JIeTe C LIEHTPAIHO €X0 *8 mm.

* PacrexnaTa ckopocT HamalIABa J10 MpeAnyoepTeTHa 3a Mepuaoa Ha
JICYCHHUETO.

* Hsxou ot mybepreTHute Oeje3u MoOrar Ja MPEThPIAT U3BECTHO OOpaTHO
pa3BUTHE MPHU ABJITOTPAHHO MOTUCKAHE (HAIp. TPHIHUTE KJIC3U HaMaJsIBaT
IUTBTHOCTTA CH, H34e3Ba OSIIOTO TCUCHUE, CIIOHTAHHUTE SPEKITHH U TIP. ).

3.6. [IpexparsiBaHe HA JIe4EHUETO

KpM MOMeHTa HsMa EIMHHO CTAaHOBMIIE KOra Ja ce IMpeKpaTd JICYCHUEeTo. B Hsakou
MEKIYHAPOJAHN KOHCEHCYCH MPH OCOOCHH KATerOpHUH MAlMEHTH € IMOCOYeHa KaJeHIapHa
BB3pacT (Hamp. 3a c-m Ha Silver-Russell — murumym no 12 r. Bw3pact). Pemenuero e
CIIOXKHO W ce Oa3upa Ha WMHAMBUAYaTHHUTE (DU3NYECKH, KIIMHUYHU, CBHP3aHU C OCHOBHO
3a0onsiBaHe, TICUXOJOTMYHM H Jp. OcoOeHocTH Ha mnanueHta. CpoOmeHusTa B
JUTEpaTypaTa Hai-4ecTo ChOOINIABaT 3a MOAXOAIIA Bb3pacT 3a CIHUPAaHE Ha JICYCHUETO
Tasw, Oa3WpaHa Ha KOCTHA BB3pacT okoyio 12 r. 3a mommyera u 13 r. 3a Momuera. B

pEeLIeHUeTo 3a CIUpaHEe 3aqbJDKUTENHO ydacTBaT cemeiictBoTo U Aeteto (Euster EA, J
Endocrine Soc, 2019).

3.7. Jleuenue npu nepudepnu (vactuunn) gopmu Ha mydeprer

3.7.1. Tlpm mpemusBukan oT Tymopu IIII — nedeHwe (XUPYpPruvHO,
JbYeTepanus) Ha OCHOBHOTO 3a00JIsiBaHe.

3.7.2. 3a moTHCKaHe HAa HHBOTO Ha TecTocTepoH — Cyproterone acetate
(Androcur) tabl. 10 mg, 50 mg (Bx. HanOBOPEUHHU KIIE3H).

3.7.3. 3a moTHCcKaHe Ha aHJPOTeHHaTa MPOIYKIMS OT HalObOpedHara >ie3a
(BHX) — Hysdrocortisone (Bx. HaAOBOpeYHH KII€3H).

Paznean V.
BUTAMMUH I JE®UIIUT U
BUTAMMUMH J-HEJOUMBYEH PAXUT (MKB E55.0)

Henocturst Ha BuTamMuH /| W Kaamuil NMOHACTOSIIEM € YEeCTO CpellaH 3/ApaBeH
npo0iieM B CBETOBEH Mamad, CBbpP3aH C Pa3BUTHETO HA BUTAMHH [I-HETOMMBUCH PaxXuT H
ocTeoMaJalus, KOUTO MOTaT Ja OKaXaT 3HAYMTEIHO BIIMSHHE BBPXY 3JIPABETO, PACTE)Ka
Y Pa3BUTHETO KaKTO B KbPMaueCcKa Taka U B ITO-KbCHA JAETCKa Bb3PACT.

ChBpeMeHHHTE KOHCEHCYCHHU mpernopbku ,,Global Consensus Recommendations on
Prevention and Management of Nutritional Rickets” 2016, ca u3rpagenn Ha 0Oa3ata Ha
J0Ka3aTeJICTBA OT HAYYHH HM3CIICABAHHS M IENAT Jla MPEeNOCTaBsIT HACOKM Ha 3IpaBHHUTE
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CIICHUAJIMCTH 3a ITPEBCHIMA, JUArHOCTHUKA U JICUCHUEC HA TE3U CHCTOSHUA.

1. Onpenesienne

Burtamun J[-HeOMMBUHUAT (XpaHUTENICH) PAaxXUT MPEJCTaBIisBa Pa3CTPOMCTBO Ha
XOHJpoUUTHAaTa  AudepeHIManuss ¢  [OCIEABAIlO HapylleHHWe Ha  IMpaBUIIHATA
MUHepaln3alnusi B o0JacTTa Ha pacTeXHHUTE enudu3apHH IUIOYKH W oOpa3yBaHe Ha
HEMUHEpaIu3MpaHa ocTeouaHa ThkaH. [IpuunHsaBa ce oT Ae@uuUT HA BUTaMUH D u/mnu
HUCBK IPUEM Ha KaILMH IIpH Jlena (KaJILUONEHUYEH PAXUT).

Jluarno3zata Ha paxuTa ce€ OCHOBaBa Ha aHaMHe3a, (U3MKaJIeH Mperien,
OMOXMMHYHU TECTOBE U CE MOTBBPKAaBa PEHTTeHOTrpadCKU.

2. KiimnnyHM OeJie3n HA paxuT:
2.1. Pax¥TUYHU TPUBHH - pa3MIMPsBAHE HA TUCTATHUTE MeTau3M Ha KUTKATa U TJIe3eHa
2.2.1lepcuctupaiia IIMPOKO OTBOpEHaA rojsiMa (hoHTaHena

2.3.3a0aBeHO M3HHMKBaHE Ha 3bp0MTe (Jumica Ha pe3nu cien 10 mec. BB3pacT, jmrca
Ha MoJiapu > 18 Mecena)

2.4. lepopmarus Ha kpakara (genu varum, genu valgum, BeTpoBuaHa AedopMalius)
2.5. Paxutnuna OpoeHuIa (pa3mimpeHu KOCTOXOHAPATHN CTaBU)

2.6. XapucoHoBa 0pa3a, KaMOaHOBHU/IEH TPBICH KOIII

2.7.Kpanuorabec (OMEKOTSBaHE Ha UYEPENHHUTE KOCTU - XJIbTBAHE IMPHU MaIMAlUs
Ha KpaHHAJHUTE KOCTHU, OOMKHOBEHO Ipe3 IbpBUTE 3 Mecela)

2.8.3a0aBeH JMHEapeH pacTex

2.9. MyckynHa XUIOTOHUS 1 3a0aBEHO MOTOPHO pa3BUTHE

2.10. be3nokoiicTBO U pa3apa3HUTETHOCT, TOBUIIIEHA MTOTIMBOCT

2.11. XHUIMOKAJIIIEMUYHU I'bPUOBE U TETAHUS

2.12. JlunataTuBHA KapAMOMHOIATHUS TIPU HOBOPOJIEHHU OT MaiKku, 1eUIUTHU Ha
BUT []

3. PEHTreHOJIOTHYHH XapaKTePHCTHKMH:
3.1. PasmmpsiBaHe Ha pacTexHATa TI0YKa
3.2. I'py0a TpabekymnapHa CTpyKTypa Ha MeTadU3HUTE C HEPABHU OUCPTAHUS
3.3. Ocreomnoposa

4. Knacudukanus 3a craryca Ha BUTAaMuH /I, OCHOBaHA HA HMBATa HA cepyMHus 25-
xuapoxkcuBuramud D (250HD):

4.1. JocTtarpuHo KoiauuecTBo > 50 nmol / L
4.2. Henocrarpuno xkonmyectso 30-50 nmol / L

4.3. Nedumut < 30 nmol /L

Bumamun J] moxkcuunocm ce npueMa npy HaJW4ne Ha XHUIEPKAIIHNEMHS W HUBA Ha

25 (OH) Bur JI > 250 nmol/L, B chueTanue ¢ XHUICPKAIIUYPUS M IOTUCHAT
PTH (mapaTxopmoH).

5. KanuueB BHOC 32 IpeBeHIIUsI PAa3BUTHETO HA PAXHT:
e Kwnpmauera ot 0-6 mecenia — 200 mr/aH; kbpMmaueTa oT 6-12 mecena 260 mr/aH
e 3a xppmaueTa Haa 12 meceuHa BB3pacT, He3aBUCMMO OT HuBara Ha 25 (OH) Bur
J, xanuueB npuem < 300 MIr/aH yBeanuaBa pucka OT pa3BUTHE HA PAXHUT
e 3a kbppMaueTa HaJ 12 MeceuHa Bb3pacT Ce KaJlUEeBUAT MPUEM CE TpUEMA 3a:
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e JlocraTtbuen > 500 mr/mH
e Henocrarsuno xkommuyectso 300-500 mr/ma
o Jledumut < 300 mr/mH

6. IlpeBeHnns 1 JleyeHne HA BUT /[-HeTOMMbYeH PaXuT U OCTeOMAIAUS
6.1. Baoc Ha 400 E (10 pg) But J| mHEBHO € JMoCTaThueH 3a NMpOQHIAKTHKA Ha
Pa3BUTHETO Ha PaxXUT U CE MPENophbyBa 3a BCHMUKM KbpMadeTa J0 HaBbpluBaHe Ha 1
TOJUIIIHA BB3PACT, HE3aBUCUMO OT HAaUMHA HA XpaHEHE
6.2. Han 1 rogumHa BB3pacT, BCHUKHU Jiella M BBH3PACTHH HUMAT HEOOXOIUMOCT OT
npueM Ha 600 E (15 pg) But J| ¢ XpaHara wiM KaTo CyIJIEeMEHTalus (ChIVIACHO
npenopbkuTe Ha Institute of Medicine, [OM)
6.3. Jleuenue Ha BUT /[-HEeTOMMbBUECH PAXUT:
6.3.1. munumanna go3a But [ 2000 E (50 pg), 3a Munumym 3 mecera

6.3.2. OpaJHUAT BHOC Ha BHT J| ce mpeanoyurta mpes i.m. npuiioskeHue, mopaau mo-
0bp30TO Bh3cTaHOBsIBaHE Ha HUBaTa 25 (OH) BuT /|
6.3.3. MpH ©KETHEBHO TNPHUIOKEHUE HA, W3IMOJI3BAHETO HA mpenapartd Ha BUT J[2

u /13 e c eqHaKkbB eeKT

6.3.4. koraro ce mnpwiaraT EIMHUYHM BHCOKH J03M, npernapatd Ha BUT J[3 ce
MPEINOYHTAT, T.K. BUT /I3 € C MO-IBJIBI OTYKHUBOT

6.3.5. 500 mr/mH Kanmuii ypes3 XxpaHara WiK KaTo CyIUIEeMEHTaIus

7. JleueOHu cxemu ¥ 103U Ha BUT /I 3a BUT J[-HeloMMBYEeH paxuT

Br3pact JlneBHa no3a Ennnanyna IMopabpxkamu
(3 mec) J03a 03U

< 3 Mecena 2000 E He ce 400 E

IpernopbyBa

3-12 Mecera 2000 E 50 000 E 400 E
3000-6000 E 150 000 E 600 E

> 12 mecena

1o 12 rox.

> 12 roguHU 6000 E 300 000 E 600 E

8. bpemeHHOCT M KbpPMeEHe

ug, auciorto B E TpsiOBa na ce paznenu Ha 40

8.1. bpemennute xenu cieasa na npuemar BuT J| mo 600 E/nH, xoero moacurypsiBa
amexkBatHU MaitunHu HuBa Ha 25 (OH) But /I, ocoOeHO y TakuBa ¢ PHUCK 332 BUT
| nebunur, 3a na ce NMPEeAOTBpaTH YBEIWYaBAHETO Ha aikaiHara ¢ocdaraza Ha
KpBB OT IIbITHATA BPHB, yBEIMYABAHETO HA pa3Mepa Ha roismara (OHTaHeTa,
Pa3BUTHETO HA HEOHATAIHA XUITOKAJIMEMHUS U BPOJIEH PaxuT

8.2. bpemennuTe >keHM HE TpsOBa Aa TpHeMaT TOBEYE KaIUid OTKOJIKOTO ca
MPEMOPBHKUTE 32 IPUEM Ha KaILUK MPU HEOPEMEHHH.

8.3. HuBara Ha cepyMHHs KallUi 1O BpeMe Ha OpPEMEHHOCT U KbpPMEHE HE BIUSAT
Ha KOHIEHTpALMATA Ha KAIIUH B MATYMHOTO MIISIKO.
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9. JlekapCcTBEeHHU NMPOAYKTH, KOUTO MOTI'aT /Ia ce M3MO0JI3BAT 32 NPOPUIAKTHKA U JIeYeHHne

Ha mnasapa BuHaru TpsiOBa Ja WMa JICKAPCTBEHH MPOAYKTH, ChIbpXKAIld BUT. []
(A2 wmm 3) B npubausurenna koumentpanus 400-500 Ul (10-12.5 pg) Ha karnka.

[IpenopbyBa ce M3MON3BAHETO Ha JCKAPCTBEHU NPOAYKTH, & HE HA XPAHUTEIHU
nooasku!

Paszngea VI.
OSTEOGENESIS IMPERFECTA (MKB Q 87.0, ORPHA: 666)

1. lepunnums

Ocreorenesuc umnepgpekra (Q78.0) e Haii-pasnpocTpaHeHaTa (GopMa Ha BpOJCHA,
IBPBUYHA OCTEONOPO3a, XapaKTepH3Upalla ce C HUCKAa KOCTHA IUTBTHOCT M TOBHIICH
¢bpaktypen puck. Cpemia ce ¢ MOYTH €IHAKBa YecToTa 1o cBera - cpeqHo 1 na 15 000 —
20 000 paxnaHus.

2. Knacudukanus

CeBpeMeHHaTa KiIacHUpUKaIMs, NpemiokeHa B kpas Ha /0-Te ToamHUM OT Tpyna
aBcTpanuiicku yuenu Haueno ¢ D. Sillence (7):

e tun Ol (OMIM 166200) naii-nexata dopma, 50-60% ot Ol momynarusra.
[TepBHTE PpaKTypH HACTBIIBAT OKOJIO IMPOXOKIAHETO, a CIIE/ CIIMPAaHE HA pacTeka
yecToTata MM pSA3KO HamajsiBa. PBCTHT HAW-4eCcTO € HOpPMaleH WIH JICKO
KOMIIPOMETHPAH, CHHHWTE CKJIEpH ca OOMuaiiHa HAXoJKa, HO 3BOHOTO 3acsiraHe —
dentinogenesis imperfecta (DI) moxe na muncsa. IIpenuienanTte (QpakTypu obaue
HE Ca PSIKOCT M MOTaT Jia JOBEIaT 0 0QhOPMSHETO Ha KA(POCKOIHO3H.

etun Ol (OMIM 166210) e wHaii-texkara, JjeramHa Qopma. Ore
BBTPEYTPOOHO ca HaJlMIlE MHOXECTBO (pakTypu Ha pedpara W KpallHUIIUTE
BOJICIIH /IO TEKKH CKEeJIeTHU Je(opMalinu.

etun OI (OMIM 259420) e wHaii-rexkkata ¢opma cpea Te3H, KOHTO
MPSKUBSIBAT HEOHATAHHUS TIEPHOJA. BBTpeyTpoOHHTE M WHTpANapTATHU (PaAKTYpH
ca mpaBwio. HacThmBar TeXKHU M mporpecupariv aeGopmManuyd Ha METUs CKeJeT -
rpbpOHaYeH CTHJIO, TPHACH KOII, CHUIHO CKBbCEHHM KpaWHWIU, OcoOeH (dammec u
¢dopma Ha rnaBaTa. Bucokarta (ppakTypHa HecToTa ce 3aabpika U B 3psiia BB3pacT,
DI e mHoro yecra. MuBanuan3anusaTa U I€TAIUTETA Ca BUCOKH.

etun Ol (OMIM 166220) oOxBama CpeIHOTEKKUTE CIydam, U CC
XapakTepu3rpa ¢ rojsMa BapuaOWIHOCT HA 3aCSTaHETO W HOPMATHH, Ol CKIIEPH.

(1-6)

Hackopo onucana karo V tun Ol (OMIM 610967) e ome enna AJl popma (MyTrauuu
Ha IFITMS rena), oTiauuyaBamia ce € pPa3sBUTUETO Ha XMIIEPIUIACTUYHM KaJlyCHM Ha
MecTaTa Ha CUyNBaHUATA M BKAJILSBAaHUS Ha MHTEpOCEOCHaTa MeMOpaHa B oOjacTTa Ha
NPEAMUIIHULIATE C OTPAaHNYaBaHe Ha CyMUHAIMATA U IpoHarusTa. (7-13)

3. Jluarnosa

Juarnozata Ha Ol u ompenenssHETO Ha TUIIA Ha 3acsiraHe Ce OCHOBaBa Hali-Bede
Ha aHaMHe3aTa, KIMHUYHUSA Tperiiesl U paauorpadckure n3cieaBaHus.
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3.1. MycKyJIHO-CKeJIeTHH CUMIITOMH
3.1.1. TloBeue ot 2 ¢hpakmypu, 0coOCHO TPENUICHHW WIH 3acsTalld JIOTHUTE
KpallHUIM, CYYNBAaHMUS  HACTBIWIM TMpPEeOud  NPOXOXKJAHETO WJIM  TaKuBa
JOKAIM3WpaHU B MeTaU3apHUTE OTIASIM Ha TPHOSCTUTE KOCTU Ca CHIIHO
CYCIIEKTHH 3a HAJIMYWE Ha MOJIekKaIo KOCTHO 3abomsiBane. (1, 4, 5, 6).
- 3.1.2. kocmnu 6o0aku,
3.1.3. uzocmasane ¢ pacmedica,
3.1.4. nosuwena cmaena xanmaeocm,
3.1.5. Hamanena myckynna cuna.

3.2. U3BbHCKeJIeTHUTE U3SIBU

3.2.1. namanenue na cayxa - OOMKHOBEHO C HA4ajoO B IMO-KbCHA BB3PACT; OKOJIO
10% or OonHuTe obadye MMAT paHHU HAPYIIEHUS Ha CIyXa, MOPagud KOETO MPH BCHUYKH
nera HapspmwK 10 rogumniHa BB3pAcT ce MpenopbhiBa MPOBEKIAHETO HA AYJAHOMETPUIHU
M3CJICIBAaHUS Ha BCCKU 3 TOJIMHH,

3.2.2. cunu cknepu ca TUNHMYECH, HO HE3aIbJDKUTENEH Oener - g0 6 mecema ca
oOnyaiiHa Haxo/Ka, a 70 | roIWIIHA BB3PACT MOXE Ja CE HAMEPAT M NPU HIKOU 3IpaBU
Acna,

3.2.3. rechu  KpveoHacsadanusa - PE3YNTAT OT KOXKHHS CBPBXCIACTUIUTET U
ChIOBaTa MaJIOCTOMHOCT;

3.2.4. 3v6n0mo 3acazane - dentinogenesis imperfecta (DI), ce mamupa B 0K0JIO
MOJIOBUHATA OT OOJHHUTE KAaTO MO-TEKKO € 3aCEerHaTo MIIEYHOTO cb3bOue; DI ce nbmxu Ha
HEKayecTBeHHsI 3bOE€H JEHTUH - 3bOMTE ca ¢ MBTHA, JIEKO pO30Beella WM CHUBEeIa
OIIBETKA, Ha MecTa csikali rnpo3upart. (1, 4, 5, 6)

4. U3caeaBanus

4.1. O0pa3HuTe METOAMKH - PEHTTCHOJIOTHYHUTE W3CIICIABAHUS (2eHepantusupand
0CMeonopo3a, NPOMEHU 6 CHUMKU HA uYepena U npu JamepaiHu peHmeenocpaguu
Ha_ 2pvoraynus cmuiab u op.)

4.2. OcTeoMeTPpUYHHTE H3CJIEABAHUS - JIOKa3BaT OOMKHOBEHO W3pa3eH ICPHIUT Ha
KOCTHa MHHEpaIM3alus. 3a [enTa ce W3MOoJi3Ba Z-SCOre cucTteMa, NpH KOSTO IpH
W3YHCIICHUSTAa B ChOOpaKEHHE BIU3AT HE CAMO BB3PACTTa M MOJBT HA JETETO, HO U TOJISM
Opoii aHTponoMeTpuuHu mnapamerpu. Cnopen mnocneanara aedpununus Ha ISCD
(International Society of Clinical Densitometry) ompeneneHneTo 3a 0CTEONopo3a B JETCKa
BB3PACT U3UCKBA ChUETAHUETO MEKIY KIMHHYHO 3HaYMMa (ppakTypa u z-Score < -2.

4.3. 'eHeTHYHHU H3C/IeBAHNUS - IPELIEHKATa Oanu, Kakeu, Koea € Ha EeKCIepTeH
HEHTHP/Tpyna.

5. Indepenuuanna 1uarsosa

HoBopoaenn

AxoHIporeHesa, TaHarooHaTa CKeJeTHa MHUCIUIa3us U acHUKTHYHATA TOpaKaiHa
mucruiasusi, mykonmnupo3a  (I-cell  disease), pawnm wuHbaHTHIHM  QopmMH  Ha

xunodocdarazus.

Kbpmauera, majku neuna
Butamun JI-pe3uCTEHTEHU paxuT, OCTEONETPO3UC

ITo-ronemu nema
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Houonamuuna rweenurna ocmeonoposa (1JO), dopma Osteoporosis-Pseudoglioma
Syndrome (OPPG), OMIM 259770.

6. HaOuronenue u nmpocJjieasiBaHe
OCHOBHM NpaBUIIA

3a BCHUUKH IHanucHTHU C Ol Hal-TEXXKHAT nepuoa Ha 3a00/11BaHETO OCTaBa T'OJUHUTC
Ha OCTCTBOTO - 4E€CTOTATa Ha q)paKTypI/ITe € Haf/'I-BI/ICOKa, HaCThIIBAT TCXKKH CKCICTHH
,Z[C(i)OpMI/ITeTI/I W HHBAJIMAU3alUsg, pacTekKa U (l)I/ISI/I‘ICCKOTO pPa3sBUTHUEC H30CTaBar,
HaMaJiiBat

BB3MOXHOCTHUTEC 3a CaMOO6CJ'Iy>KBaHe. 3an}II[HeHa € yuuJjiMniHaTa U CONUaJIHA UHTCTpalluA.

C'I)BpeMeHHOTO, KauCeCTBCHOTO MPOCIICAABAHC M JICUCHUC HA TC3W MAIUCHTH HN3HUCKBa
3aABJLKUTCIICH MYJITUAUCHUINIMHAPCH HOAXOA C€ Y4YaCTHCTO Ha JACTCKU CHIAOKPHUHOJIOT,
OpTOIICA, 3T)6OJI€Kap, PEHTICHOJIOT, TCHCTUK, CICHHUATIU3UPAH CECTPUHCKU IICPCOHAI,
q)HSHOTepaHCBTI/I, IICUXO0JIO3H, COLIMAaJIHH pa6OTHI/II_[I/I.

7. JledeHue ¢ JeKapCTBEeHU NPOAYKTH:

7.1. anexBareu Ca 6noc

7.2. npueM Ha eumamun /[ mon ¢opmara Ha mepopaiHHu npemnapatu Ha But J2//13
B ClIyyaiiTe Ha ChIIBTCTBAILA XUITOBUTAMUHO32 J]

7.3. npunoscenue na dugpocghonamu e Bede yrBbpACH CTaHAAPT.

Jlo3upoBKHUTE, HAYMHBT Ha TMPHIOKEHHE U MPOABIDKUTETHOCTTa Ha JICUYEHHETO BCE OIIE
HE ca OKOH4YaTeNnHO perieHu. [loHacTosieM cxemMuTe 3a I.V. jedyenue ¢ Oudochonaru ca
IIUPOKOMPUETH U JI0 TOJIIMA CTENeH Bedye YHU(DUIMPAHHU, KaTO CTAaHAAPTHHSIT MPOTOKOJ Ce
ChCTOM B IUKIMYHOTO TPUJIOKEHUE Ha 2-JH. JeUeOHHW KypcoBe mpe3 3 1o 6 Mec. cropen
BB3paCTTa.

Josute 3a Pamidronate Bapupar ot 4,5 10 9 mg/kg/roaumito.

EdexTn or_seuyenunero. [loBummaBaHe Ha OCTEOMETPUYHUTE NOKA3aTeIX 3a KOCTHA

mrpTHOCT (LS m TB BMD), 3amebensiBane Ha KOpTUKaNKWcCa, HapacTBaHe Opos Ha
Tpa6eKy.TI$IpHI/ITe Tp€AMYKHM B CIIOHTHO3aTa, W KOCTO € IO-BAXXHO - PCAYKOUA Ha
bpakTypuTe, peaykius Ha OolikaTa, TOBHILABaHE HA JBUTATETHUTE criocoOHocTu. Haii-
CBIIIECTBEH e(fbeKT CC OTUYHMTA IIpU HaW-TEeKKO 3aCETHATUTE W HaW-MaJKHUTE Jc1a, KakTo 1
110 BpeMe Ha MbpBUTE 3-4 TOAMHM OT 3all0YBAHE HA JICUEHUETO.

Crpannynu e(_l)eKTI/l OT _JICYCHHUETO. CJIC,Z[ 3alio4BaHE€ Ha JICUCHUC HaACThIIBA
IIOTUCKAHEC

Ha OCTEOKJIaCTHATa aKTUBHOCT, KOETO BOAM 10 3abaBssHE Ha IMPOIECHUTE Ha KOCTHO
MOJIEJIMpAaHe W peMojeIupane. PEHTTEHONOrMYHO TOBAa CE€ HM3pa3siBa B pas3llUpsABaHE Ha
MeTa(I)I/I?)apHI/ITC 30HHU, KBACTO C€ IIOABABAT HUBUIK OT CHIIHO MI/IHepaHI/I?)I/IpaHO KOCTHO
BemiecTBO - T. Hap. zebra lines, BcsAka egHa OT KOHTO € CIEACTBHE Ha IPOBEICH
TEpANEeBTHYCH Kypc. BBIPEeKH HaIMYHMETO Ha TE3W TNPOMEHM HE ce HaboaaBa
HapylIeHHe B HOPMAaJHHSA pacTeK Ha KOCTTa, a IIOCTEHNEHHO C OTAAJe4aBaHETO OT
paCTe)KHI/ITe 30HU TC3U CBp’bXMHHepaHI/I:’:I/IpaHI/I y‘-IaCT’B]_[I/I BBb3CTAHOBABAT HOpMaﬂHaTa CHu
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TpabekyisipHa cTpykTypa. OnrcanuTe Npu Bb3PaCTHU HAKOJIKO CIIydas Ha OCTEOHEKpO3a Ha
MaHauOYyara ChIIO JI0cera He ca HabI0AaBaHu B IETCKA Bb3PAcCT.

e  Pacmescen xopmon (PX). otroBapsaT Ha yeueHueTo ¢ PX camo te3u aena, mpu KOUTo
uMa KOJIMYECTBEH JIe(UIIUT B CHHTE3aTa Ha KoJlareHa, T.e. OONHUTE C Jiekute Tul |
dopmu, mokaro mpu Texkko 3acerHarute nerna ¢ Ol tumose Il mo VIII, tepanusra ¢
PX ocraBa HeedekTHBHA (BHAOBETE MperapaTd 4YOBEIIKHM pekomOuHaHTeH PX ca
MIOCOYEHU B JIp. IJ1aBU HA HACTOSIIIIOTO PHKOBOJICTBO).

EdexTn 1_cTpannyHu_edeKTH OT JieueHHeTo. 3acuiiBaT ce npouecuTe Ha KOCTHO

pemonenupane, a npu Ol u Oe3 ToBa € Hamuie XHUIEPLENYIApUTET C aOHOPMHO
aKTUBUpPAaHU KOCTHM KieTKH. OcBeH ToBa edekThT Ha PX BbpXy JMHEApHUS pacTex e
KpaTKOTpaeH M HsAMa JaHHU 3a [0A00peHue B KpallHaTa pbCTOBa IPOrHO3a, T. KAaTo
IIpOy4YBaHUATA ca C

MMPpOABILKUTCIIHOCT A0 2 TroauHU.

e  Ilapamxopmon. Bbripeku MOIIHUS aHA0ONEeH ePeKT BbPXY KOCTa, HE € MOKa3aH 3a
yrnoTpeda npu jaena nopaau Gpakra, ue npeAn3BUKBa OCTEOCAPKOMHE Y MJIald MHIIIKH.

e  *Denosumab — goemiko moHokIOHAIHO aHTUTLIO cpenty RANKL (receptor activator
of nuclear factor-xB ligand) — menuaTop Ha ocTeokiacTOoreHe3ara W OCTEKJIACTHATA
aKTuBaIys. B X011 ca KJIMHUYHU POyYBaHUSI.

Pazgea VII.
XUIHMOPOCPATEMHUYEH PAXUT(MKB E83.3, Opda konose 437 u 89936)

X-cebp3anata xumogocharemusi (XLH) e Haii-uecrata mnpuumHa 3a
yHaclefeHara 3aryba Ha ¢ocdaru, karo uecrorata ¢ 3,9 Ha 100 000 xuBopomeHu H
pasmpoctpanenuero Bapupa ot 1,7 ma 100 000 gema mo 4,8 ma 100 000 mymwm (mema u
BB3pacTHH). Bbrnpeku ye matorene3ata Ha XLH He e HambiIHO M3siCHEHA, MPOyYBAHHSATA
JI0 MOMEHTa MOKa3BaT, 4e MPOMEHHUTE C€ JIbJDKAT Ha MOBMILIEHM HUBa Ha QochaTypuyeH
XOpMOH HapedeH ¢QuoOpobnacten pacrexen ¢akrop 23 (FGF23), umero OCHOBHO
MIPOU3BOJICTBO CE€ OCBHILECTBSIBA OT OCTEOLIUTHUTE.

XunopochareMUUHUAT pPaxUT ce IbDKM Ha 3aryba Ha ¢ocpaTu ¢ ypuHaTa c
nocienBama  xunodocharemusi, HamMajieH CHHTe3 Ha akTWBeH BUTamMuH D
(1,25(OH)2But/l), ocreomananus, HapylmIeHUS B ACHTUIHUATA K HENPOMOPIMOHATICH
HUCBK pBCT. [lanmeHTHTEe OOMKHOBEHO pa3BHBAaT pPAXUTHYHH CHMIITOMH B Kpas Ha
I'bpBaTa WIK Mpe3 BTOpaTa roJMHa OT )KHBOTA.

1. OcobenocTn B KIMHUYHATa KapTuHa HAa XLH ca:

. W3pazena u mporpecupamia, mox (popmara Ha O- mnu X-6aitHe, nedopmarus Ha
JOTHUTE KPaWHHUIIM ChC 3aTPyIHEHA, MOKJIAIIAIIa ce MOX0AKaTa

e  Hawmanena ckopocT Ha pacTex H JUCIIPOITOPIIHOHAIIEH HAHU3BM

° CHnoHTaHHH AEHTAJHUTE a0CIecH

2. Jluarno3sa:

Jnarnozara X-cbp3aHa xunogocparemuss (XLH) ce mocraBs mnpu Hanuume Ha
KJIMHUYHU W/WIM PEHTTCHOJIOTMYHHM TPU3HAIM Ha PAaXWT M 3a0aBeHa pacTe)KHa CKOPOCT
B ChUETAHHME C HUCKHU CEpyMHH HHBa Ha ¢ocdaTuTe 3a ChOTBETHATA BBH3pACT, Ha (hoHA Ha
noBHIlIeHa 3aryba Ha ¢ocdartu ¢ ypuHaTa U MpH JIMICAa HA XUIMOBUTaMHUHO3a J| wim
HeoCTHr Ha Kanuid. [IppBOoHauanHuTe 1a00paTOPHM H3CIEABAHUS BKIIOYBAT CEPYMEH
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Kaymmid, cepymHu (ocdaru, ankanHa docdaraza, PTH, 25(OH) Bur /I, 1,25 (OH)2 Bur
Jl ¥ KpeaTHHHH W ypuHa 3a Kainuid, ¢pocdop, KpeaTHHHH 3a u3uucisBane Ha TMP/GFR -
MakcuManaHata TyOynmHa peabcopOius Ha ¢docdaTh COpsiMO CKOPOCTTa Ha TIOMEpYIHA
¢bunTpanus U ypuHHOTO ChOTHOIIICHUE KaIIUNA/KPEaTHHUH C LEJ ONpeeiisiHe, ChOTBETHO
HuBata Ha Qocharypus u kamuuypus. Hopmu na TmP/GFR 3a percka Bw3pacT—
kbpmayera 1.4-3,0 mmol/l, cnex 1 romuma 1.2-2.6 mmol/l, Be3pactau 0.6-1.7 mmol/l.
[Ipe3 mepBuTe 3-4 Mecera HuBaTa Ha ocdaTuTe MOTaT J1a ca BCE OIIEC B HOPMA.
Cepymuu HUBa Ha pochaTu criopes Bb3pacTra:

Bb3pact mg/dL mmol/L
0-5 nun 4.8-8.2 1.55-2.65
1-3ronq 3.8-6.5 1.25-2.10
4-11rox 3.7-5.6 1.20-1.80
12-15r0n 2.9-5.4 0.95-1.75

>15ron 2.7-4.7 0.90-1.50
Lockitch et al [1988]

3. IlpocaensiBane

e  CepymeH kanuuii, cepyMHH pocdatu, ankanna pocdaraza, PTH, kpeatunun

o  Kamumypus: Kanuuit/Kpearnnun (Hopma 0.1-0.7)

e B nombiaHeHHE KbM AHTPONOMETPUYHHUTE HM3MEpPBAaHHUS — PBCT, TErJo, CelalMIHa
BUCOYHMHA, CJIeJ[Ba Ja C€ MOHHTOPUPAT KpPaWHUKOBHTE JedOopMaluy Upe3 W3MEepBaHe
Ha UHTEPKOHJIWIAPHOTO W/WIM HWHTEPMAJICONAPHOTO PA3CTOSIHME, CBOTBETHO B
o0J1acTTa Ha KOJICHETE HJIU TJIE3CHUTE.

e Jlemara cbhC 3HAUMTENHHU nedopMalMid HA KPAWHUIUTE, CHJIHO 3aTpyJHEHa TOXOIKa
WM OTIJTAKBAHMSI OT CTABHH OOJIKM TPsIOBa Ja c€ KOHCYJITHPAT C OPTOTIE

e Exorpagcko uscnenpane Ha Ob0peruTe 3a HepOKAINHO3a

4. Jleuenune
4.1. Koneenyunanna mepanus ¢ nekapcmeeHu npooyKmu:

e PanHOTO NeveHue ¢ nepopaiHu GocharHu 100aBKU U aKTUBEH BUTaMUH D momoOpsiBa
paXUTUYHUTE HW3MEHEHHWs, OrpaHH4YaBa BEPOSATHOCTTa 3a OO0pa3yBaHETO Ha 3BHOHU
abcriecu U MOAOOpsBa pacTeka, HO MPH 3HAYMTEITHA YacT OT MAIlMEHTUTE JICUYCHHETO ©
HEYCHEIIHO W/WIM € CBBbp3aHO C  HeOmaronmpusaTHH  edextu  (Hampumep,
XUNEPHapaTupouan3bM U Heppokammuaosa). Jlo mBe Tpetw ot npemara ¢ XLH
M3HUCKBAT OTNEpalys Ha JOJTHUTE KpaHHUIIH.

e Hayano Ha JjeueHHETO ¢ TMOCTaBsSHE HA JMArHO3ara - KOMOWHAIMS OT IepopajieH
npemnapar cbabpxan gocdop (hocdarnu conm) u aktuBeH BUTaMuH D (kamuutpuon
WK andakaimIon).

e [Ipenopwruntenna HauanHa nqHeBHa no3a 2060 mg/kg enementapen docdop (0,7-2,0
mmol/Kg mHeBHO) MpH KbpMadeTa U Jelia B MPEeIydrIIAIIHA Bb3PacT, KOSATO TPsIOBa ja ce
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KOpUTHpa CIropea MOJOOpPEeHHMETO Ha paxuTa, pacTeka, HHBaTa Ha allkajaHara
¢docdaraza u PTH.

e [IpenoprunrtentHo e QocdarHuTe mpenapaTu ga ce mpueMaT Bb3MOXKHO HaW-4ecTo,
4-6 mBpTH NHEBHO, OCOOCHO MpU NEepcUCTHpamy 3aBumieHH HuBa Ha ALP. Yectorara
MOXe J1a Objie HamalieHa 110 3-4 MbTH THEeBHO, Korato ALP ce Hopmanmsupa.

e HeoOxoaummo e MOCTENEHHO yBelIMYaBaHe Ha Jo3aTa Ha (ocdarute B ciaydyauTe Ha
HEJOCTaThUeH KJIMHUYEH OTTOBOpP, HO Ja ce m30srBar no3u > 80 mg/kg mHEBHO C 1en
NpeNoTBpaTsBaHe HAa  CTOMAIIHO-YPEBHHS  TUCKOM(OPT W  pa3BUTHETO  HA
BTOPUYCH/TPETUYEH XHUIEPIAPATUPOUIN3bM. AKO TE€3H HEXEJIAaHU PEaKkiH ca HauIle,
JIeUeHHETO TPsiOBa Ja ce KOpUTHpa upe3 HaMallsiBaHE Ha J03aTa M/WIU yBeJIHMYaBaHE Ha
4ecToTaTa Ha MpermMa.

e [IpenopruntenHa HavaHa j03a Kaaqurpuol 20-30 ng/kg TenecHo Terio THEBHO WU
andaxammumon 30-50 ng/kg TenecHoO Teriio THEBHO. AJITEPHATHBHO, JICUCHUETO MOXKE
na 0bae 3amovynato emnupudHo ¢ 0,5 pg MTHEBHO KaUTpuod Wik 1 ug andaxamumon
IpHU TAaNMEHTH Ha BB3pacT > 12 mecena W KOPUTHPAHW B3 OCHOBA HAa KIMHUYHU U
OMOXMMUYHHU OTTOBOPH.

e C men mpenoTBpaTsBaHE pa3BUTHETO Ha HE(POKAIIMHO3a, C€ IMPENopbhyuBa Ja Ce
3ama3aT HUBA HAa KaINWypUs B HOPMAaJIHHUTE TPAaHUIM U Ja ce M30ArBaT TOJIEMH 03U
dochaTtHn m00aBKM, pPEJOBEH NpPUEM Ha JOCTATHYHO KOJIMYECTBO BOJA, a IIPH
MEPCUCTHpAILA XUTCPKAIIUYPHUS - TpUaraHe Ha KaJIMEB IUTPAT W OrpaHHuYaBaHE Ha
HATPUEBHS BHOC.

¢ [lo oTHOIIEHNE HA BTOPUYHUS XUIIEPIAPATHPOUIUIBM CE MPETOPHUBA CIETHOTO:

e  [lpu nmanuenTtute ¢ moBuileHu HUBa Ha PTH cnenBa na ce yBenmuwum mosara Ha
aKTUBHUA BUTaMHH J[ W/WIu Aa ce HaManu Jo3ata Ha nepopanHute docdartHu
N00aBKH.

e  JledeHWeTo ¢ KaNIIMMHMETHIIM MOXE J1a c€ OOMHCIIH TIPH Jella ¢ TEePCUCTUPAI]
BTOPUYEH BTOPHUYECH XHUIIEPIIAPATUPEOUIU3bM BBIIPEKH TOPECIIOMEHATHTE MEPKH,
HO ynotpebata Ha Cinacalcet TpsiOBa 1a ce m3moia3Ba C MOBHINEHO BHUMAaHHUE
npu XLH, TBi Kato ce CBBp3Ba C TEXKKM HEKEIAaHU DPEAKLUHUH, a HMEHHO
xunokanuemus: 1 nosuiied QT uHTepBar.

e TpsaOBa nma ce o0OCHAM MapaTUPEOMIEKTOMMS B ClydauTe Ha TpPeTHYEH

XI/IHepHapaTI/IpeOI/II[I/I?{bM (HepCI/ICTI/IpaHI XI/IHepKaJ'II_II/IeMI/I‘{eH
XHUIeprnapaTupeouIu3bM), BbIPEKH ONTHUMH3UpaHaTa Tepanus ¢ BuTamuH [ u
Cinacalcet.

o [IpenopwruBa ce nena nedpunutan Ha 25 (OH) But J[ (ectectBen BuT [ -
XOoJeKanuQepos WIh eprokamudepon) aAa ce 3aMecTAT JOMBIHUTEIHO ¢ Mpenapar
Ha BUT /.

e He ce mpenopbuBa TONMBIHUTENIEH BHOC Ha KalmueBW A00aBku mpu gerna ¢ XLH,
HO CJIeJIBA JIa CE€ TIpHJIara JIMeTa ¢ aJeKBaTeH XPaHUTEJICH KaJII[MeB THEBEH MTPHUEM.

e AxTuBHaTa no0aBka Ha BUTaMHH D TpsiOBa na ce Hamalu WU Jla C€ CIpe, aKko
MalUeHTUTe OBbJAaT OOE3BIKEHU 3a IBIBI MEPUOJ OT BpeMe; JICUCHUETO TpsOBa 1a
ce Bb30OHOBH BeJHAra IOM ITallMeHTHT Bb300OHOBH XOJCHETO.

e [Ipy mpaBuUIHO TPOBEKIaHA KOHBEHIIMOHATHA TEpamus, PaxuThT TpsOBa ma ce
moAgo0pH, KOETO BOJW J0 HamMaysiBaHE Ha Jedopmarusira Ha KpaWHHUIIUTE, KaTo TIPH B
MpeAYYMIINIIHA BB3paTC PBCTHT cieABa na ce yBenuuu ¢ okono 1 SD B pamkure Ha
2-3 roavHU.

e l3uckBa ce KOHCyATalMsi CbC CTOMATOJIOT C €BEHTYaJIHOTO IMPOBEKIAHE Ha
MaHoOpaMHa CHUMKA Ha TOpHA W JI0JTHA YEJTFOCT 3a Jiella HaJl S5-roAuIHa BB3pacT, KAKTO
Y TIPU OTIJIAKBAHMSI OT MMOsIBaTa Ha IEHTAIHU aOCIIeCH.
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e [Ipu peua c mepcucTupamio riaBo0oiiue, MOBpbIIaHe Wi abHOpMHa (opma Ha
yepena ce npenopbuBame SIMP wu3cnenBaHe 3a Ja ce M3KIIOYM KPaHHMOCHHOCTO3a,
Masndopmarus Chiari [ mimm cupuHrOMHENTHS.

e KIIMHMYHOTO 3HAYEHHE OT MPOBEXKIAHETO Ha OCTEOMETPUYHM H3CJeNBaHUs (Iepu
¢depra xommuectBeHa KT (pQCT) wnm wu3MepBaHusATa Ha KOCTHA MHUHEpaTHa
wrsTHOCT (BMD) upe3 DXA (aBoiiHO-eHepruiiHa peHTIeHOBa aOCOPOIUOMETPHS) MIPH
nanqueHTy ¢ XLH e orpannueno. M nBata MmeToga He ca B ChCTOSHHE [a
IUarHOCTHLIMpAT ocTeoMananus. VHTepecHO e, 4Ye JOpu € YCTaHOBEHO, 4e
TpabekymapHata obemHa BMD e moBuimieHa npu mnenuaTpuyHu manueHTd ¢ XLH,
KOETO MOXKe OM ce sIBsIBa KOMIIEHCATOPHA PEAKIHsI Ha OCTEOMAJIAIUATA.

4.2. Jlekapcmeena mepanus ¢ MOHOKIOHanIHO  anmumsano Burosumab
(Crysvita)

Crysvita ¢ MOHOKJIOHAJIHO aHTUTSI0, HacodeHo KbM FGF23 mporeunna. [lpukpensiiku
ce kbM FGF23 mporenna, nexkapcTBOTO OJIOKMpa HEroBaTa aKTHBHOCT, KaToO IO TO3U
HayuH ce HopMaju3upa ObOpeyHaTa oOpartHa QocdaTHa peabcopOLUs ¢ MOCISaBAIIO0
BBH3CTAaHOBSBAaHE HA HOPMAaJHU HUBA Ha GochaTUTe B KPHBTA.

IIpe3 ¢espyapu 2018 r. Empomeiickata arenmus no nekapctBata (EMA) uznazne
paspelieHre 3a IMycKkaHe Ha mas3apa B EBpomeiickusi cpro3 Ha Burosumab 3a nedenue
Ha XLH npu geua Ha BB3pacT > 1 roavHa U Npu IOHOIIM C BCE OLIE HE3aBBPIIWII
ckenereH. [Ipes ampun 2018 r. AmepukaHckaTa aJMHHUCTpPAaLUs O XpaHHUTE H
nekapcrBata (FDA) ono6pu nprema Ha burosumab 3a neuenne Ha Bb3pacTHU U Jielia >
I ronuna ¢ XLH.

Jleuenue ¢ burosumab npu aena ¢ X-cbp3ana xunodocparemus (XLH) >1 roauna u
IIPU IOHOIIM C BCE OIE pACTSIl CKEJEeT ce MNpernopbuBa Haii-Beye B CiydyauTe Ha:
PEHTI€HOJIOTHYHO TOTBBPACH PaXUTHUHU HM3MEHEHHUS, KOUTO ca pedpakTepHH KbM
KOHBEHIIMOHATTHATA TEPaysl; HATMYME Ha YCIOKHEHUS, CBbP3aHN C KOHBEHIIMOHATHATA
Tepamusi;  WIM  HeCcmocoOHOCTTa  HA  TANMeHTa  Jla Cce MpHIbpXKAa KbM
KOHBEHIIMOHAJTHATA TePAIHsi, BBIIPEKH aJIEKBATHOTO MPOCIIESIBAHE.

ChrioacHO HACTOSIIUTE MPENOPHKHM KOHBEHLMOHATHOTO JIedeHHe TpsabBa na Oble
CHpsiHO Haif-mMasko 1 ceamuua mpeau HayaloToO Ha JiedeHHeTo ¢ burosumab u HuBara
Ha cepyMHUTe (ochaTtu Ha TIAAHO Aa ca MOJ HOpMaliHaTa pedepeHTHa CTOMHOCT 3a
BB3pacTTa.

[lpu npena ce mpenopwsuBa HadamHa jgo3a burosumab 0,4 mg/kg TenmecHo Terio,
IpUjIaraHa rmoJK0XHO Ha BCEKH 2 CEIMHIIH.

[MpenopsuBame TUTpyBaHe Ha burosumab ¢ mosumasane Ha mosara ¢ 0,4 mg/kg, mo
MakcumanHa no3a ot 2,0 mg/kg tenecHo Terno (makcumanHa go3a 90 mg). Ilpu
neAuaTpuYHU MIPOYUBAHUS CpeiHaTa nojabpixaiia no3a e 1 mg/kg renecHo rerio.

IMpu nmema go3ara Ha burosumab mbpBOHAYANHO CE€ TUTPUpPA O IOBHINABAaHE Ha
cepyMHUTe HUBa Ha (hocdaru B nuanazona ot 1,1 go 1,6 mmol/l.

Burosumab He Tpsi0Ba 1a ce KOpUTrupa Mo-4eCcTo OT BEAHBK Ha BCEKH 4 CEIMUIIH.
Kontponuu uscieaBanus Ha cepyMHHUTE (pocdaTu Ha IIIaJHO 1O BpeMe Ha MepHoAa Ha
TUTPUPAHE MEX]Ty MHKEKIIMUTE TPsIOBA J1a c€ OCBIIECTBU B UAeanHus ciydail 7-11 auu
cIlieNl TocyeHaTa WHXKEKIHS, 3a 1a ce OTKpHE eBeHTyasHa xunepdocdaremus.

Cren mocturane Ha cTaOWIHM HHMBa Ha cepymHHTe (Gochatu (3 Mecera 6e3 mpomsHa
Ha Jo03ara), HUBara Ha cepyMHHs Gochar Ha TIIATHO CJeABa Ja C€ OICHSBAT
HETOCPEJCTBEHO NpEIH ClieABallaTa arjIhKalusd, ¢ [eJd M3KII0YBAaHe HAIWYHETO Ha
xunodochareMus (HeOCTaThYHA 1032).

B cnygante Ha HacThmmia xumnepdocdareMus, TpUIOKEHUETO Ha burosumab cienBa
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Jla ce MpeyCTaHOBW, /10 JOCTUraHe Ha KOHIEHTpauusiTa Ha cepyMHusa (ocdar e mon
HOPMAJHHUTE TPAHUIIM, KATO CE€ MPOIBIDKU C /1032 MPUOJIM3UTETHO HA MOJIOBHHATA OT
IIpeIXxoHaTa.

Pasznea VIII.
BPOJIEHU AJIPEHOTEHUTAJIHU PASTPOMCTBA,
CBBbP3AHU C EH3UMEH JE®UIIUT (MKB E25.0, ORPHA: 418)

1. Onpenesenne — rpyna OT aBTO30MHO-PELECUBHO YHAclE[sSBalll Ce
3a00JIIBaHMs C HAapyIICHHUs B OMOCHHTE3aTa Ha HaOBOPEUHUTE CTEPOUTHA XOPMOHH

2. Knacudukanus

2.1. 21-xuapokcuiasen nepumur
2.1.1. Knacuuecka ,,con rybema‘ ¢popma
2.1.2. ,IIpocta Bupmnmsupama‘ popma
2.1.3. Heknacuuecka ¢popma
2.2. 11B-xunpokcunasex qeuuut
2.3. 3B-XuapoKCHCTEpOu I IeXUAPOreHa3eH Ae(UIIUT
2.4. 170-xuapokcuiaseH AeGuiuuT
2.5. P450-okcunopenykraseH aepuuur
2.6. Bpoaena nunouHa agpeHanHa xumnoriasus (Mmyrauuu ¢ StAR mporenn)

3. He.]'l Ha JICYCHHETO - QaJICKBATHO 3aMCCTBAHC Ha HaMaJICHUTC HHBA Ha
TJIFOKO- W MUHCPAJIOKOPTUKOUIH, 0e3 Ja Cc€ JOIyCKa Mpeao3upaHe.

4. Jleuenne — AOKHBOTHO 3aMeCTBAIIIO JI€YCHHUE
4.1. HpenapaTn C JOMUHHPpaa IVIINKOKOPTUKOU/IHA AKTUBHOCT:

1. Xwunpokoptuzon (Hydrocortisone) ta6m. 10 mg; 20 mg; amoyau 100 mg. Ilo-
NPEANOYUTaHN Hamocaeabk (GopMyiIH ¢ mojo0peHa pe3opOuus, 0COOEHO B MaJIKa
BB3pacTt, ca npernapara Alkindi — rpanynu B kancynu 3a otBapsiHe 0,5 mg; 1,0
mg; 2,0 mg u 5,0 mg u ¢ ynemkeHo ocBodoxkaaBane Efmody - kancynu 5 mg; 10
mg u 20 mg. Ipenoprbusanu no3u: 10-15 mg/m?/mu. Hanocneask uMa JanHu, ye
OTH. MO-BUCOKHUTE J03M B KbpMadecka Bb3pacT HE ca HEOOXOAMMH IOpaau Io-
rojsiMara pe3uCTEeHTHOCT Ha OpraHu3Ma KbM JICHCTBUETO Ha aHIAPOTEHH.

[Tpenuuson (Dehydrocortizone), Tabma. 5 mg
[Tpenuuzonon (Prednisolone), Tabma. 5 mg

Hexcamera3on (Dexamethasone), Ta6i. 0,5 mg

ok~ own

Metunnpennusonon amn. (Methylprednisolone ) amp. 6,31 mg u 15,78 mg

3a M3YUCIIEHWE HAa XUIPOKOPTU30HOBUS €KBHUBAJIEHT Ha pa3inuuHuTe cHHTEeTHYHH ['K,
Hal-uecTo MpujlaraHata cxema 3a KOHBepcus ce 0a3upa Ha CyNpecUBHUS UM €(PEKT BbpXY
pacrexa: 20 mg hydrocortisone = 4 mg prednisolone = 250 pg dexamethasone = 25
mg cortisone acetate (KopTon).

Hexenanum JieKkapcTBeHH peakNUH - TIOKauBaHE Ha TeEIJIo, apTepHaiHa
XUMEPTOHUS, XUP3YTH3bM, TOSBA HA CTPUHU, aKHE, NETeXuu, 3a0aBEHO 3a3/paBsiBaHE
HapaHW, MEHCTPYaJHU HapyleHus, aQeKTUBHU HapYyIICHUS /pa3apa3HUMOCT, eydopusl,
nenpecuss W JaOWITHOCT Ha HACTPOCHHETO, BB30YIMMOCT, OE3MOKOWCTBO/ (SITpOTEHEH
Cushing syndrome).
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4.2. lIpenapatu ¢ MUHEPAJOKOPTUKOU/IHA AKTUBHOCT
o  ®nynpokopruson arerart (Fludrocortisone acetate), Tabmn. 0,1 mg

Jlo3upoBkara Bapupa ot 50 mo 200 pg/day, kaTo OOMKHOBEHO OTH. /1032 HamaJsiBa
c BB3pacTTa. HsMa CTPUKTHO pPBKOBOJACTBO 3a MPHIOXKEHHETO My. EdQexTpT ce
MOHHUTOpPHpa 4Ype3 HUBO HA apTepUAIIHO HajsraHe, HOHOrpaMa W HUBO Ha
pennn/anrnotren3un/[IPA, kakTo 1 00110 ChCTOSIHUE U JIMIICA HA AAPEHATTHU KPU3H.

He:xenanu jekapcTBeHH peaKUMHU - apTepuaiHa XUIEPTOHHS, OTOLM, 3aCTOMHH
SIBJICHUSI B KPHBOOOPAIICHUETO, XUTTOKATUEMHUS, XUTTOKATHEMHUYHA aJTKaio3a.

5. MoHuTOpupaHe HA JIeYEHHETO

5.1. KiuHu4yHO - 3a CHUMIOTOMH Ha I[pelo3upaHe - KYHUIMHTOMJAHU CHUMITOMU
/mpocieasiBaT Ce€ pacTeXHa CKOPOCT M KOCTHO Ch3psBaHE, apTepUAIHO HallAraHe,
TEJIECHO TErJI0, HAJIMYKME Ha CTPUU M OTOIH, OKOCMSIBaHE/ U JIP.

5.2. buoxumuuno — HuBo Ha 17-OH-IlporectepoH, aHAPOCTEHIUOH, TECTOCTEPOH,
CKYV, enekrponutu, KAC, KI'; mna3mena peanmHoBa aktuBHOCT /IIPA/- moka3zaren 3a
3aMECTBAHETO ¢ MUHEPAJTOKOPTUKOMIH.

6. Anpenasnna kpusa (Orpha: 95409)

Anpenannara kpu3a (AK) e ocTpo HacThmmiio, *XKHMBOTO3aCTpAlllaBalll0 CbCTOSHUE,
NPEIU3BUKAHO OT HEIOCTaThbYHOCT Ha aJPEHOKOPTUKAIHH XOPMOHHU (KOPTH30J W/WUIH
angocrepoH). HacTenBa mo-psaxko B JI€TCKa BB3PACT,HO MMa O X IO-BHUCOK PHUCK OT
CMBPTHOCT CIPSIMO JIPYI'M OCTPH CBhCTOSHUS B NIEAMATPUYHATA MOMYJIalMs. 3acsira eJHAKBO
1 aBaTa IIoJia. Hecneumi)anaTa KIIMHUYHA KapTHUHA 4YECTO 3a0aBs Juar’osara u
neueHuero. Haii-uecto orulakBaHusATa ca OT 3aryba Ha Terjo, MYCKYJIHa cCiabocT,
XUIMOTOHMSI, AHOPEKCHs, TaJeHe M TMOBpbIlaHe, ¢(eOpuiIuTeT, TI'bpUoOBE, 3arydba Ha
Ch3HAHUETO, KOMA, CMBPT.

PuckoBu ¢axrtopu 3a HactenBane Ha AK ca: octpa mHQeKUUs, TpaBMa, XUPYyprudHa
mpojelnypa y MalMeHTH C JOKa3aHa aJpeHalHa HEeJAOCTaThbYHOCT Ha 3aMECTUTEIIHO
JIEYEHNE, HEU3BECTHA [JO MOMEHTa KOPTHUKO-3aJpEHalHa HEAOCTaTbYHOCT, BPOACHU
aJIpeHOTEHUTAIHA Pa3TPONCTBA, CBBbP3aHU C €H3UMEH AeDULUT, MaHXUIOMUTYUTAPU3IBM,
cie onepatuBHO JedeHue Ha xunodwusza, AIIC (tun 1 3], xunorupeoausbm), JeUeHHUE C
I'K na acTma, apTpuTu, TpaHCIUIAaHTHpaHU OOJHU, OCOOEHO MPH PA3BUII CE STPOTE€HEH
cuiapoM Ha Cushing. HacrenBar nmexujpartainys, XUIOTOHHUS,  XHMIIOTJIMKEMMS,
XUMEepKaTueMusi, MeTa0OJMTHA alua03a, IIOK, HaJMIEe ca HacoYBallM CUMOTOMU —
XxunepnurMenrannu, KymmHronex Bus,

,,TI1aa’” 3a coll u

Aap.

6.1. JIeuenue

Bennara ce u3BBpHIBAT MBPBUTE PEAHUMAIMOHHU MEPOIPHUATHS IO CTaOMIIM3UpPAHE
Ha marmeHTa (ABC), ocurypsiBa ce 1.V. JOCTBIIM C€ TPAHCIOPTUPA 1O HaW-ONM3KHS
peaHMMAaIMOHEH JETCKU EHTH).

3amouBa ce mocnenoBareaHo ¢ 20 ml/kg 3a 30 mun-1u 0.9% NaCl, mocneasanu ot
5% rmoko3a — 5 mllkg u Ser. Glucosae 5% 2 ml/kg. Tlpu HauvanHa TEXKa
XUTIOTJIUKEMHS € JOMYCTUMO J1a C€ 3all0YHE OT CaMOTO HAvaJo ¢ J00aBKa Ha TIII0K03a, HO B
KOHIIeHTpauus, He no-rossima ot 10%. [lpunarar ce:
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e Hydrocortisone amm. i.v./iim. <10 kg ten. Ternmo — 25 mg; 11-25 kg - 50
mg; >25 kg — 100 mg

e [lpu nurca Ha Hydrocortisone - Methylprednisolon — 1 mg/ kg i.v./

e B crneasamure 24 4. ¢ MPEenopbYMTENIHO JACTETO Ja OCTaHe Ha i.V. HHY3Hs
B n03a 1 mg/ kg/24h i.v. B 3 1o 4 npuema.

Benuky manuieHTd, 3acTpaiieHd OT afpeHalTHHM KpU3H, TpAOBa Ja ce M3CTPYKTUPAT Kak
Ja pa3lo3HaBaT W Kak Ja JeHCTBAT MPU Kpu3a, KaKTO W Ja ObJaT CHaOJEHU C
OMO3HABATEIHN 3HAlM M MUCMEHU HWHCTPYKUUMU. B moBeueTo cTpaHu MOHACTOALIEM
3acTpallleHUTe MAlUEeHTH ca CHa0AEHM C KHUT 3a CIEUIHOCT, ChJIbpKall IapeHTepajcH
XUIPOKOPTH30H 32 MPUIIOKEHUE B CITyyall Ha CIIEITHOCT.

Paznen IX.
CUHAPOM HA CUSHING
(MKB E24.0 - E24.4; E24.8 - E24.9; D35.2, Orpha code: 96253)

1. Onpenenenne: Ennorennust cunapoM Ha Kymwuar /CK/ e KIMHHUYHO CHCTOSHUE,
KOETO € pe3yJTaT Ha MPOABDKUTENIHA EKCIIECMBHA CEKpeluss Ha KopTuzon. To ce
XapakTepusupa CbC 3aryda Ha HOpPMalHUS MEXaHW3bM Ha oOpaTHa Bpb3Ka Ha
XHUIMOTATaMO-XHUITOU3apHO- HAAOBOpeYHaTa OC W HAa HOPMAIHUSA LUPKAJACH PUTHM Ha
KOpPTH30JI0BaTa ceKpeuus. BcHUKM HO30JOTMYHHM €IWHUIM CHaJaT KbM Tpylara Ha
peAKuTE eHJAOKpUHHU 3abosiBaHus (¢ yectora nox 1:2000 pymm).

2. Knacuukanms 3a 1eTcKa U I0HOIIECKA Bb3PAacCT:
2.1. AKTX 3aBucum (80-85%)

e bonect Ha Cushing (68 %)
e Exrtomuuen AKTX cunapom (12 %)
e Exronununa cexpennst Ha CRH (KOpTUKOTPOIIMH PUITU3UHT XOPMOH)

2.2. AKTX ne3aBucum (15-20%)

Han6w6peuen anenom (10%)
Han6n0peuen kapuaom (8%)
MuxkponoaynapHa xumnepriasus (1%)

MaxkponoaynapHa xumnepmiazus <1%

3. Jleuenue Ha cunapoM Ha Kymmnr:

3.1. AKTX-3aBucuma ¢opma Ha cuHapoma Ha Kymmnr

o Xupypeuuno neuenue nHa Oonect Ha Kymmuar (BK): tpancchenommanna
anenomektomusi (TCA) - merog Ha uzbop. Ilpu CK c Hopmanen SAMP —
MoKa3aHa TOTajJHAa WJIM T[apuualHa  XUNO(U3EKTOMHs B  Clydaid, ue
WHTPAOIIEPATUBHO HE C€ BH3YyalIM3Wpa aJeHoMa — IMO-PSIKO C€ MOCTUTa
pemucus (~70%), mo-4ecT yCI0KHEHHS.

e [lokazanus: nokaszana 6onect Ha Kymmar

e VYCIOXHEHHS: WHCUNHJEH JuabeT; XWUIONMUTYWTapu3bM (NapuuajieH WiId
[IAaHXUIIONUTYUTApPU3bM);  YCIOKHEHHs, CBBpP3aHU C  XUpyprudeckara
MHTEPBEHIIMS: PUHOJIMKBOPES, MEHUHTUT, EHIEQAIUT U T.H.
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e VYcmeBaeMoct: MukpoaneHoM — pemucusi 65-90% cnen TCA; makpoaneHOM —
pemucus < 65%, no-uectu u no-panHu peuuausu cien TCA.

Kpurepumn 3a uzjiexkyBaHe:

* Hscnensane mpe3 mbpBaTa IOCTONEPATHBHA CEIMHUIA — CYTpelleH IUIa3MEH
koptuzon (Fpl)

* Fpl <50 nmol/ - pemucust 10% mo 10 r.

 Fpl >140 nmol/l ma 6 cenmmuIa MOCTONEPATUBHO — HM3HMCKBA JIOMBIHUTEIHH

U3CIIeIBaHUs — MpH U3KIouBane Ha nepceuctupain CK - mo-BHCOK PUCK OT PElUInB
B CJIC/IBAIIUTE TOJAUHH

« Fpl 50-140 nmol/l - pemucus, He ca C MO-BHCOK PUCK OT PELHUAUB B CPABHCHHE C
te3u ¢ F pl <50 nmol/l

* [lpu pa3HONIOCOYHHU PE3YNTATH - U3CIIe/IBaHE HA cBOOOAeH ypuHeH KopTu3oi (CKY)
» <55 nmol/24h - pemucus

e 55-276 nmol/24h — nonbIHUTENHYN U3CIEIBAHUS

» >276 nmol/24h — nepcucrupaino 3adonsBaHe

TepaneBTHYHO MOBe/leHHE NIPH NMEPCUCTHPAIA AKTUBHOCT Ha 0oJstectra ciex TCA:

a. Peonepanusi - TCA - mo-uucek % na pemucus (50-70% cpemry 65-90%) u mo-Bucok
% ycnoxuenus. IIpernopbyBa ce peornepanusi Bb3MOXHO Hai-CKOpO CIieJl JOKa3BaHEe Ha
MEePCUCTUPAIIATA aAKTHBHOCT Ha OOJIecTTa.

0. JIbueTepanus — KJIacMuecKa WM CTEPEOTaKCUYHA paguoxupyprusi: pemucus B 50-60%
B paMkuTe Ha 3-5 T. JIpuerepamusAra He ce MpenopbyBa KaTo ITbPBOETAIHO JICYEHHE.
ITokazana camMo NpH MepCUCTUpAIla aKTUBHOCT Ha 3a0oisBaHeTo. EdexTsT HacThIBaA crien
1-2 ronuHu. VYCIOXHEHMSA: XUIOMUTYMTApPU3bM; 3PUTENIHH, CIYXOBH HApYIICHUS;
r71aB00OJINe; BTOPUYHHA TYMOPH B TIOJIETO HA OOJIbYBaHE - MEHHHTEOMH W JIp.; TOBHIIEHA
MO3bYHO-CH/IOBA CMBPTHOCT!

B. buiarepasna aapeHaneKToMusi. HEOOXOIUMO CTPUKTHO MpOCIEAsBaHE Ha HHUBaTa
Ha AKTX u SIMP na xunodusa (puck ot cunapoMm Ha Hencon). He ce mpenopnusa
IIpeBaHTHUBHA JbueTepanus!

JlexkapcTBeHa Tepanus

MscToTo Ha JIeKapcTBeHaTa Teparns:
> Jlpu Heycrex OT onepaTUBHO J€UeHUE WK IIpU HeonepabuiieH peuuanB
> B ouakBaHe M3sBa Ha eeKTa Ha JIbUeTepanusTa
> [IppBoeTanHo — 3a MOAr0TOBKA HA OOJHUTE 3a Onepanus
> [lanuaTuBHO JeueHUE

3.1.1. Jleuenune, HaCOYEHO cpelly XHNO(PHU3HNA TYMOP (KOPTUKOTPOIIMHOMA)
3.1.1.1. JlomaMMHOBH arOHUCTH:
Bpomoxpuntun (Bromocriptine), Kadeprosmn (Cabergoline)

e cdexTuBHOCT 10 25-30% cnopes pa3aIMYHUTE KIMHUYHU IPOYYBAHUS
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o JlosupoBku: KaGeprommu: 0,5-7 mg/ceqmMuyuno,  MPOIBIHKUTEIHOCT-
CIOpe] MpereHKaTa Ha JeKyBaIus JeKap

e bpomokpuntuH- 10 3X5 MQ [AHEBHO, MPOABIKUTENIHOCT-CIOpPE] IpeLeHKaTa
Ha JICKYBAIIHs JICKap
Bb3MokHa MOHOTEpAITUS HITM KOMOMHUPAHOJICYCHUE
Crpannunu e(dekTu: rajeHe, MoBpbIlIaHe, riaBobdonue, obma 3amasHocT, Gudbposa
Ha ChPJICYHUTE KIIAIK [P MHOTO BUCOKA KyMYJIaTHBHA J103a.

3.1.1.2. ComMaTroCcTaTUHOBU aHAJIO3U

Pasireotide — aronrct Ha comarocratuHoBHTEe perientopu 1,2,3,5 — KparkozelcTsail, 3a
cyOkyTanHo npuioxenue; praakonu 0,3 mg; 0,6 mg; 0,9 mg

e EdekTtuBHOCT: HOpManM3UpaHe Ha CBOOOAHMS ypuHeH koptuzon B 20% Ha 6-
TH MeceI] OT JICYEHHETO
e Jlozuposku: 600-900 pg/aH s.c.

CrpanuuHu  eQeKTu: XUINEpriaukeMus, JAeQULIUT Ha  pacTekeH
XOPMOH, CTOMAIIIHO-YPEBHU CMYILEHUS, XOJIeIUTHA3a, II1aBoboIne

Pasireotide LAR — neno-npenapaT 3a MHTPaMyCKYJIHO TPWIOKCHHE; J103a: HadalHa -
10 mg/na 4 cenmuiy; Mmakcumanna - 40 mg Ha 4 cenm.

3.1.1.3. Ankunupaiiyu XuMAOTEPAIICBTUITN

Temo3zoaomun, Temozolomide kame. [Ipu neueHne Ha arpecMBHU KOPTHKOTPOITMHOMH,
pedpakTepHH Ha XUPYPrHYECKO M JibueledyeHue. JIekapcTBOTO ce HM3IMON3Ba 3a JICUCHHUE
Ha MaJIMTHCHW MO3BbYHU TYMOPH. bomausat CJI€ABa Oa C€ HaACO4YM 3a MNpPOABbJDKABAHC Ha
JICYCHHETO KbM OHKOJIOTHYEH LIECHTBP.

3.1.2. JleyeHue, HACOUEHO Cpelly MPoLec B HAA0bOPeYHNTE JKIe3H:

WNuxuburopu Ha cTepouiorenesara - o0I1a XapaKTepUCTHKA:
e bbp3 edexrt, BUCOKO €PEKTUBHU U HAIIBIHO OOPATUMO JIEHCTBUE.
e He Moxe /1a ce MOCTUTHE TPalHO U3JIEKyBaHe.
e IIpencraBurtenu: Ketoconazole, Aminogluthetimide, Etomidate

e [lpocnensiBane edexra OT JieyeHHe: KIMHUYHA KapTHHa M CBOOOJEH
YPUHEH KOPTU30JI.

e [IEJI Ha nedeHue: HOpMalU3UpaHe HAa CBOOOIHUS YpPHUHEH KOPTH30Jd. PUTBMBT
Ha KOPTHU30J1a HE € 3aAbJDKUTETHO Jja C€ Bb3CTaHOBH!

3.1.2.1. Kerokona3oa (Ketoconazole)

e [IppBOHAYATHO W OCHOBHO M3IMOJI3BaH KaTO MPOTHBOI'BOMYKOBO CpeAcTBO. HauwH Ha
neiicteue: Onokupa ensummure: 20,22-desmolase (CYP11A1l), 17a-hydroxylase -
17,20-lyase (CYP17), 11B-hydroxylase (CYP11B1).

e Jlosuposka: 2x200 mg o 3x400 mg (makc 1200-1600 mg) p.0. IIpoabIKUTETHOCT -
IO MpEIeHKa Ha JIEKyBaIIHs JIeKap.

e (CTpaHWUYHU OEHCTBUS:

o XemaToTOKCHYHOCT: TOKauBaHE Ha yepHOApoOHUTE eH3umMu (B 5-10% ot
ciydaute) g0 QynvuHanten xematut (1/15 000). Bw3moxHO
MOKayBaHE Ha CH3UMUTE 10 2-3 NHTH, OOMKHOBEHO MPEXOJHO.
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Heo0x0oauMo € CTPUKTHO MpOCiesBaHe Ha yepHOApoOHaTa (GyHKIIHS.
CToMarHo-4peBHH OIJIAKBAHHUS
Copoex

I'mnekomacrus, XUAMNOTOHAAU3BM 3. Nuxubupa l-anda
xuapokcunupanero Ha 25(OH)D — Boau 10 HamansiBaHe Ha HUBaTa Ha
1,25(0OH)2D u kanuuii

3.1.2.2. AMunoriayretumua (Aminogluthetimide)

L4 AHTI/IKOHBYJ'ICI/IBHO CpEACTBO

e Haumn wHa geiictBue: Onokupa ensumute: 20,22-desmolase (CYP11Al),
11B- hydroxylase (CYP11B1).

e Jlosuposka: 2x500 mg mo 2x1000 mg (maxc 2000 mg) p.0. IIpoabIKATETHOCT —
0 MIPELIeHKA Ha JICKYBAIIXs JIeKap.

e CrpaHWYHHM JICHCTBHS: AacTEHHS, OOPUBH, XHUIIOTHPEOUIU3IBM,
XEMOTOJIOTHYHH OTKJIOHEHUS, C BPEMETO — TOJIEPAHC KbM JICKAPCTBEHUS MIPOIYKT.

3.1.2.3. Eromuaar (Etomidate) - uMuaa3onoB jepuBaT, KOHTO ce Ipuiara KaTo
AHECTETHK.

Karo cTpanuden edekr e ycTaHOBEHO IOTUCKaHE Ha HaO0BOpedHaTa QyHKIIHS.

Obuuaiinata go3a e 2.5 - 3.0 mg/yac BEHO3HO B 3aBUCHUMOCT OT Oa3HCHHUTE
KOPTH30JIOBH HHBA.

e Etomumatst e edekTHBEH aJApEHONUTHK, KOMTO jaeiicTBa OBp30, HO HEromara
yrnorpeda e orpaHryYeHa Mopau MapeHTEPATHOTO MY TIPUIIOKEHUE.

3.1.2.4. Appenoautuuu — o,p’DDD o0,p’DDD  (opTto,napa’auxiaopo-audeHu-
JIUXJIOPOETaH)

e Hauun Ha geiicTBHE: NHUTOTOKCHYEH €(EeKT BBPXY HaI0BOPEUYHO-KOPOBUTE
KIICTKH: “XMMHYECKa aJPEHOJIEKTOMUS’ + OJIokMpaHe Ha crpeommoreHesara: 20,22
desmolase (CYP11Al) u 11B-hydroxylase (CYP11B1). JlumoduiaHo BeIIeCTBO,
HATPyIBa C€ B MAacTHATa ThKaH, ABIBI TOTYKUBOT, 0AaBHO HACTHIIBAaHE Ha e(ekTa.
He Bunaru epexTsT € TpaeH.

e JlosupoBka: 3-4 g — max. 12 ¢. IIpoabKUTENHOCT — MO TMpeleHKa Ha
JIEKyBaIIUs JIeKap.

Orenka Ha edekTa OT JieueHHe - CBOOOICH YPUHEH KOPTU30J B CIIFOHYECH KOPTHU3OJ.

e 0,p°’DDD yckopsiBa 4epHOApPOOHUS MeTaboiIM3bM Ha TIItOKoKopTukouaute. I[lpu
HACTHhBaHE Ha XHWIIOKOPTHIM3BM - HEOOXOJMMH IO-BHCOKH JO3M Ha 3aMeCTBAIO
JIeYEeHUE C KOPTUKOCTEPOHIH.

e CrpaHuvHu e(heKTH :

e CrTOMaNIHO-YPEBHH : TajIcHe, Oe3arleTUTHE, TIOBPBIIaHe

YepHOIpOOHO YBpEKIaHE -XOJECTa3a

HeBponornynu: arakcusi, qenpecus

XunepxoJiecTepoaeMust

I'muekomacrtus

Teparorenen edekT /2-5roaunu/

3.1.3. biiokepu Ha ITIIOKOKOPTUKOUWJIHUTE pelenTopu

Mudgenpucron (Mifepristone) — 300-1200 mg nHeBHO.
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3.2. JleyeHune HA eKTONMHMYEH CHHAPOM HAa KymmHr
3.2.1. Jleyenue, HACOYCHO CpeENLy TyMOpa: XHPYPru4Ho (METo1 Ha U300p).
3.2.2. Jleuenne, HaCOYCHO cpemy HaaOBbOpEUHHTE kne3n (B ciiydal Ha
HEyClleX OT XUPYPrUYHOTO JICUYCHHE)
* JekapcTBeHa Tepamusa (oOWyaifHO: OJIOKEpM Ha CTEPOMAOTreHe3aTa WM
OJIoKepy Ha TIIOKOKOPTUKOUTHHUTE PELENTOpU, MHOTO PSAIKO JOIMaMHUHOBHU
arOHUCTH WJIM COMATOCTATMHOBU aHAJIO3U) — pa3riiejaHy 110-Tope
* JIByCTpaHHa aJpEeHAIEKTOMHMSI.

3.3. Jleuenne na AKTX-ne3aBucuma ¢popma na CK:
MeTton Ha U300p: XHPYPIrUYHO JICUCHHE
« Koprtuzon mpoaymupamu aaeHOMHU: €IHOCTpaHHA aJCHOMEKTOMUS WU TIPH
HEBB3MOXXHOCT aJIpEHAJICKTOMUsA (IO E€HJIOCKOINCKM I'bT WM KJIacHu4ecka
JIarapoTOMHUs).

» Kopruzon npoayiupaiiyd KapiuuHOMU — €IHOCTpaHHA aJApPEHAICKTOMUS, MPH
HaJIMYME HA METACcTa3W - MO0 BBH3MOXKHOCT OTCTPAHSBAHE HA METACTA3UTE IO
OTepaTUBEH BT (Hai-Be4e YEPHOIAPOOHH).
* AKTX-He3aBUCUMH MUKPO- U MaKpOHOJYJIAPHH XHIIEPILIa3uU — JIBYCTPaHHA
aJIpeHAJICKTOMHUSL.
Venoowcnenuss na  onepamugnomo  jiewenue:. TPOMOOEMOOIMYHHM YCIOKHEHUS (BUCOK
puck!); xemaToM OKOJIO ObOpeka WM oOIepaTUBHAaTa paHa, WHPCKTUpaHE Ha
orepatuBHaTa paHa W np. [locTromepaTWBHO CHIIECTBYBA PUCK OT XUNOKOPMUYUZLM —
OOJIHWTE CIlle/iBa J1a Ce XOCTMTAIM3UPAT B CIEIHATN3UPAHO 3BEHO W CJEJ M3CIe/IBaHe, Ja
Ce 3aloyHe CHCTEMHO 3aMECTBAIO JieYeHHE (TITIOKOKOPTUKOUIN U MHHEPATOKOPTUKOUIU
npu HeoOxomumocT). Ilpu nBycTpaHHa aJpeHaJeKTOMHUS 3aMECTBAIIOTO JICYEHHE € [0
KUBOT, TIPU E€AHOCTPAaHHA - N0 BH3CTAHOBABaHE Ha (YHKIMATA HA KOHTpaiaTepalHaTa
KIesa.

HpI/I Ha,I[6’b6peLIHI/I KapOuHOMHU OCBCH OICPATHUBHOTO JICHCHUE CC€ TIPOBCKIAA U
JICKApCTBCHA TCpaIusd € LUCJI pErpeCud Ha TyMOpa U METACTa3nUTE.

* Pesynraru: 25-30 % perpecust Ha Tymopa

 Ilpm BuAMMO TOTATHO OTCTpaHsBaHe Ha HaAOBOPEUHUS KapLUUHOM
MPUJIOKEHUETO MY BOJM /10 YBEJIMYaBaHE Ha MPEKUBSIEMOCTTa 2-3 IbTH.

» IIppBOeTanmHO JeKapcTBEHO cpeacTBo: o,p’DDD camocrosTenHo wiM B
koMOuHanus ¢ KerokoHazon — pasriiejaHu mo-rope.

* Ilpu aBancupanu kapuuHomu: xumuortepanus: Etomosuz, JlokcopyouiuH,
[ucmmatuH, camocTosATenTHO Wi B KoMOuHanus c¢ o,p’DDD. Bbomaust ce
HAcouBa 3a MPOBEXIaHe Ha XuMuorepanusaTa B OHKOJIOTUYEH LIEHTHP.

HCpCI/ICTI/IpaH_II/I HpO6HCMI/I CJIEA KOMIIJICKCHO JICUCHHEC Ha MAlIUCHTUTC ChC CK:

» Jloka3aHO MEpPCUCTUPAHE Ha META0OJIMTHUTE OTKIOHEHHs Ha 5-Ta rOj. Clel
MIOCTUTaHEe HAa PEMUCHS Ha 3a00JIIBAHETO
» Ilepcuctupane Ha ICUXUYHHU U KOTHUTUBHU IIPOMEHHU.

* TpaiiHO BIOLIEHO KaY€CTBO HA )KUBOT.

* CkenerHu gedopmanii  OT  €BEHTyaJHH  (QpPaKTypH,  BJIOLIABAIIH
JOMBIHUTETHO (hr3HuecKkus U (YHKIIMOHAJICH KalaluTeT Ha MallueHTUTe

Hosu npenaparu (BbB ¢aza 1l Ha KIMHUYHY TPOYUBAHUS):

» Levoketoconazole — nepopanna ¢popma
* Osilodrostat (LCI1699) - mnepopanmna ¢opma. Ilomyunmn MapKeTHHroBa
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oTopH3alMs IpU Bb3pacTHU npe3 2020 r.

Bcewuku manuentu cbe CK cnen msnekyBaHe MoraT ja MMaT HEOOXOAMMOCT OT
JOMBTHATETHO M 3aMECTUTEIHO JIEYCHHE — OCBEH BPEMEHHO C HaJ0BbOPEUHOKOPOBU
XOpPMOHH, C XOPMOHHM Ha TIpeaHa Xurnodusza W aHTUXUIIEPTECH3UMBHO/AaHTHAMAOETHO W JIp.
JIeYCeHUE U TPSOBA PEOBHO Ja C€ MOHUTOPHUPAT B CIICHUATH3UPAHN EKCIIEPTHH LIEHTPOBE.

Pasznea X.
AJIMCOHOBA BOJIECT (MKB E27.1, ORPHA: 85138)

IIbpBryHa HAAOBOPEYHA HEAOCTATHYHOCT

1. Onpenesienne

ChCcTOSTHME, CBBP3aHO C HEJAOCTAThYHA TPOJMYKIMS HAa XOPMOHHUTE, CEKPETHpPaHH OT
HanOBOpeyHaTa Kopa.

2. ETnosioruuHa kjiaacupuxkanus

2.1. ABronmynen (80%), BKJI. KOMOMHHMpaH (aBTOMMYHHA MOJIMCHIOKPUHOMATHS THIT 1,
Orpha: 3453; aBromMyHHa mnojueHaokpuHonarus tun 2, Orpha: 3143; Triple A cunapowm,
Orpha: 869).

2.2. TBC na manosopenute (20%)
2.3. Penxu npuunnu (nox 1%):

* Xemoparus 1 MHQapuupaHe Ha Ha10bOpEUTe /MEHUHTHT, CETICHC,
AHTHUKOATyJIaHTH/;

*  Bupycu /rpum, hiv,cmv/;

* bakrepuu /nyec, Opyienosa/;

* I'nOuuku /KaHIUA03a, XUCTOMIIA3MO03a, KOKIIUIUOMUKO3a, OJIaCTOMHUKO34/;
* JIBycTpaHHa aJpEeHATIEKTOMHS;

* Meracra3zu /051 qpo6, MieuHa xkie3a, menanom, [ UT/;

» Jlumdomu;

* HudunrparuBau 3a00JBaHUS /aMUATIONUI032, XEMOXPOMATO3a/;
* I'panynomaTo3Hu /capkoumosa/;

» JlekapcTBa /uTOCTaTHIM, OJIOKEPH HA CTEPOUOTEeHEe3aTa/;

* Bpoaena HanOBOpEeYHOKOPOBA XUTIOILIA3HS;

* Bpoxaenu eH3uMHH JePEKTH B CTEPOHIOTCHE3aTa;

*  AnpeHoneBKOAUCTPODHS U aAPEHOMHETIOHEBPOIATHSI.

3. Knunnuna KapTuHa: BOACIIUTE CHHAPOMU U CUMIITOMMU:

3.1. AcTeHOaAMHAMUs - paHEH CUMIITOM; OT CYTPHHTA MPHU ChOYKIaHEe; Mporpecupa mpe3
neHsd; 3aabiabouaBa ce MpH (U3MYECKa AKTHUBHOCT M WHTEPKYPEHTHH 3a00JSIBAHUS;
ChYETaBa Ce U C MCUXUYECKA ACTCHHS

3.2. Penykumsi Ha Teryio — 3HauuTenHa. CleACTBHME HAa HaMaJICHUS alleTUT M PE30pOIHs
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Ha XpaHUTCIHU BCIICCTBA, HAMAJICH OenThUYEH MCTa6OJII/13"bM, AcXuaparanus

3.3. Menanogepmusi - ot noumeHute HuBa Ha MCX. 3acsira OTKPUTHUTE YacTU Ha
TAJIOTO; HOBHUTE IUKATpUKCH. DU3MONOrMYHUTE XUMNEPIUTMEHTAUU CE€ 3acHiiBaT
/akcuny, TepUHEYM, TBbHKHTE Ha anaHuTe, apeonute/. IlosiBa Ha maronoruyHu
MUTMEHTAIINY TI0]] €31Ka /TTAaTOTHOMOHWYHH/, BEHIIN, OyKaTHa MyKo3a

3.4. 'acTpoMHTEeCTHHAJIEH CHHAPOM - Oe3aleTUTHE; rajJcHe; MOBPbHIIaHe; abJOMHHAITHU
00JIKH /T.Hap. AJMCOHOBH CTOMAIITHO-YPEBHU KPU3H/

3.5. XunoToHusi ¢ OpTocTaTu3bM - oonyaitno AH <90/60 mmHg

3.6. XunorjiuKeMmnu- CYTpEeIlHU /cnen  HOmHUSA Tiazn!/; TPOBOKHPAHH  OT
¢u3. HaTOBapBaHe, aATKOXOJI, IJIayBaHe

3.7. Auemusi - HOpPMOXPOMHA, HOPMOIIUTHA

3.8. [los10BM HapylIeHUs - HAMAJICHO MYOHUCHO M aKCHJIAPHO OKOCMSIBaHE; MCHCTPYaJIHU
HapYIIEHHS - OJIUTO- ¥ aMEHOpes /0T u3pa3eHara peayKIus Ha Terio/

3.9. [IcuXu4YHHM CUMIITOMH - aNlaTHsl; HETaTUBU3bM; IaMETOBU HapYIICHHUS; JEIPECHUS.

4. Imar1osa

[Tocrass ce upes:
* U3CNeJBaHE HA HUBATa HAa CEPYMHHUS KOPTHU30JI U AJAPEHOKOPTHKOTPOIHHUS XOPMOH
/AKTX/
*  TIpW HEOOXOJIUMOCT OCBIIECTBABAHE HA NOMBIHUTENIHH TecToBe /TecT ¢ AKTX/

5. JIeuenue
Men HAa JIeYEeHHEeTO - AaJcKBaTHO 3aMecTBaHe Ha  JIMICBAIIUTE  IJIIOKO-
¥ MUHEPaTOKOPTUKOU M, 0€3 J1a ce JOIMyCKa Mpeo3upaHe

JleueHHne — JO;KHBOTHO 3aMeCTBAIIO JIeYeHH e

5.1. IIpenapaTu ¢ AOMHHHPpAIIA IIIOKOKOPTHKOHMIHA
AKTHBHOCT B XHIPOKOPTH30HOB eKBHBAJIEHT 7-8 mg/m?;

* Hydrocortisone Tabn. 10 mg; 20 mg; amnynu 100 mg; Alkindi — rpanysiu B karcysu
3a orBapsae 0,5 mg; 1,0 mg; 2,0 mg u 5,0 mg u ¢ yabpKeHO OCBOOOXKTaBaHE
Efmody - kancymu 5 mg; 10 mg u 20 mg.

* Prednisone (Dehydrocortisone), Ta6s. 5 mg. M3mon3Ba ce B 103a 5-10 mg/mHeBHO
* Prednisolone, Ta6a. 5 mg. M3nomn3sa ce B go3a 5-10 mg/nHeBHO

* MetunnpenuusosnoH (Methylprednisolone) amm. 6,31 mg u 15,78 mg

He:xeanu JiekapcTBeHH peaKkNMU - TIOKaYBaHE Ha TErJIO, apTepHaliHa XHUIICPTOHHS,
XMp3yTU3bM, TI0SiBAa Ha CTPUM, aKHe, MeTeXHH, 3a0aBEeHO 3a3/paBsiBaHE Ha paHH,
MEHCTPYaJIHU HapylieHus, adeKTUBHU HapyIIEHUS /pa3apazHUMOCT, eydopusi, JACTpecus
1 JJaOMITHOCT Ha HACTPOEHHUETO, BH30YAUMOCT, OE3IOKOMCTBO/.
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5.2. [IpenapaTtu ¢ MMHEPAJOKOPTUKOU/IHA AKTUBHOCT

Fludrocortisone acetate, Ta6mn. 0,1 mg
Jo3upaneto Bapupa mexau S0 u 200 ug opaiHO THEBHO.

HpOTI/IBOHOKaSaHI/IHZ XHUIIECPUYBCTBUTCIIHOCT KbM (bJ'Iy,HpOI(OpTI/ISOH HJIKn HAKOU OT
APYTruT€ KOMIIOHCHTH HAa IMPOAYKTA, CUCTEMHA roOnYHa I/IH(beKHI/Iﬂ

Hexenann JICKAPCTBCHU PE€aAKIUU - apTCpUAIHA XUIICPTOHHA, OTOLMH, 3aCTOMHU SBJICHUS
B Kp’bB006paH_IeHI/ICTO, XHUIIOKAJIMEMHUA, XUIIOKAJIMEMHUYHA aJIKaJI0o3a

MounnTopupane Ha JieueHneTo npu komonunpana I'K/MK Tepanus:

*KilMHMYHO - 3a CHUMITOMH Ha TMPENO3UpaHe - KYIIMHTOWJAHU CUMIITOMH
/mpocieAsiBaT c€ apTEepPHAHO HasITaHe, TEJICCHO TErjio, HAJMYhe Ha CTPUH U
orouu/

* buoxumuuno - CKY, ACTH, enextpoyiuTu; peHUH/aHTHOTEH3UH/TIa3MeHa
pennHoBa akTUBHOCT /IIPA/ - moKa3zaTel 3a 3aMeCTBaHETO C
MUHEPATOKOPTUKOHIH.

Kpurepuu 3a edpeKTHBHOCT HA JIe4eHUETO
¢* IIOCTHUI'aHC Ha HOpMOTOHI/IH/HOI[O6p$IBaHC Ha OpTOCTaTU3Ma U XUIIOTOHUATA
* HOpMAaJIM3UPAHE HA CIICKTPOIUTHUTE.

Anpenanna kpusa (Orpha: 95409) — moapoOHO u3nokeHwe € HanuyHo B pasgen VI
,,BPOJIEHN aJipeHOTeHUTAIHU Pa3CTPONCTBa, CBbp3aHU ¢ eH3uMeH nedpuiur (MKbB E25.0,
ORPHA: 90794).
Pa3zgen XI.
II'bPBUYEH AJITOCTEPOHU3BM (MKB E26.0, ORPHA:403; ORPHA:85142)

1. Onpenesienne - rpyna oOT HapylIIEHUS, MPU KOUTO MPOAYKIHMATA HA aIJIOCTEPOH €
HEChOTBETHO  BHMCOKAa, OTHOCHUTEITHO aBTOHOMHA [0 OTHOIIEHWE Ha PEHUH-
anrnorensuHoBara cuctema (PAC) 1 He ce mOTHCKa MTPU HATOBapBaHE C HATPHUA.

2. Lea Ha Je4eHHETO - Jla C€ HAMAJAT YCIIOKHEHHMSTa U CMBPTHOCTTA, CBBP3aHH C
apTepuaiHaTa XUIEPTOHUS, XUIIOKAINEeMHUsaTa, ObOpeyHaTa U Chbp/I€YHO-ChAOBAaTa YBpEa.
HopManusupanero Ha apTepUaJHOTO HaIsAraHe HE € €AMHCTBEHA IEJ Ha JICUYEHUETO,
3aI[0TO BUCOKUTE HHMBA HA aJIJOCTEPOH JOMBIHUTEIHO Ca CBBP3aHU C MOBUIIEH ChPAECYHO-
cb10B puck. CIlle0BaTETHO OCHOBEH KOMIIOHEHT Ha JIEUEHHUETO € HOpPMAaJIM3UpPAaHE Ha
HUPKYIUPALIUS AJIJOCTEPOH WM OJIOKHpaHE HA MUHEPATIOKOPTUKOUHUTE PELIETITOPH.

3. Jlmarso3a - Auar{o3aTa Ha IbPBUYHUS AJIJIOCTEPOHU3BM CE€ TIOCTaBS Upe3:

* W3CleBaHEe Ha ChOTHOIICHUETO alOCTEPOH/PEHUH
* OCBHINECTBABAHE HAa TMOTBBpaUTENeH TecT /B beiarapus Haii-uecto ce
u3non3Ba Kanronpuios tect/

4. IndepeHniuaiHa TUArH03a u JieueHue
CobIecTBYBaT J1IB€ OCHOBHH (DOPMHU HA IBPBUYHHUS AJIJJOCTEPOHU3BM:

e Anenom Ha Cohn
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® I/I,Z[I/IOHaTI/I‘-IeH XUMNCPATIOCTCPOHU3IBM

Judepennuannara amarHoda ce IOCTaBs 4Ype3 M3MOA3BAaHETO Ha OOpasHU MeTOAU
/KOMIIOTBpPHA TOMOTpadust Ha HaAOBOPEUHUTE JKITe3H/

Jleuenuero mpum aneHomMa Ha KoH e omeparuBHO, a NpU HAWONAaTU4HATa (opma -
C JIEKAPCTBEHH MPOTYKTH.

5. JlekapcTBeHa Tepanusi

5.1. CnUpoOHOJAKTOH - TpuWiara ce IpU HAMONATHYHUS alJOCTEPOHU3BM M NpU
ManueHTH ¢ ageHoM Ha KoH, mpu KOUTO OMepaTUBHOTO JIEYEHHE € HEBBH3MOXKHO WU
HEXEJIaTEeNHO.

CHUpOHONAKTOHBT €  aHTarOHUCT  Ha  MUHEPATOKOPTUKOMTHHUTE  PELENTOpH,
IIPOreCTEPOH- PELENTOPEH arOHUCT, aHAPOTCH-PELIENITOPEH AHTATOHUCT.

Hauannara no3a e 12.5-25 mg/aHeBHO €AHOKPATHO
Turpupanero Ha no3zara no makcumanHa 100 mg/nHeBHO TpsiOBa 11a ce OCBIIECTBSIBA
CIOpPEJl HUBOTO HA CEPYMHUS KaJIAM.
IIporuBonmoOKazanus
*  CBpBbXYYBCTBUTEIHOCT KbM AKTUBHOTO BEILECTBO CIHMPOHOJIAKTOH WA KbM

HSKOE OT MTOMOIIHUTE BEIIECTBA B TAOJIETKUTE
* Texka Ob0peyHa HETOCTATHUYHOCT

*  Xwunepkanuemus i xunonatpuemus (K > 5.5 mmon/m; Na 130 <mmoun/m)
* bpemeHHOCT U KbpMEHE

* Ilpu GomHm c kpearnHUHOB KIHpBhHC <60 ml/min-1.73m2 Tps6Ba nma ce
U3I10J13Ba BHUMATEITHO TTOPAJH PUCK OT XUIIEPKAIEMHUS

Hexenann JIEKAPCTBCHU PE€aKI MU, CBbP3aHHU ¢ CHAOKPHHHATAa CUCTEMA

*  Mpbxe (TMHEKOMACTHS)

 JKenu (MeHcTpyalHM HapylleHUs, aMEHOpes, OKOCMSBaHEe, IIOHM)KaBaHE Ha
rj1aca, eJ1€KTPOJIMTHA HAPYLIECHUs, XUIIEPKATUEMUsL, XUIIOHATPUEMHUS

5.2. Enaepenon (Eplerenone)

[Ipy u3gBa Ha HEXKENAHMU JIEKAPCTBEHU pEaKIMU NpHU yrnoTpebdaTa HA CIHUPOHOIAKTOH
Ce MpenopbyuBa U3IMOJI3BAHETO HA ETNIEPEHOH.

EnnepeHOHBT € BUCOKO CEIEKTUBEH aHTarOHUCT HA MUHEPAJIOKOPTUKOUTHUTE PEIETITOPH.
Hauannara no3a e 25 Mg eqHOKPAaTHO WK ABYKPATHO THEBHO C TUTPUPAHE JIO
MakcuMaiHa 1o3a ot 100 mg/mu

EnnepeHOHBT € C TO-HHCKAa aHTU-XUIEPTCH3MBHA €(QEKTUBHOCT B CpPaBHEHHE
c¢bc CIMPOHOJIAKTOH.
IIporuBoNOKa3aHUA

*  CBpPBXYYBCTBUTEITHOCT KbM AKTHUBHOTO BEIECTBO EIUIEPEHOH WU KbM
HSKOE OT IIOMOIITHHUTE BEIIECTBA B TAOJIETKUTE.
* Texka yepHoApoOHA U OBOPEYHA HETOCTATHUHOCT.

e Tlpu GonHM ¢ KpeaTMHUHOB KiMpbHC <60 ml/min-1.73m? TpsOsa na ce
U3I10J13Ba BHUMATEIIHO TOPAIH PUCK OT XUIEPKATIEMUsl.

Hesxenanu jiekapcTBeHH peaKIuu

* Hucka yectoTa Ha cTpaHUYHH €()EKTH, CBBP3aHU C €HIOKpUHATA CHCTEMA.
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*  XUIEepKaIUEMHUs.
* Hapymena 660peuna QyHKIIUS.

MoHuTopHpaHe Ha JIeKAPCTBEHATA Tepanus

[Ipe3 mepBute 4-6 ceaMuIM Aa ce OCBHUIECTBABA YECTO MOHUTOPHpPAHE HA KaJWH,
KpEaTHHUH U apTepHaHO HaJsraHe, 0COOCHO MpHU MalMeHTH ¢ ObOpeYHa HEeAOCTATHUYHOCT
WM 3aXapeH auaderT.

B mocneaBamysi mepuo; MOHUTOPHPAHETO CE OCHOBAaBa OCHOBHO HA KIIMHWUYHHU TTOKA3aTENN
/HWBA HA apTEPUATHOTO HaJIATaHE/.

Kpurtepnu 3a e¢eKTUBHOCT HA J1eYeHHe:
- U3JIEKyBaHEe Ha apTepHaIHaTa XUIEPTOHUS IIPU ONIEPATUBHO JICUCHNUE,;

- moio0psiBaHe HA KOHTpOJIa Ha apTepuagHaTa XUIEePTOHUS /
peayuupaHe Ha ocTaHalIaTa aHTUXUIIEPTCH3UBHA TepaIus,

- HOpMAJIM3UPAHC Ha CIICKTPOJIUTHUTC, IIOCTUTI'aHC HA HOPMOKAJIUCMHU.

Pazgea XII.
CUHAPOM HA INOJIUKUCTO3A HA HFIHHHHHTE (CIisA) (MKB E28.2)

1. Jepnannus

Omnuro-/aHoBynanus ¥ KIMHUYEH WM OMOXMMHUYEH XHIIEPAHIPOTEHU3bM, KOUTO HE MOTaT
na ce o0sicuaT ¢ apyra npuunHa. ( The NICH Study Child Care and Youth Development —
NIH) CunapombT € Hali-4ecTOTO EHAOKPUHHO HapyllleHHWE IMpH KEHH B PENpOayKTHBHA
BB3pacT (5-10%) ¢ kiIMHWYHA W3siBa OlIe Tpe3 MmyOepTera. AcolMUpa Ce C pa3BHTHE Ha
Merta6onuren cunapom (HI'T, nuaGer tun 2, mucounugemus u CC3). B 3psna Be3pact
¥Ma MOBUIIEH PUCK OT HH)EPTHIIMTET M HEOIJIa3MH B €HIOMETPHYM, I'bPAa U SIHUHUIIH.

2. Kputepun 3a amarsHosa B Homecka Bb3pact (Sultan et Paris, 2006) -
He00XO0AMMO € 1a O0bIAT H3NbJHEHH 4 OT M30POEHNTE KPUTEPHUH:

2.1. Knuanynu Oesie3u HA XUINePAHAPOreHeMMSI:

a) wm3pasen xup3yruzbm (Ferriman-Gallaway score > 8 cmopex Endocrine Society
guidelines 2008)

0) aKHE M aJIOTEIHs.

2.2. BuoXuMHYHH 0eJIe3M HA XUIePAHIPOTreHeMHUsl:

a) maa3MeH Tectoctepod > 50ng/dL (1,74 nmol/L)

0) croTHOmenue LH/FSH > 2

2.3. IlHCynuHOBa PE3UCTEHTHOCT W XUITEPHHCYTHHEMUS

a) aKaHTO3UC HUTPUKAHC

0) aOJJOMHHAIIHO 3aTILCTSABAHE

B) Hapy1leH rimoko3eH Tosnepanc (HI'T)

2.4. OuuroMenopesi (MHTEpBAI MEXAY MEHCTpyalMuTe Haj 35 AHMU) W/HIM aMeHOopes
(mppBuuyHa uiau BTOpu4HA). IIbpBMYHA - JMIIca HA MEHCTPYalHO KbPBEHE M pPa3BUTHE
Ha BTOPUYHHU TIOJIOBU Oene3n mpu Momu4e 10 14 Toj. BB3pacT WIM JIMIICA HAa KbPBEHE C
HOpMAJTHO PAa3BUTH BTOPUYHHM TMoJoBH Oene3u 1o 16 ron. Bropmuna — numnca Ha
MEHCTPYaJIHO KbpPBEHE 3 WM IOBEeUe Mecella 2 TOIWHM Clie]] MeHapxe (Mpu OTCHTBUE
Ha OpEeMEHHOCT, JIaKTallks WK pUeM Ha opaiHu koHTpanentusu — OK)

I1pu 30pasu munenoHCopKu NOJOBUHAMA OM MEHCMPYalHume YUKIu ca aHo8y1amopHuU
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npes3 nvpsume 08e 200UHU Clled MeHapXxe.
2.5. lMoaukucTo3Ha MopdoJiorusi Ha sTiiYHUKA — J0Ka3aHa exorpadceku (> 12 domukyna
2-9 mm u oBapuasien obem Haza 10 ml)

3. I[ml)epenlmanna AUArHo3a M J10IbJIHUTEC/IHHU U3CJICABAHUSA

1.  Tect 3a 6pemMeHHOCT

[TponakTHH — CYyTPHH Ha IJIaJIHO TP TTOKON

17-OH-nporecrepon 3a u3kmouBane Ha BHX

TSH 3a Tupongna auchyHKIMS IPU MEHCTPYATHU HAPYIICHUS
CBo0osieH KOpTH30J B ypuHaTa 3a uskitouBane Cunapom Ha Kymmar
CuHapoMH Ha TEXKa WHCYJIMHOBA PE3UCTEHTHOCT
AHIIpOTeH-CeKpeTHPAIH TYyMOPH

[Tpunoxenne Ha €K30TC€HHU aHIIPOTCHU

N O WN

4. Tepanusi

Ilen — oBnansBaHe Ha CUMIITOMUTE, HAMAJSBAHE PUCKA OT Pa3BUTHETO HAa 3aXapeH
mrabet tun 2, CC3 u nuHepTUINTET B 3psjia Bb3pacT.

4.1. [IpoMsiHa B HAYHMHA HA KMBOT C PEAYyKIUS HA HAJHOPMEHOTO TEJIECHO TErJIO
Yype3 XUIOKAJIOpUYHa JiueTa U (pu3ndecka akTUBHOCT.
3aeybama na 5-1% om TM nonudsicasa KoHyeHmpayuama Ha mecmocmepona u
peaynupa mencmpyanuus yukwi (Pfeifer 2006, Hoeger 2006)
4.2. Merdopmun — [IppBu M300p Ha JeKapcTBEHa Tepamus Npu Momudera Hax 13 rog.
Bb3pacT. IlogoOpsiBa MHCYIMHOBaTa YyBCTBUTEJIHOCT, IMOHMYKaBa aHJIPOTEHUTE, PEryiupa
MEHCTpYaJIHUS LUKBII.
Moxe na ce 3anmouyHe ¢ jgo3a 500 mg/aHEBHO, KOSATO IOCTENEHHO C€ TUTpHpa A0
MakcumMyM 2550 mg/THeBHO
CrpanuuHu JAeMcTBUs: Juapusi, rajeHe, aOJoOMHHaNeH AuCKOM(OpT, JaKTaTHa
anuo3a (psIko), peayKLuupa ypeBHaTa pesopouus Ha B,
4.3. Komounupanu OK (ectporen/mporectareH) — CpeIcTBO Ha u300p 3a JieueHUe
Ha MEHCTPYyaJTHU HapyIIeHus U XurnepanaporeHu3sm npu CITA.
Ectporennust xommnoHeHT noartucka LH u cympecupa anaporeHHata NpoJyKLus B
SHYHAIINTE, TIOBWIIaBa mponayknusara Ha SHBG, koero Boam m0 moHMKaBaHe
CBOOOJHHMS TECTOCTEPOH; IOJITHCKA S-0-peJyKTa3HaTa aKTHUBHOCT B KoXaTa ¢
nonmkaBane Ha DHEA. Ilpunarar ce nekapcrBenn mpoaykta ¢ 30-35 pg wmm mo-
Hucku o3 (20 pg) ermnma ecrpagmon. Karo cecraBka Ha OK ce wu3monsBar u
TPU CHUHTETUYHHM MPOrecTareHa ¢ aHTHUAaHAPOTEHHO JEWCTBUE — LIUIPOTEPOH aleTar 2
mg, Jdpocnupunon 3 mg u /Iuenorect 2mg.
Haii-uecro ce mpunarar B koMOuHarws ¢ MeThopMuH.
Kombunupanu OK ne busa oa ce ynompebdbsisam npu MUKpOnpoIaKmuHOMU.
4.4. Tlporecraren — [Iuaporecrepon 10 mg/Tabn. Ilpum MeHcTpyanmHu HapymeHus 6e3
XUp3yTu3bM. [lpuara ce MKINYHO Mexay 16-25 neH Ha MEHCTpyaJHMs LMKBI, 2 THTU MO
1 tabn. Bcexu Mecern 3a mepuoy ot 3-6 Meceria.
AntepuatuBa Ha OK B komOuHaius ¢ MetdopmuH.
4.5. Autuanaporein — B komOuHanusa ¢ OK, mpu 3ambpkaHe Ha XHp3yTu3Mma ciep 6-
THS Mecell;
Hunporepon amerar (mpousBogHo Ha 17-OH-mporectepoH) — psSIKO Katro
MoHOTepanus. JlocTelieH B KOMOMHamMs ¢ eTHHWI ecTpanuoin. llpumara ce B
npoabbkeHue Ha mbpBUTe 10 MHM OT MEHCTpyaslHUs IMKBI B 103a 50 mg/mHEeBHO
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3a mepuoa ot 4 10 9 Mecerna.

CnupoHOJIAKTOH — Ba ITbTH THEBHO B J103a 50 mg 10 2x100 mg
Llunpomepon ayemam u cCnupoHONAKMOH Ce C8bP36am KOHKYPEHMHO C AHOPO2EeHHUs
peyenmop u Oa0KUpam OUOLOSUYHOMO Oelicmeue HA AHOpoceHume 6 NpuyeiIHume
MBbKAHU.

®ayramua u @unacrepua (5 anda-penykrazeH HHXHOMTOP) — HE Ce MpHUIarat o
18-ronumiHa BB3pacT.
4.6. KaomudeH nuTpar — 3a CTUMYJIUpPaHEe Ha OBYJANUS U 3a0peMEHsIBaHE.
ObukHOBeHO uHpepmuIumemvm 6v8 8b3pacmosama epyna noo 18 coouru éce owe He
e obexm Ha mepanusi.
4.7. Ko3aMeTHYHH MPOLEeIYPH 32 OTCTPaHSIBAaHE HA U3JIHUIIHOTO OKOCMSIBAaHE - NMPENOpPbYBa
ce cnes 6 MeceuHo JICYeHUeE C JIEKAPCTBEHHU MPOAYKTH.
4.8. Xupypru4Ho JieueHue - JIAmapOCKOIICKY TEXHUKH MPH CIICIUATHA WHINKAIUH.

5. Monutopupane

Hsima xateropuyHM JaHHH 33 MPOABIDKUTEITHOCTTA Ha JICYCHUETO C JICKAPCTBEHH MPOTYKTH
npu CIIS. Cnex 12 meceuno ycnemHo sedenue ¢ Mergopmun u OK, To Moxke na Obae
MPEKPAaTeHO ChC 3aABDKUTENIHO TPOCHeAsBaHe Ha manueHTkara. [Ipm  choTBeTeH
MO3UTHBEH e(eKT, ciieq cnupaHe Ha TepamusTa € J00pe na ce MPOABIDKA MHHUMYM 6
Mecena ¢ nmpueM Ha Muo-uHO3uTod (B KoMmOuHanus ¢ ¢oaueBa kuceanna 200 mg) wiu
Muo-uno3uton (B komOuHanus ¢ J| xupounosuron 500 mg + Peudact 80 mg + 4 mg +
¢domueBa kucenmuna 200 mg + Vit D 10pg) karo emH MeK Ha4YMH 3a CTUMYN Ha
OBYJIAIIMUTE U MOAIbpKaHE HA J0OBP METa00INTEH KOHTPOJL.

Mo momenma npenapamume c¢ Muo-uno3umon He ca 6KIOYEHU 8
cvuyecmsysaujume KOHCEHCYCU Ha PA3IUYHU eHOOKPUHHU WU PENPOOYKIMUBHU OPYICECMEd.

6. Kpurepun 3a e)eKTHBHOCT HA JICYCHUETO
* Peaykius Ha NpU3HALUTE 3a XUIIEPAHAPOT€HEMUSI;
* Perynupane Ha MEHCTPYATHUS ITUKBI;
» IIpeanaszBane ot metabonutuu u CC3;
* JloOpo KauecTBO Ha KUBOT.
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Pasznea XIII.

3AXAPEH JUABET (31), MKb E10.0-E10.9; E11.0-E11.9

1. Nepnnnnus
3] o6xBama rpyna MeTaOOJUTHM 3a00JsBaHMS, XapaKTepU3Mpalld Cce€ C XPOHUYHA
xurnepriukemus. Toil e pe3ynraT oT: 1e(eKT B HHCYJTMHOBATa CEKPeIHs

Ne(eKT B MHCYJIIMHOBOTO JeHCTBUE

cpueranue ot Asere (ISPAD 2018)

Kpurepunre 3a amarHo3a Ha 3/, BanwaHM 32 BCUYKU BB3pPACTH, Ca JaJICHU CHOTBETHO B
Tabimna 1.

Tabn.1. Kputepuu 3a auarsosa na 3/1, BanuaHu 3a BCUYKH Bb3pacTu

3axapeH quadet [IpeanaberHo H3kmrouBane Ha 3/
CBCTOSTHHE

Kp.riroko3a Ha | >7.0 (126 | 5.6-6.9 (100-125 mg/dl) | <5.6 (100 mg/dl)
TJIAJIHO mg/dl)**
2 gaca cien OI'TT* >11.1 (200 mg/dl) | 7.8-11.1 (140-200 | <7.8 (140 mg/dl)
(1.75 g/kg, makc. 75 mg/dl)
gr)
HeAlc >6.5 % <6.5 % B ped.rpannum 4-6%

*OI'TT-opaneH TII0K030-TOJIEPAHTEH TECT
**KoeduuueHT 3a TpaHchopManys B 3aBUCUMOCT OT U3MEPBATEITHUTE CUCTEMHU:
(mg/dl =mmol/L x18.)

2. CpBpeMeHHA KiIacu(puKanus HA 3aXapHus 1uader
Pasnpoctpanenute B o6uecTBoTO noaureHHure ¢popmu tin 1 u tun 2 31 HapacTBat
CBBP3aHO C MPOMEHSAIINTE ce (aKTOPH Ha OKOJIHATA cpeJla U HAauMH Ha XKHUBOT.

2.1.Tun 1 3]

T13]1, xapakTepeH 3a JIETCKO-IOHOIIIECKaTa BB3pacT, HapacTBa ¢ 3-5% TOAMIIHO, C
reorpa)Cki  pa3iMKd OT BHcOKa 3aboneBaemoct a0 60/100000 nercko HaceneHue B
MHYCTPUAITHO Pa3BUTUTE CTPAHU OT CEBEPHOTO MOIYyKbiI00 10 1/100 000 3a HSKOM a3uaTCKu
Y JTaTHHOAMEPUKAHCKU IbpkaBu. KomOuHanmu oT ¢akTopu Ha okoiHarta cpena + 60 reHHu
BapHaHTa OIpEAEAT aBTOMMYHHaTa reHe3a Ha 3a0oisiBaHeTo. Bojemio e chueraHuero Ha
MOJICKYJI OT TJIaBHHS KOMIUIEKC Ha ThkaHHa chBMecTuMocT HLA DR3/DQ2, DR4/DQ8 wu
BapyMaHTH Ha WHCYIWHOBHS TeH. Hamuie ca mumdoruTHa OCTpOBHA HHOUATpAIUS |
MPUAPYXKaBaIll aHTUTENA Cpelly [-KIeThbYHU CTPYKTYpHU: TIIyTamar-aluj-aekapOoKcuiiaza
(GADG65), uncynun (IAA), Tuposundocdarasa (IA2), muakos tpancnoprep 8 (ZnT8). T13]]
ce chbueTaBa C JPYrd aBTOMMYHHH 3a0onsiBaHus: tupeounHu (20%), uenmaxusi(7%), apyru
€HJIOKpUHHH, KOXKHU WK xeMmarojgoruddu. B 10 % T13]] ce mpuema 3a uauonaTuyeH.

2.2. Tun 2 3]

T23]] e pa3nu4HO chUeTaHUE HA MHCYJIMHOBA PE3UCTEHTHOCT M OrpaHUYEH MHCYJIUHOB
CEKpETOpEH KamanureT. 3acdara 10 8% OT Bb3pacTHOTO HaceleHUE B ypOaHU3UPAHUTE paiioHH,
HapacCTBa CpCA 3aTIBCTCIIN ACHA B HAKOU CTHUYCCKU I'PylId, MMa aCUMIITOMHO Ha4YaJIO C PUCK
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3a HAQYaJIHW XPOHUYHHU YCJIO)KHEHUS TpH Juarno3ata. ['eHHu monmmmopdusmMu u (pakropu Ha
OKOJIHATa cpejia ca Mpu4rHa 3a T.Hap. MeTaO0OIUTEH CUHAPOM, BKitouBamy T23/1:

- 3aTibeTsBane (80%)

- XUIMEPIIUIUIEMUS

- apTepHaIHa XUIICPTOHHS

- IOBHILIEH ChPJCYHO-CHIOB PUCK

- HHCYJIMHOBa Pe3MCTEHTHOCT (Acantosis nigricans)

- OBapUaJIHa XUIIEPaHIPOTCHEMUS

- XUIEPYpPUKEMHs, TIOJarpa

- HEJIKOXOJIHA YepPHOAPOOHA cTearo3a

2.3. Bropuunu ¢popmu na 31

Bropuunute popmu Ha 3] npu nenarta ce ABDKAT HA MOBUIICHUW €HAOTEHHH HHBA HA
KOHTPAaWHCYJIAQPHU XOPMOHM WIIM STPOTEHEH XHuIepKopTuzoiu3bMm (cunapom Ha Cushing),
KAcTHYHA (puOpo3a MM XxeMoXpomaro3a Ha IMaHKpeaca MpH XEMOJIUTHYHN aHEMHH, TOKCUYHU
BB3JCUCTBUS.

2.4. Monorennu ¢opmu Ha 3axapen quader (M3]1)._

Te npencrasnsiBatr 1-6 % ot 3/1. ImpKar ce HA AOKa3aHU €IUHUYHU TEHHH Je(EeKTH,
MOHSAKOIra MPUYMHSBALIM 3a€JHO ¢ Juabera KOMOMHHMpAHU OPraHHU AHOMAJIMM (CHHIPOMEH
M3]]). Okono 40 rennu nedexra ca pasnozHatd, 20 OT TAX B HEOHATAJHUS IEPUOI C
[aHKpeacHa AareHe3Ms/XUIOoIUIa3us WM KOMIIPOMETHpaHa WHCYIMHOBA CEKpeLUs MOopaau
JIUTICBALIH/TIPOMEHEHH TPAaHCKPHUIIMOHHU (akTopu. AxtuBupamurte myrauuu Ha ABCCS8 un
KCNJ11 ca Hnaii-uecTata mpuuuMHa 3a HeoHaTanHus 3] MOpagu MEpPMAaHEHTHO OTBOPEHHU
KaJIMEeBH KaHAJIH.

C repmuna Maturity onset diabetes of the young (MODY) wiau BB3pacTtoB THIT
nuaber, 3aloyHall B JIETCTBOTO ca 0003HaueHU (OPMHU HA HEKETOT€HEH JUabeT C MO-KbCHO
Hayajao, aBTO30MHO-IOMHHAHTHO YyHacleAsBaHe, ¢ MyTallud B T'€HH Ha TPAHCKPUILMOHHU
daxropu (Hepatic nuclear factors, HNF) wnu mHCYynMHOBHS TeH, BaXHHM 3a KacKagara Ha
MHCYJIMHOBAaTa cekpenus. B 3aBucumocTt or Bb3pactta Ha u3sasa MODY umutnpa T1 nam T2
3/. Myranusara Ha TarokokuHa3HHs TeH npu MODY?2 B XeTepo3WrOTHO CBHCTOSHHUE
NPUYMHSBA YMEPEHU XMIIEPIIIMKEMUHU, He BOJIU J0 KbCHHU YCIO)KHEHHUS, HE ce HyXJaae OT
JICYCHUE C JIGKAPCTBEHU MPOAYKTH. ['eHeTnuHo turmm3upanu, MODY 1/3 wu nedexrure Ha
KaJMEeBUTE KaHAJM C€ KOHTPOJMpAT  MO-YCIEUIHO CbhC CyldaHWIypeiiHu mpenapar,
OTKOJIKOTO C HHCYJIMH, BKJI. B HEOHATAIHUS TIEPUOI.

MyTanuu Ha reHa Ha UHCYJIMHOBUS PELENTOp C pa3INyHU KIMHUYHHU BapUaHTH, KaKTO
U CUHJIPOMH Ha T€Hepallu3upaHa JUNoaTpodus Win JUNoAUCTpodUs (aCUMETPUYHO TEJIECHO
pasnpeziefieHre Ha MacTHAaTa ThKaH) Ch3JaBaT HHCYJINHOpe3UucTeH 3/1.

ABTOMMYHHUAT M3]J] € CBBp3aH C YTOYHEHHM T'€HHM MYTAalUH, CBb3/IaBallld TEXKH
UMYHHU JHUCPETYJIalMk ¢ UMyHeH nepuuut u aBroumyHHu (enomenu (IPEX, APECED,
STAT-1, STAT-3). ['eHeTHYHOTO TUIIM3MPAHE HA MOHOTCHHUS 3/] € BaKHO 3a JICUCHHUETO Ha
MalMeHTa, peHaTaaHaTa JMarHo3a B 3acerHaTUTe CEMEIHCTBA U IMPOrHO3a Ha 3a00JIIBaHETO.

3. Knunnyna xapakrepuctuka Ha T13][

T1 31 uma arpecuBHO KIWHWUYHO Hadanmo, Hax 80% ot nemara ca B KaTabOJHO
CBCTOSHHE C KETOHYpHSl WJIM KETOAIMI03a NpPW JAWArHo3ara, KOSATO HE THPIU OTJIaraHe
(tabm.3). Baxma ¢ mbpBata ciydaiiHa KpbBHa Tiroko3a Hax 11.1 mmol/L. Cnexnute
CHMITOMH M OIUIAaKBaHHs Ca MpeAMET Ha TU(EpeHIMalHa TUarHo3a Mo pela Ha TIXHOTO
BB3HUKBaHE, KATO HEBUHATW C€ HAOJIOaBaT BCHUKUTE OT THAX:

* OtcnabBaHe Ha TETJI0 MPH 3aMa3eH aleTUT WK nmonrudarus (10 HAKOJIKO MECela).
* ['enurtanmuu uHpEKIUU
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* Ilomuaunco-nonauypus, HUKTYpUs, 3acUieHa WIM PELUAMBHpalla HOIIHA E€Hype3a
(cpenno 4 cenmunu, B 50% noxa 2 ceAMUIIN)

*  3aMbIJICHO 3pEeHue

*  YMopa, HeXEeJIaHHe 3a Urpa.

* AIIETOHOB OBX

» Kopemuu 00nku, MOBpBIIaHE

*  JI6100KO anI0TUYHO AUIIAHE 10 EKCIIUPATOPHO CTEHEHE MPU MAJIKUTE Jela.

* HescHo, O0bp30 HACTBIMIO TNPEKOMATO3HO WM KOMAaTO3HO CBCTOSHUE MIpU
HOBOPOJICHHU, KbpMaueTa U MaJIKU JeLa.

4., Jleyenue nmpu HOBOOTKPHUT 3 /[
4.1. 3amecTUTEJHO MHCYJIMHOBO JIeYeHHUe

3aMecTUTEIHOTO MHCYJIMHOBO JICUeHHE HsMa alTepHaTtuBa npu aeuara ¢ tum 1 31, a
7103aTa 3aBUCH OT CTEIIEHTA Ha JeKoMneHcauus (Tabdiu.2).

Tabnuua 2. 3arnoyBane Ha HHCYJIMHOBOTO JICYEHUE CIIOPE]] CTENIEHTA Ha JICKOMIICHCAIUS

Crenenn Ha | XunepriiukeMust Keronypusi | Aunpgosa 1. Jleuenue

JAeKoMIIeHcal|

usi

I Cnen HaxpaHBaHe He He 1. bpp3 uHCYNMH
0.3-0.5E/kr/24 gaca (3x) S.C

I [lepcuctupama He He 1. O6mra nuena goza 0.5-0.7
E/kr (4x) s.C.

Il [lepcucrupaia Ha He 1. OOma paHeBHa 1032
1E/xr/24 yaca (4x)
Pasnpenenenne

bwp3: 30%+20%+25%
basen: 25% npenu cpH

v Ilepcucrupaina WntensusHa | pH 7.35-7.20 | 1. bwp3 uncynun 0.1E/kr/3
HCO3>15 qaca S.C.

2.YMmepeHa pexujpaTanus cC
50 mn/kr/24 yaca
3.CyOcTutynus ¢ Kanun

V (xoma) [Iepcuctupama pH<7.20 1.Pexuaparanus 100mi/Kr.T.
HCO3<10 2.Beno3na uH¢y3us Ha Obp3
XumnepocMmosapHa uncynun 0.1E/kr/gac (0.025-
P KPBBHA IJIIOKO3a pH>7.20 0.05E/xr/gac mpu kbppMauera
>33.3 mmo/L (600 ¥ XHUIIEPOCMOJIapHA KOMa)
mg/dl) 3.Cyo6ctutymus ¢ Kanui

To ce mpoBexaa ¢ TpH W TOBEYE WHXKEKIUU Tpe3 JCHs, TOKPUBAIIN XPAHUTCITHUTE
npuemu. OOnYaifHO ce 3amouBa ¢ Obp3u yoBernku mHCYnMMHU Human insulin  (short acting)
ATC A10ABO1 ¢ mpoabmKHTETHOCT Ha JEHCTBHE 6-8 Yaca, M3WCKBAIIU JBa XPAaHUTEITHU
npuema npe3 3 yaca. Bb3M0OXKHO € HauaJIHOTO JiedeHue Aa 0blie ¢ Obp3u UHCYIMHOBU aHAJIO3H
¢ obuyaitHo neiictBue 3 yaca, mokpuBany eauH xpanureneH npuem: Aspart ATC AL10ABOS,
Lispro ATC A10ABO04, Glulisine ATC A10ABO06, Fiasp ATC A10ABOS. 3a koHTpoa Ha
yepHoApoOHaTa NPOAYKIMS Ha TJIOKO3a B HOIIHUTE YacoBE C€ Npujlara eIHOKpaTHa
WHKEKIHS IPE/Id ChH ¢ MHTepMenuepHu n3odanoBu voBernku nHcyarnan Human insulin, ATC
Al10ACO1, a 3a mo-mpoabkuTenieH 24-yacoB edekr 0aBHHM MHCYIMHOBH aHano3u Degludec
ATC Al10AE6, Detemir ATC A10AEO05, Glargine ATC A10AEO04, Toujeo ATC xoxu:
AT0AE(4.
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[Tpu HavaTHU CTETIEHU Ha JIEKOMITeHcanus 0e3 KeTOHypHs oOnvaliHaTa JIHEBHA 71034 €
no 0.5E/kg termno, pasmpezencHa 3a YOBCIIKUTEC WHCYJIMHH B TPH-YCTUPUKPATHH ATUTMKAIMU
(tab6mn.2). Ilpu nexomrmeHcanus ¢ KeToHypus qo3ara jgoctura 1E/Kg terso, pasmpenerneHa B
YETUPUKPATHH AIUTMKALIMH 32 YOBEUIKUTE WHCYIIUHHU.

[Ipn navamna mertabonuTHa amuao3a ¢ pH>7.20 ce mpunara jedeHwe ¢ Obp3 YOBEIIKH
uHcynuH B j03a 0.1E/Kg/Ha Bcekn 3 yaca MOAKOXHO, WM Obp3 MHCYJIMHOB aHAJOT B 1032
0.1E/Kg/na Bceku 2 yaca MOKOKHO.

[Mpu texxka merabonmutHa amuuo3a ¢ pH<7.20 (Haimyme Ha aUIOTUYHO JMUIIAHE)
JICYCHHETO CE 3allouBa C BEHO3HAa MH(]Y3Us Ha paspelieH BbB (PH3HOIOTHYCH cepyM OBbp3
4yoBeIKM MHCYIMH/ Obp3 uHCyauHOB aHainor 0.1E/kg/gac (0.05E/kg/gac mpu kbpmauera u
manku gena; 0.025 E/Kg/dac mpu xumepcocMoniapHa KoMa ¢ Kp. rimokosa Hag 33.3 mmol/L

(600 mg/dl).

4.2.]InaGeTHA KeTOAM1032
4.2.1. Ilatodu3uoorus Ha 1MadeTHATA KeTOoAaIH/103a

JlmabeTHaTa KETOAIM103a MPEACTABISIBA OCTPO KaTaOOIHO CHCTOSHHUE MOPATAH TEXKBK
MHCYIMHOB Je(UIHT (HOBO3a0O0JIeNn, IPEKbCHATO JICYCHHE) WM JIOMUHHPAaHE Ha CTPECOBU
KOHTPAaWHCYJIAPHA XOPMOHM (MH(EKIWHU, TpaBMH, ONEpaIiH) C MOCJeIBalla MPOTEOH3a,
JUIONN3a, YepHOApoOHA TPONYKIMS Ha TIIOKO3a M KETOHH, 3acHjICHa  TIIOKO3YypHS H
ocMoTHYHaTa auypesa. ['you ce HaTpuii (TJIFOKO3EH peHaJIeH TyOyJieH TpaHCIOPTEp), U3IbYBa
Ce HalyCHAIWs KJICTKUTe  Kauuil. Pa3BuBa ce uWHTpaBa3ajiHa, HMHTEPCTHLHAIHA U
BBTPEKJICThYHA JCXHUpATallHs, IOCICAHATA IOPaIl XUIEPOCMOIAPHOTO ChCTOsiHUE (hopMmyria
3a masMeH ocmonanutet: 2 Na +ypestrmokoza (mmol/L)). Tlpu ymepena nexuapartarus
3ary0uTe Ha TeYHOCTH ca 70 5% ot TenecHara maca (50m ml/kg), mpu Texka nexumpaTaius -
7-10%, (100 ml/kg), kosTo mpepacTBa B mok npu 3aryda no 15% ot tenecHata maca. Mma
abcomoTHa 3aryba Ha enektponut: Na- 10 10 mmol/kg; K -okono 6 mmol/kg. Tlpu pH<
7.20 ce uzsaBsia nbiaOokoTo amuaotuyHo (KycmaynoBo) numane. IlanpeHTuTe ca B TEXKKO
00III0 CHCTOSIHUE, C AIMIOTUYHO JHIIAHE, CyXa, CTyJCHa, [IMaHOTHYHA 110 KPaHUIUTE KOXKa,
CyXW JIMTaBHIIM, MEK IyJIC, W34e3Ball npu naexuaparanms Haj 10%, korato Moxke na ce
perucTpupa apTepraIHa XUIOTOHUS U OJUTYPHs, KPEUTAlUK B Oenus 1po0, MOoBphIIaHe Ha
XxeMaTUHHHA MaTepun. Ch3HAHUETO € TIPOMEHEHO J0 IBJIOOKA KOoMa.

4.2.2. JleueHune HA TEKKA KeTOAUUT032

4.2.2.1. Pexunparanus

[Tpu Texxka KeToanumo3a pexuaparaiysra ce 3amo4ysa 1 yac mpeau BEHO3HATa MHCYJIMHOBA
uHdy3us. U3uncnenure 3aryou ot reqnoctu 100 ml/kg (120 ml/kg 3a kppmauera, 60-80 ml/kg
3a IOHONIM) Cc€ Bb3CTaHOBSIBAaT obuuaitHo 3a 24 wyaca, 20% 3a mbpBUTE 2 daca.
Pexupnparanusra 3anousa ¢ nzoronndeH, 0.9% pasrBop Ha Harpues xuopuz (Sodium chloride
ATC B05XA03), B KOiTO KOHIICHTpalusaTa Ha Hatpuii ¢ 154 mmol/L. B xoxa Ha nedeHunero
(cmex 4-6 yaca) e >kejaTenHO BKIIIOYBAHETO HA XWUMOTOHWUYHU pa3TBopH 5%, 10%, 12 %
rmoko3a  (Glucose ATC BO5CXO01) B paBHH CKOpOCTH C (U3HOJOTHYHHUS CEpyM 3a
MOKpPHBAaHE Ha BHTPEKJICTHYHHUTE BOJHU 3aryOM M KOHTPOJHMpAaHE HA TIIMKEMHITA Ha HUBO 15
mmol/L o Bpeme Ha BeHO3HATa HHCYJIMHOBA HHPY3uUs. JloNyCTUMU ca TEYHOCTH Tpe3 ycTara.
Jlnypesara He ce Iper3unCIsBa.

4.2.2.2. IHCYyIMHOBO JIEUEHUE.

Benosznara wndy3uss Ha O0bp3 mHCYAuH npu pH<7.20 mpombmkaBa 10 KOMIIEHCHpaHE Ha
armo3ara 10 pH>7.3 u HCO3™ > 15 mmol/L. [IpemMuHaBaHeTO KbM MOJKOKHO WHCYJTHHOBO
necueHue ¢ Obp3 yoBenikd WHCYIUH (0bp3 mHCynuHOB aHanor) 0.1E/Kg/mo3a mpemmectBa ¢
MUHUMYM 30 MUHYTH CIIMPAHETO HA BEHO3HUs MHCYNUH. Llenta € cnamaHeTo Ha TTTUKEMUSTA
na e ¢ okosio 5 mmol/L/gac, xaro ce gocturae g0 HuBo ot 12- 15 mmol/L, 3a na ce n3berne
psi3Ka MPOMsiHA B OCMOJIAINTETA U J1a HE Ce TOJy4Yd MO3bUEH OTOK.
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4.2.2.3. 3amecTBaHe Ha 3aryOH Ha KaJui.

Crnen 3amo4BaHe Ha MHCYJIMHOBOTO JICYCHUE KAIUAT CE€ BPBILA B KJICTKUTE M CE Ch3JaBa PUCK
OT Xumnokamuemus. 3amecTBaneTo ¢ kamues xyopus (Potassium chloride ATC BO5XAO01) ce
HPOBEXJa C KOHICHTpALUs Ha pexuapaTauioHHuTe paszrBopu ot 40 mmol/L u B 3aBucuMocT
OT M3XOJHUTE HUBA Ha Kanuil n ObOpeuHarta QyHKUMs (HaIM4YHA AMype3a, HUBA HA ypes U
KkpeatnHuH). [lepopaneH mpuem Ha Kajauii ce OCHTypsiBa OIIe TPH JHH CJeJ M3BSKIAHE OT
KeToalu03a, HanpuMep ¢ kanueB nutpat (Potassium citrate A12BA02). [Tpu HeoOX0UMOCT
OT MO-TIPOABIDKUTEIIHA peaHuMalus cien 24-51 yac ce cbo0pa3saBaT THEBHUTE HYXIU OT BOAA,
€JIEKTPOJIUTU U BBITIEXUAPATH B AETCKA BH3PACT:

* Bopga: termo <10 kg - 100 ml/kg/24u
11-20 kg 1000 mI+50 ml/kg (3a Bcexu kg ot 11 10 20)
>20 Kkg: 1500 ml + 20 ml/kg (3a Bcexu Kg Hax 20)

* Enexrponuti: Na-2-4 mmol/kg, K u Cl- 2-3 mmol/kg, P-1-2 mmol/kg

e Boraexuaparu: 12 g/kg Terio (kppmauera) 10 6 §/KQ TErI0 MpH FOHOLIIM.
4.2.2.4. Kopekuus ¢ HatpueB oukapoonat (Sodium bicarbonate ATC B0O5XA02)
C manku m3xmoueHus (PH<6.9) xopekuusara Ha amuago3ata ¢ OukapOOHAT € HM30CTaBeHa
Mopajay CTPaHUYHU e(EeKTH KaTO MapaJoKcajHa MO3bYHA aIli103a/TIOBUIICHO BBHTPEUEPEITHO
HaJIsiTaHe, XUIIOKaJIMeMus U BHacsHe Ha cuiHo KoHueHtpupan Na (1 ml 8.4% p-p =1 mmol

Na).

5. AHCcy1MHOBO JieyeHHE B €BOJIIOLMS HA 3200/1IBAHETO

3aMeCTUTEIHOTO MHCYJIMHOBO JIEUEHHE OcTaBa 0e3 ajnTepHaTUBa IpH jeuara ¢ Tan |
3. pu Te3u cien 2-3 roauiiHa BB3pacT M Ipenu mydepTeTHaTa (a3a Ha pa3BUTHE €
BB3MOKHA (paza Ha BPEMEHHO peIylHpaHe Ha WHCYJIWHOBHTE HYXKIHW, HapeueHa ,MejaeH
Mecel” WIKM peMHUCHsI Ha 3a00JIsIBAaHETO Opa/id HaJM4Ke Ha OCTaThyHa MHCYJIMHOBA CEKpeLHsl.
JlueBnata g03a moxe nga cragne mox 0.5E/Kg/aueBno. Ilo mpereHka Ha JIEKyBalllUTe
NeMaTpu- €HJA0KPUHOIO3M UHCYJIMHOJICUEHHETO KaTo Opoi MHXKEKIMM U JJ03MpaHe MOXKe J1a
ce Moauduiupa. dazara Ha peMUCHS MOXKE J1a MPOABIDKU OT HAKOJIKO CEAMMIM JIO OKOJIO
TOAIMHA, ClleJl KOETO HACThIIBA IBJIHO M3YepIBaHE HAa WHCYJIMHOBAaTa €HJOT€HHA CEKperus,
nozara HapactBa 10 0.8-1.0 E/kr Ttermo. IlyOGepretnara (a3a Ha pa3BUTHE Ch3/aBa
XOpMOHaJIHa ()M3MOJIOTUYHA MHCYJIMHOBA PE3MCTEHTHOCT, KOraTo JHEBHATa 71032 MOXE Ja
nocturae g0 1.5-2.0E/kr termo. MHcynuHOBaTa 103a OTHOBO C€ HaMajsiBa CIIEA ITBJIHOTO
(GU3MONIOTMYHO Ch3psiBaHE Ha Miaaute xopa A0 40-60 E nHeBHO B 3aBHCHMOCT OT THOJja,
oOmiara TenecHa Maca 1 (pu3nveckara akTUBHOCT Ha MallUEHTHUTE.

Kputepun 3a no0po jeyeHHe ca TOCTHTaHe Ha HOpPMaJleH pacTeX U DPa3BHUTHE,
MOAIBPKAHETO HA TIMKUPAH XEMOTJoOMH moja 7% UM HaMaJeHWTe BapualMid Ha KpbBHATa
TIII0K03a, C peolIiaaBaHe Ha CTOMHOCTUTE B JkenanuTe rpanunu ot 4.0-8.0 mmol/L.

WMHCYNMMHOBHTE MTOMITH Ca YCTPOWCTBA 33 HEMPEKBCHATO IMOJKOXHO WH)KEKTHPaHE Ha
WHCYJIMHA, HanmojoO0sBamy (U3MOJOTMYHATa WHCYJIHMHOBA ceKpeuus. Te H3Moia3BaT camo
Obp3oAeiicTBall HMHCYJIMHM, Haii-uecTo OBbp3uM MHCYIMHOBM aHaio3u. Ilpum mbpBara
reHepaluss IOMIIM TOBA C€ MOCTHra KaTo JO3MPAHETO Ha MHCYJIWHA ce paslpenens Ha JiBe
OTJICJIHU YaCTHU:

a/ bazaneH MHCYJIMH, YUATO 7033, HApeUeHa YCIOBHO ,,CKOPOCT MOXKE Ja Ce pazinyaBa
Ha Bceku 30 MUHYTH, OTIPEACIS ce OT JIGKYBAIlUs €KUT U ¢€ ChoOpassiBa ¢ MHANBUYATHUTE
HYKJIU Ha BCEKH IMAIlUEHT.

06/ bonycu oT MHCYNMHMH: T€ ca JBa BHIA: ,,XpPAaHUTEITHHU - HHXEKTHPAT C€ MPHU BCIKO
XpaHeHe, Karo codTyepa B mommara ChIbpka bomyc-kamkymarop, M34MCIsSBaIl —103aTa,
CHOpel BbBEJCHHUTE OT TMAalMeHTa JaHHU 32 KOJUYECTBOTO TMPHUETH BBIJEXUIPATH.
,,KOpekmonnure™ 0oJycu ce mojaBar Ipyu HEOOXOIUMOCT OT KOPEKILHMS 32 IMO-BUCOKH HUBA
Ha TJII0KO03aTa, KaTo MalueHTHT MMo/1aBa HH(OpMaLKs 3a akTyallHaTa KpbBHA [II0OKO03a.

TexXHOJOrMYHOTO pa3BUTHE IMpE3 MOCIEIHUTE TOJUHM JOBEIE 0 Ch3/laBaHe Ha BCE
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,,HO'YMHI/I“ HHCYJIMHOBHU IIOMIIM, KOUTO CBBP3aHU YPE3 MHTCPHET BPBH3Ka C I'NNIFOKO3CH CCH30P,
ca B CbCTOSAHHEC Ja CC I[OG.HI/I)KaT a0 ,,U3KyCTBCH HaHeraC“ — rojisiMata Me¢4dTa Ha Xopara €
,Z[I/Ia6eT. B momenTa mma pa3pa60TeHH HAIKOJIKO l'IOI[06HI/I CHUCTCMH, KOHUTO aABTOMATHU4YHO
IMPOMCHAT CKOPOCTTAa HAa MHIKCKTHUPAHC, cliegBaliku UHAUBUAYATIHUA AJITOPUTHM HaA MAallMCHTA,
KaTo IIpH HAKOU HE € HeO6XOI[I/IMO Ja CcC ,,O6${B${Ba“ XPpaHCHC.

CbBpeMEHHUTE HHCYJIMHOBHM IIpENapaTd U TEXHOJOTHMU I103BOJISBAT IIOCTHIAHE Ha
npuneaHu croinoctd Ha HBAlc mox 7%, mpOTEKTUBHU Cpellly KbCHUTE YCIOKHEHHUS Ha
nuadera.

6. Jleuenue ¢ nepopanuu cyadounaypeitnu npenaparu (CYII)

Jleuennero cvc CVYII ce mpuimara mpu MOHOTEHHH (GOpPMH Ha 3axapeH auaber-
HEOHATAJICH, TIPH JI0Ka3aH reHetudeH nedekt Ha kanueBute kKaHamu ABCC8 m KCNJ11 wim
BB3HHMKHAJIM B TIO0-KbCHA BB3pacT HsAkou OoT Bapuantutre Ha MODY, reHeTnuHO NOTBBPACHU
ype3 JIHK ananm3. 3amecTBaHETO HA WHCYJIMHA CE OCBHIIECTBSBA 110 MPOTOKOJI, MyOIMKYBaH B
peroBojctBata Ha ISPAD (Clinical Practice Consensus Guidelines 2009, 2014, 2018) ¢ Hsikou
ot npemnaparute Glibenclamide ATC A10BBO01, Gliclazide ATC A10BB09, Nateglinide ATC
A10BXO03.

7. Jleyenne Ha THI 2 3/ B 1€TCKO-IOHOIIECKATA Bb3PACT

[Tpu tun 2 3] c neka nexkomneHcanus (yMepeHa XUneprinkeMus) mpoMsiHaTa Ha CTHIIA
Ha JKMBOT C peaylupaHe Ha OOIIMs KalopueH BHOC, M30ArBaHe Ha KpHUCTalHATa 3axap U
MOBUIIICHA (PU3UYecKa AaKTUBHOCT, IIOHSKOTa ca JOCTaThYHH 32 KOMIICHCHpAaHE Ha
3abonsBaneTo. [Ipu Hanu4Ke Ha MHCYIMHOBA pe3ucTenTHocT (Acanthosis nigricans), moeuiieH
HOMA IR, ce 3amouBa neuyenue ¢ Metformin ATC A10BAO2 mo cxema ¢ HOCTEIEHHO
HapacTBama fo3a or 500 mg Bedep mo BpeMe MM cien BedepsaTa, A0 1500 mQg gHeBHO MO
BpEME Ha OCHOBHHUTE XpaHEHHUSI.

[Tpu nena Hax 10-roguiiHa B3pacT U JIMIICA HA TOCTaThueH €PEeKT MU HEMTOHOCHMOCT
KbM MeT(OpPMHH, KbM JHETAaTa W MOBHUIICHATA (U3MUYECKAa aKTUBHOCT, MOXKE JIa C€ TPHUIIOKHU
JICYCHHUE C TIOAKOKHU MHKEKIIMK OT aHAJIOT Ha YOBEIIKHUS IIIFOKaroH-moaooen nentua-1 /GLP-
1/, Victoza (Liraglutide) 6 mg/ml, 8 3 mn. npeaBaputento HambiaHeHu mucanku /ATC kon
A10BJ02/. TlpenumcTBaTa Ha TOBa JIEYEHHE C€ CBHCTOAT B JIUIICA HA XUINOTIMKEMHH U
yBeJIMYaBaHEe Ha TETJIOTO, XapaKTEPHH 32 MHCYJIUHOBOTO JICUCHHE.

[Tpu Hy*knaa oT Obp3a KOMIEHcAIUs Ha 3a00JI1BaHETO (TIIMKUpPaH XeMOTJI00UH Haja 9%)
WU KETOHYpHsi/AuabeTHa KeToalujo3a Ce 3amouyBa JieueHue ¢ WHCynuH (T1abn. 2). Cruen
MOCTUTAaHE Ha KOMIICHCAIlUS C HOPMOTIMKEMHsS, WHCYJIMHOBOTO JIEYEHHE MOXKe Ja Oble
MPEYCTAaHOBEHO Ha ()OHA HAa JUSTHYHOTO XpaHEHe, (u3ndeckaTa aKTUBHOCT W INpHUEMa Ha
Metdopmun. KoHTpoaupaT ce TerinoTo, aprepuanHoTo Hansrane, HBAlc u merabonuTHHTE
MTOKAa3aTeJ M KaTo JIMITAIU | YSPHOAPOOHN SH3UMHU.

XHUnorjauKeMusi IpyM 3axapeH auader

JIbIkM ce Ha HENOCTaThbu€H BHOC Ha XpaHa 3a ONpelesieHaTa U HMHXKEKTHpaHa
MHCYJIMHOBA J03a, MOrPEIIHO OCTaBeHa MO-TOMISIMA /1032 MHCYJIMH, HapyIIeHO YCBOSIBAaHE Ha
XpaHaTa MpU MaJIurecTus/mManadcopOius, HeChoOpa3eHa ¢ WHCYTMHOBOTO /1032 MO-BHCOKA
¢u3nuecka akTUBHOCT. JlekaTa XUIOTJIMKEMHS C€ ycella OT MHalleHTH B SICHO Ch3HaHUE,
KOUTO MOTaT Ja mpuemar camu riroko3a/zaxap 0.3gr/kg (mo 15 gr) m  IBITOBEpHIKHH
BberyiexuapaT. Ilpyu Texkara XUMOTVIMKEMUsI MAllMEHTUTE ca C MPOMEHEHO Ch3HAHUE U Ce
HYXJIasT OT 4yXJa MOMOI, BaJIUJIHO U 32 MAJIKUTE Jella.
I.ITanueHTHT ce MocTaBs B JIETHAJIO CTPAHUYHO IOJIOKEHUE, C TIOCTaBIHE Ha MeJ WJIU
KpHUCTaJIHA 3axap MO/ e3UKa WU Ha OyKallHaTa JINTaBUIIa.
2. Umxextupa ce Glucagon ATC HO4AAO0L myckynuo wiau moakoxuo 0.5, 0.7 mg mpu mo-
MaskuTe nauueHTy u 1.0 mg npu te3u Hazg 12 ronuniHa Bb3pact.
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Hanuye ca nakou Hosu npenapamu Ha 21H0KA20H, KOUMO 8Ce ouje He ca pecUCmpupaHu
Y Hac:

3a naszanno npunoxcenue wnpet, (Baqsimi) 3 mg, paspewen 3a nayuenmu nao 4
eoouuna ev3pacm, Ilpedumcmeama my ca 1eCHOMO NPUNLOAHCEHUE, KAKMO U  CMAOUTHOCINNG
Ha npenapama npu CMatHa memnepamypa.

Unocexmop (GVOke) ¢ npeosapumenno nanvimen enoxazon 6 0ee pacghacosku: 3a
Ooeya Hao 2 eoounu 0.5 me u 3a 6v3pacmuu 1 me.;

Cv30a0en e u nvpeusm 210KA20HO8 aHalo02, NPedlazan 8 nped8apumenHo HanviHeHd
cnpunyosxa (Dasiglucagon, Zegalogue) za nayuenmu nao 6 200. év3pacm, cvovpoicauy 0.6 me
2NIIOKA2OH 658 800€H, cCmaduler NPU HOPMATHA MeMNepamypa pasmeop.

3. BonycHa Beno3Ha mmxkekmus Ha rirokosa (Glucose ATC BO5CX01) 20 % 2 ml/ kg (40%
rimtoko3a 1 ml/ kg)

4. HonbanutenHa uHpy3us Ha 10% rmmoko3a 2 ml/kg/yac 3a craOunusupane u
TpaHCHIOPTHPAHE HA MAIUeHTa 10 OOTHHIIA.

5. Ilpu pa3BuTHE Ha MO3bUEH OTOK ce Ipuiara BeHo3no Mannitol ATC AO6AD16 0.5-1
gr/kg, Furosemid ATC CO3CAO01 (1 mg/kg) u Dexamethasone ATC A01ACO02.

XpaHUTEIIEH PEKUM

[IpenopbuBaHUSIT XpAHUTEIIEH PEXKUM MPU AUAOET € C pa3npenesieHne Ha KAIOPUITHUS
BHOC OT: 50% BBrIIexuaparu, 30 % mazaunu u 20% Oentrunnu. [Ipeamoynrare ce CIOKHUTE,
JBJITOBEPYIKHH BBIJTICXUIPATH, KAKTO U PPYKTO3a U MJICUHA 3axap. Brriaexuaparnoro OpoeHe
(B x7eOHM eAVHWIIM WM B TPaMOBE) € BaXKHO 3a pa3MsHAaTa Ha MPOAYKTUTE, I'bBKABOTO
no3vpaHe Ha Obp3UTE WHCYJIUHH, KAKTO U 3@ YIPABICHUE Ha NHCYJIMHOBUTE MIOMITH.

KbCcHU XpOHUYHU YCIOXKHEHUS HA 3aXapHUsI 1uadeT

CKpUHUHIBT 32 XpOHUYHU JIET€HEPAaTUBHU YCIOKHEUs, CBbpP3aHu ¢ AuadeTa, 3arnodBa

cien 11 rox. BB3pacT wiu cieq 5 roguinHa aaBHocT Ha 3/]. JlnabGerHata MUKpoaHTHonaTHs
BKJIIOYUBA PETHHONATHs, He(pomaTus U Ba30OMOTOpPHA €HJ0- W IEepUHEBpallHa aHTHUOMAaTHsL.
EnporenHuTe KIETKU ca M3JI0)KEHHM Ha TIIIOKO3HA TOKCUYHOCT, pa3BUBAT NPOBB3NAINUTEIHA U
MpPOKOAaryialMoOHHA AaKTUBHOCT, JI€3MHTEIPUTET Ha MoJAJexamara Oa3zaiaHa MeMOpaHa,
oTJaraHe Ha OenTbLHM, BKIOYHUTEIHO TJMKUPAaHH, B Hed W B OKOJHUTE THKaHMU.
ExcrpaBazanusita Ha mia3MeHd aJOYMUHU J1aBa HadyaJdHUTE TBBPAM €KCyAaTH B peTHHATa U
MHUKPOAIOYMUHYPHSITA.
JlnaGetHata HeBpomMsi (MOTOPHO-CEH30pHAa M aBTOHOMHA) c€ JABKM Ha TJIIOKO3HATa
TOKCUYHOCT BbpPXY HEBPOHUTE M HapyllleHaTa UM TpopHKa. ABTOHOMHATa HEBPOMATHUS 3acsra
Ba30MOTOPHUTE HEpPBH, MPOMEHS KOXKHATa MHKPOLUUPKYJalus, Ba3OMOTOPHUTE U
oprocTaTiyHu peduexcu. JIucPyHKIuUATa Ha BHCLEPATHUTE CEH30PDHM W MOTOPHH
CUMIAaTUKyCOBM U BaryCcoBM BJaKHa KOMIIpOMETHpAa MOTOpUKaTta U (yHKUIUATA Ha
BBTPEIIHUTE OpraHu. Hamuie € aBTOHOMHA HEBpONAaTHs Ha CBPLETO C EIEKTPUYECcKa
HeCTaOUIIHOCT, JWIaTaTUBHA MHUOKapauonaTus, 0e300JKOBO MpoTHUYaHE Ha ChpJeyHaTa
ucxemus. KinMHMUYHO nposBEeHaTa aBTOHOMHA HEBPOIIATUS MMa BHCOKA IpeAcKa3Balla
CTOMHOCT 3a IocJeBalla XpoHU4Ha 0bOpeuHa HeIOCTaThYHOCT U MOBUIIIEHA CMBPTHOCT.

Hauannara Hepomnatus ce u3sBsiBa ¢ MOBHUIIICHA TIIOMEPYITHA (DUIITPAIUs U TIOBUIICHA
MHKPOAIOYMUHYPHSI, OLICHEHA I10 TPY HAYMHA: TOBUILICHO OTHOIICHUE MUKPOAIOYMUHYPHSI
(mg/L)/ ypunen kpeatuanH (MMoOl/L) B equHMYHA mopiys ypuHa, 24-yacoBa CEKpeIHs Ha
mukpoanoymun 30 1o 300 mg/24 gaca unm munyTtHa cexperus 20-200 ug/min. Ipu
croitHocty Haa 300 mg/24 vaca wim 200 pg/min ce u3sBsIBa MaKpOIPOTEHHYPHSL.
[TpodunakTrukara Ha HaYaTHAaTa HEGPOMIATHS CE TPOBEK/IA C TIEPOPAITHO MTPUIIOKEHUE Ha
ACE-unxuburopu Captopril ATC C09AAO01, Enalapril ATC C09AA02, Ramipril ATC
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C09AAO05 nnun ARB-61okepu kato Losartan ATC 09CAO01, Candesartan ATC C09CAO06,
Irbesartan ATC CO9CAO04.
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Paszgea XIV.
HEJIUABETHA XUIIOT' JIMKEMMUSA
(MKB El16.1 IPYT'U XUIIOT'JIMKEMMUMU, ORPHA: 657)

1. BbBenenue

XUNOTrIIMKEMUsITa € Hal-4ecToTo OOMEHHO HapylleHHe B JIETCKa BB3PACT.
Omnpenens ce Karo KOHIIEHTpAIMs Ha KpbBHATa WM IutasmeHa ritokosa (KI), mpu kosito
WHUBUIBT JIEMOHCTpHUpPA HAOOp OT CUMITOMHU, MPEAU3BUKAHU OT HEAJICKBATHO JOCTABSHE
Ha TJIIOKO3a [0 penuia TapreTHW OpraHd, Hamp. MO3bKa. XUIOTIIMKEMHUsTa €
MPOABDKUTEIIHO ChCTOSIHME W MHTEprpeTanusaTa Ha cnenuduynara KI' tpsOsa n1a Obae B
KOHTEKCTa Ha KJIMHUYHATA CHUMIITOMATUKA, HAIWYHHS KOHTPAPETYJIATOPEH XOPMOHAJICH
OTIOBOP M MEXJIUHHU METaOOJIUTH.

Tpyano e nma ce nepuHHpa KaTo XHIIOTJIUKEMHS ,,&[JHA KOHKPETHA CTOWHOCT Ha
KI™, kosiTo 2 € yHuBepcaiHa 3a BCUYKH IMAIlMCHTH U 3a BCsKa cuTyanus. [Ipenopbekure 3a
HEOHATAJHUS TEPUOJ TMOCTYJIMPAT, Y€ MPHU BCSIKO HOBOPOACHO C KIWHHYHH JaHHU 34
xurornukemus, HuBata Ha KI' TpsOBa ma ce mommppkat Han 2,6 mmol/l, ¢ uskimodenue
Ha TOJO3MPAHHUTE CIIydad C XHUIICPHUHCYJUHCMHYHA XHUIOTJIUKEMHS, MPH KOUTO Ta3M
croitnoct ¢ 3,5 mmol/l. Beopeku toBa IlemnaTpu4HOTO E€HIOKPUHOIOIMYHO OOIIECTBO
MpernopbyuBa, KOraTo C€ I0J03Upa BPOJCHO HApYIICHHWE KaTo IPHUYMHA 3a HaJTUYHATA
XMITOTJIMKEMHS B TIEPUO/a Ha HOBOPOJCHOTO M KOTraTo TS € MOTBBPJCHA MPU MO-TOJIEMHUTE
KbpMayeTa H Jela, IeJl Ha TepamusATa € Ja ce NOoJIbpKa IUla3MeHa TJIFOKO3HA
KOHIIEHTpauus Hao 3,9 mmol/l.

2. lIpynunHM 32 HeAUA0ETHA XUIIOTJIMKEMMS:
2.1. CbCTOAAHMA C XHUTIEPUHCYJIMHUIBM
2.1.1. Tpansumopna xunoziuxemusi, B pe3yaTaT OT HapylleHa MeTa0oJIMTHA
ajanTtanus Ha ,,HOBOPOJECHM JEla B PUCK':
* Jella Ha Maiku ¢ AuabeT, IpeeKIaMIICUs/CKIaMIICHs 110 BpeMe Ha OpeMEeHOCTTa, MU
MIpHUEM Ha JIEKapCTBEHU MPOIYKTH MO BpeMe Ha OpeMeHOCTTa
* Jena, pPOJACHM MalKd WM TOJeMH 3a TeCTallMOHHATa BB3pacT, YCIOKHEHA
NepruHaTajHa aHaMHe3a, HEOHATaJlleH CEeINCHC, MOJUIMTEMHUS, XUIOTepMHs Ha
HOBOpPOIeHOTO, Rh-M30ouMyHuM3aIMs U ap.
2.1.2. MonozeHnen BpoOeH XunepuHCcyiuHu3bm.
2.1.3. Ilocmnpanouanna XunepuncyiuHeMuyHa Xuno2iukemMus.
2.1.4. ,,dumping” cuHIpoMa cilel TNpeKUBsSHA TacTpoe3odareanHa onepaTUBHA
uHTepBeHIMA (PpyHAoIUIMKaLus Mo Nissen)
*  UHCYJIWHOM
* Oonect Ha Hirata (MHCYTMH-aBTOMMYHEH CHHJIPOM)
*  Cunopomen xunepuncyrunuzovm (cuaapom na Beckwith—Wiedemann, Perlman,
Sotos, Kabuki, Ondine, Donohue u np.).

2.2. be3 XUNIePUHCYJINHU3IBM

2.2.1. XunouncynuneMuyHa Xuno2iukemusi.

2.2.2. Kemozcenna xunoanukemust.

2.2.3. Memabonumnu 3a601596anus: TIAKOTEHO3U, HapylieHus B riarokoHeoreHesata (I'HI')
U OKHCJICHHEC Ha MACTHUTE KHCEIMHH, TaJaKkTO3eMUs, BpOJECHA HEMOHOCHMOCT KbM
bpykTO3a, HapylleHHUss B OOMsSHaTa Ha KapHUTHH, CHHTE3a Ha KETOTella W TAXHOTO
YCBOSIBAHE, THPO3MHEMUSI, OPTaHUYHA allUIypHs U JIp.

2.2.4. Xopmonannu Oehuyumu: MHOXKECTBEH IHUTYUTAPEH XOPMOHAICH ACHUIIUT WU
n3onupan aeuuuT Ha pactexxeH xopMoH/AKTX/ KopTU301/TiroKaros/agpeHaivH.

2.2.5. [l[pyeu 3a60158aHUs1 UNU COCMOAHUSL.
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*  Manuyrpunus
* yepHOAPOOHHU 3abosaBaHus (CHHAPOM Ha Reye)
*  BPOJICHU CHPJCYHU MaT(POpMaIIH
*  TyMOpH
* cermcuc
2.2.6. Jlexapcmeeno-uno0yyupana Xuno2uiukemus.

2.2.7. Cunopom na Mrwouxayse, CuHOpoOM HA MATMPEMUPAHo deme 1 Jp.

3. KIMHUYHH CUMNOTOMM: He8poceHHU (aemonomuu) cumnTomu, odbuvaitno npu KI' mox
3,0 mmol/l - agpenepruunu (chpliebueHe, TpeMoOp, MOBUIIEHA Bb30yaa) U XOJIMHEPTUYHU
nposiBM  (M3MOTSIBaHE, TJAJA, MAPECTe3UH); HeBpO2IUKONeHUYHU CUMOTOMH (crmabocr,
00BPKAHOCT, I'bPUYOBE M KOMa), OOMYAWHO MpH TIIOKO3HA KOHILEHTpanus mox 2,6 — 2,8
mmol/l.

HaGnromaBar ce BB3pacTOBM BapHallMW B KIMHUYHATA W3SBA HA XUIOTJIUKEMHSITA, KOSITO
4eCcTO IIbTH € HecTeM(pUIHa U BOU 110 3a0aBsSHE Ha JIMAarHO3aTa.

4. IMarHOCTUYHH TECTOBE

4.1. AmnHaMmHe3a U bJIeH (PU3UKAJIEH CTATYC.

4.2. JlaGopaTopHM TecTOBe: KPHBHH NMPOOH — TIIOK03a, HHCYINH, C-TIENTHII, pacTeKeH
XOPMOH, KOPTH30J]l, HeCcTepU(PHUIMpPAaHU MACTHH KHCEITUHH, 3-OeTaXuApoKCUOyTUpar,
KapHUTHH, alWIKAPHATHHOB MPO(MI, aMOHSK, JakTaT. J[OMBJIHUATEIIHO MOXE Ja ce
uzcneaBar uHcynauHoBu aHTtuTena, ACTH, IGF-1, rmiokaron, agpeHannH, 4yepHOAOPOHU
€H3UMH, JUnuAeH npodui. BB3MOXKHO € TpoBekIaHe Ha METa0ONUTEH CKPUHHUHT U
TOKCUKOJIOTHYCH aHaJIN3. YPHUHA - TJIFOK03a, KETOHH, OPTaHUYHU KHUCEIWHU, PeIylUpaIin
CyOCTaHIINH, aMUHOKUCENWHU. | eHETHYHU TECTOBE.

4.3. O0pa3Hu u3ciaeaBaHusl - a0joMuHaNIHAa exorpadus, KOMIIOTbpHa Tomorpadus,
SIMP, 18F-L-3,4-dihydroxyphenylalanine-PET/CT ckanupasne.

5. Jleuenune

[lpn HOBOpOAEHH W KbpMayeTa C JIOKa3aHa XUITOTJIMKEMHS LNl Ha JICYCHHUETO €
nogubpkane Ha K[ wam 3,5 mmol/l. TlpermopbuBa ce WHIUBHIyaIW3UpaH IMOIXOM B
3aBUCHMOCT OT CHEIU(UYHOTO HaApyLOIeHHWE, KaTo BOJEIIO TpPH TOBEICHHETO €
0e30MmacHOCTTa Ha MallMeHTa W HaMaJlsiBaHEe HA PUCKAa OT TpaiiHa HEBPOJOIMYHA yBpeEla,
M30CTaBaHE B PaCTeKa U Pa3BUTHETO HA KbCHU YCIIOKHEHHUSI.
5.1. OcTpa XHMIOIJIMKEMHSI - BCCKH €MHM30/] Ha CHMITOMATUYHA XHUITOTIIMKEMHUsI TpsIOBa J1a
Ce OBJIaJiee Bb3MOXKHO Hal-Obp30, O€3 eJIEMEHTH Ha TTaHUKA.

5.1.1. npu 3anaszeno cv3uanue u Ko2amo oememo modxce 0d CbOelucmada.

®  opanen npuem Ha 3axap, 2m0K03A-CbObPHCAWU HANUMKU, 2el WITU 2IOKO3HU
mabnaemxu. [lpn HEoOXoAMMOCT 103aTa MOXKe J1a ce moBTopu ciex 10-15 muHn.

e napewmepanna UHQY3Us HA 2NOKO3HU pazmeopu - TPH 3albpKaHe Ha HUCKA
koHueHntpauus Ha KI' B cnensamure 10-15 munytu ce mpuiara 6omyc ot 1-2
ml/kg, mocnenBan ot momabpxkamia HHPY3us Ha 10% rIIOKO3eH pa3TBOP CHC
ckopoct 2-5 ml/kg/h. B cinyuau Ha HeoBiaAsBaHE Ha TEXKOTO
XHUIOTIIMKEMHUYHOTO ChCTOSIHUE, CE IMOBHUINABA CKOPOCTTA WIJIM KOHIIEHTPAIUATA
Ha UHQY3UpaHus rioko3eH pa3top (12,5%, 15%, 20%, 25%, 30%).

5.1.2. npu napyweno cvsnanue:

- Glucagon hydrochloride (Glucagen Hypokit® 1 mg/I ml):
e  [lomunenTuneH XOpMOH, KOWTO ce IpUjlara 3a KpaTKOTpalHO OBJIAJsBAaHE Ha
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MEepPCUCTHUpAIlla XUTIOTJIMKeMusi, ¢ HopMmanu3upane Ha KI' B pamkute Ha 10-15
MUHYTH.

e  Ennoxparna no3a 0,02 mg/kg v 0,5-1,0 mg UHTpaMyCKYITHO WIIH TTOJIKOXKHO

e  llpomgpmkuTenHa HHTPABEHO3HA WIU TIOKOKHA WH(Y3us B 1032 1-10 pg/kg/h

e  IIporuBomnoka3zanwue: HeoOXpOMOIUTOM

e  HexelaHu peaknMW: CBPBHXUYYBCTBUTCIHOCT; IHAPHS, XWUIOKATUCMHUS;
rajicHe, MOBPbINAHe, MO-PEIKH — XUTIOTITUKEMUS, AIEPTUIHH PEAKIIUU U
00puBH.

5.2. XpOHMYHA XHNIOTJIMKEMHUS
5.2.1. JlekapcTBeHa Tepanus

5.2.1.1. nekapcTBEHU MPOAYKTH OT II'bPBA JTUHUS MPU XUIIEPUHCYTHHUIBM:

e Diazoxide (*Proglicem® xancynu 25 mg, 100 mg; *Proglycem® cycnensus 50 mg/lml,
*Eudemine® maba. 50 mg,; *Eudaxen® maba. 50 mg)

MEIUKAaMEHTJICKapCTBEH TPOJAYKT OT IbpBa JIMHUS TpU  JIEYCHHE Ha
XHUIICPUHCYIMHEMUYHA XUIOTIMKeMus. AroHucT Ha K,,, KaHamum Ha [-KieTkara,
HaMaJsiBa CEKpEIHsITa Ha HHCYJINH.

Jo3za: 5-15 mg/kg/d, pasnpeaentu B 3 opaiaau n03u. [lo-HuCKK HavanHu 1031 (2-3
mg/kg/d) ce mpemopbuBaT npu aemna ,,B pUCK*.

BHuMaH#e/IpOTHBOIIOKA3aHUE 32 TPWIOKEHHE: KOApKTaIlMs Ha aopraTa, aopTHa
CTEHO3a, MeXIyKaMepeH e]eKT, ChpAeYHa HEJOCTAThUYHOCT.

Hexenann peakumu: 4ecTH (3aapbXKKa HAa TEYHOCTH M HATPHA, XHUIIEPTPHXO03a,
3ary0a Ha ameTUuT) W peAKu (XUIEpypUKEeMHs, ChbpJAeyHa HEIO0CTaThYHOCT,
XHUIIOTOHUS,  JICBKOIICHMS,  €O3MHO(DMIMS,  MapajoKcallHa  XHITOTJIIMKEMHUS,
MyJIMOHAITHA XUTIEPTOHU).

3a mpeBeHIHMs Ha 33JpBXKKaTa HAa TEYHOCTH NPU HOBOPOJCHW M KbpMauera ce
npuiIara CbBMECTHO C JJUYPETHK:

*Chlorothiazide (*Chlorthiazide® Ta6a. 500 mg; *Diuril® cycnensust 200 mg/5
ml) niau Hydrochlorthiazide (Hydrazide® Tta6n. 12,5 mg; Dehydratine Neo® Tab:.
25 mg; Hypodehydra® tabmn. 12,5 mg, 25 mr; Dehydrazid® Tabn. 25 mg)

JlnypeTuk OT Tpynara Ha THA3HIHHUTE JUYPETHLH, CHhC CHHEPTUYEH eQEeKT C
Diazoxide

Ho3za: 7,0-10,0 mg/kg/d, B 2 opanau no3u

Hexenanu peakiuu: XUuMOHATPUEMHS, XUTIOKATUEMHUST

Furosemide (Furosemide® amm. 10 mg/ml, 2 ml; Furosemide Accord® amm. 10
mg/ml, 2 ml; Furosemide® Ta06a. 40 mg; Furanthril® ta6m. 40 mg; Lasix tab.
40 mg)

BpuMKoB muypeTHk

Hoza: 1-2 mg/kg/d nHTpaBeHO3HO WU MEPOPATHO, pasIpeaesieHa 2 1031

Hesxenmanu peakiiuu: XUMOHATPUEMHUST, XUTTOKATTHEMUST

5.2.1.2. nekapCTBEHH MPOAYKTH OT BTOPA JIMHUS MPH XUTIEPUHCYTHHUIBM:

Nifedipine (Nifedipin® ma6n. 10 mg)

brnokep Ha kamiueBuTe KaHaiu. [Ipuiara ce caMOCTOSITEIHO WM B KOMOWHAIIMS
C IPyTH JIGKAPCTBEHU MPOTYKTH, C HECUTYpPEH e(EeKT.

Hoza: 0,25-2,5 mg/kg/d, pasnpenenena B 2-3 opajiHu nprueMa

Hesxenanu peakiiuu: nepudepHu OTOIH, XUITOTOHHSI, 0OPHUB, TaXUKAP U

Octreotide (Octreotide Accetate® amn. 50/100/500 wug/l ml; ¢aaxon 1000/5000
ug/5 ml; Sandostatin® amn. 50/100/500 ug/1 ml; ¢praxon 1000 ug/5 ml)
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e  CuUHTeTHMYEH  OKTAaleNTUICH COMAaTOCTATUHOB  aHajlor, KOHTO  HHXUOHpa
CEeKpelusATa Ha MHCYJIMH u4pe3 cBbp3BaHe ¢ SST2 u SSTS penenrtopure,
HaMaJSIBaliKy KaJIIMEBOTO HaBIM3aHE B [-KJIETKUTE M AaKTUBHOCTa Ha MPOMOTOpaA
HAa UHCYJIMHOBUS T€H M CTUMYJIHMpANKU XUIEpHoOJsApU3alusATa Ha KIeThbYHATa
MeMOpaHa.

e  Jlo3a: 5-35 ng/kg/d s.c. Ha 6-8 yaca unm Kato TpaiiHa MOAKOXKHA HHPY3HS

e Hexenanum peakuuu: ocTpu (aHOpEKCHs, TaJeHe, JEKapCTBEHO-MHIyLUPaH
XeMaTuT, crearopes, Taxuduuakcus, yabmokeH QT wuHTEpBan, HEKPOTHU3MpAI]
EHTEPOKOJIUT) U MPOABIDKUTENHU (aJonenus, HaMmaleH 4YpeBeH MOTHIIUTET,
XOJIeTTUTHA3a, TTOTUCHATA CEKpPelHs Ha COMATOTPOIIEH XOPMOH, TUPEOCTUMYIUPAILL
U aJ[peHOKOPTUKOTpOIleH XOpMoH). Jla He ce cmupa psI3Ko MOJKONKHOTO
MIPUJIOXKEHUE: PUCK OT NMAHKPEaTUT U *IJIb4yHa Kojuka!!!

5.2.1.3. HoBu nekapcTBeHH MPOIYKTH MPU XUIIEPUHCYTUHUIBM:
- Ivneooeiicmsawy  Octreotide/Lanreotide (Sandostatin LAR® amn. 20/30 mg;
*Somatuline autogel® 60/90/120 mg; *Somatuline Depot® 30/60/90/120 mg)
o [To-ronsiMa TPOABIDKUTETHOCT HAa JEHCTBHE, C IMO-A00BP IMOTEHIIMAT 3a KOHTPOJ
Ha TJIF0K03aTa 3a Mepuoj oT 4 ceIMHIIN
e Jloza: 15-60 mg 1p100K0 MHTPAMYCKYIIHO, €JHOKpATHA /1032 CPEIHO Ha 28 AHU
) Hexenanu peakiuu: mogo0Hu Ha Te3u Ha Octreotide

- mTOR unxubumop (Rapamune® maéban. 0,5 mg/l mg/ 2 mg, *Sirolimus® maba. 0,5
mg/l mg/2 mg, *Siromus® maé6nr. 1 mg, *Rapacan® maba. 1 mg, *Siropan®
mab6n. 1 mg, *Sirotor® maoba. 1 mg, *Sirlotaj® maba. 0,5 mg/1 mg/ 2 mg)

e MoTHcKa [-KieTbyHaTa mnpoiudepanuss U HUHCYIMHOBA CEKpelMs; Bce Olle
HEU3SICHEHU MEXaHWU3MHU Ha JeficTBHe

e  Jloza: mavanna no3a 0,5 mg/m?/nen B enHa-jBe MEPOPATHU [O3H, C TOCTENEHHO
TUTpUpaHE

e  Hexenanu peakiuu: CTOMATUT, BUCOK PHUCK OT HUH(EKIMs, HMYHOCYIpecus,
HapymeHa ObOpedHa (yHKIMS, MHEBMOHMT, MOBHUILEHH YEPHOAPOOHU €H3UMHU H
munuad. HeobGxogumo e na ce mpocniensBa CEpyMHO HUBO Ha JIEKapCTBEHUS
IPOAYKT Ha BCEKHU 5 JHU.

5.2.1.4. Tepanus ¢ 1€KapCTBEHU NMPOAYKTH NPU JPYTH MPUYNHU 34 XUTOTJINKEMUS:
- xopmoHasieH nepuut — puPX (Genotropin, Omnitrope), XMIPOKOPTH3OH

- Axapbo3a (Glucobay mabn. 100 mg; Acarbose Stada ma6n.
100 mg) — mnpu mocTHpaHANuAIHA XUITOTIMKEMUS, IPH ITOCTONEepaTHBEH ,,dumping”
CHHIIPOM

5.2.2. OnepaTuBHO JieYeHHE

To moxe nga Oble MPOBEACHO MpPH Jela C WHCYJIMHOM WM XUIEPHHCYJIUHU3ZBM,
npu kouto monabpxkanero Ha KI' He MOXe Ja ce MOCTUTHE MOCPEICTBOM HAJIHMYHUTE
JICKAPCTBEHH MTPOTyKTH.

5.2.3. XpaHureJieH pexuM U cienupuyHa jJedeOHA JueTa

XpaHeHeTo ¢ u30srBaHe Ha MEPHOAM HAa MPOABDKUTENHO IJIadyBaHe M JHeTaTa
CBIIO Ca BaXXHAa YacT OT OBJAJABAHETO HA XMIIOTJMKEMHUUTE TPU HAKOM 3a00JsBaHUSA
KAaTo XWUIEPUHCYIMHHU3bM, TJIMKOT€HO3a WJIM BpPOJEHAa HETMOHOCHUMOCT KbM (pyKTO3aTa.
[Ipu Hanuuue Ha Oe3ameTUTHE WJIM MPH HapyIIEHUE B CYKaTENHUS/ThITaTeNeH pedIieKcH,
kakto u npu ['EP, ce mpoBexaa xpaHeHe Mpe3 Ha3o-TacTpajHa COHJIA WJIM TNEpPKyTaHHA
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racrpocroma.

- [ moko30-cvovporcawu npooykmu

- Xpanu/mnexa c nosuuieHo 8b21exudpamto CoObPICaAHUE

e Duocal super soluble (Nutricia), *Maxijul super soluble (Nutricia), *Vitajoul
(Nestle)

e Enmepanno xpanene

MOHI/ITOPI/IpaHe U npocjieasaBaHe

[lpocnensBane OT [ETCKH EHIOKPHHOJIOT, IICHXOJOI, JUETOJIOT, HEBPOJIOT —
MYITUANCIMIUIMHAPHA TpW)Ka, TNPH BB3MOXKHOCT B EkcmepreH HEeHTBHp 3a peaKu
SHJIOKPUHHI/META00IUTHU OOJIECTH.

[lepmognyno mpocnensBane Ha KI' B moma ¢ rimokomep (MOHUTOpUpPAHE B PEATHO
BpEME He ce MPETnopbyuBa 3a MOMEHTA).

[TpocnensBane 3a CTpaHUYHH PEAKIMH OT MPOBEKIAHATA JIGKAPCTBCHA TEPATIHSL.

* IIponykT, Hepeructpupad B P bearapus
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Paznea XV.
3ABOJISIBAHUS HA IIUTOBU/IHATA KJIE3A

1. Nepunnuus na xunorupeouaussm (MKb E00.0 E00.1 E00.2 E00.9 E03.0 — E03.9)

XUMOTHUPEOUIU3MBT CE HM3SBSABA C HAMalieHA KOHIICHTpAIMs HA NIMTOBUIHUTE XOPMOHU
B KpbBTa. TOH MOXKEe Jla ce OBJDKM Ha HaApyIICHHS B camaTa jkjie3a (IIbPBHYCH) WM Ha
HaMaJieHa CTHMYJalusg OT CTpaHa Ha Xxwunodu3ara WIM XUIoTajsaMmyca (BTOPHUYCH,
tpetuueH). OT CBOS CTpaHA MBPBUYHHIT XUMOTUPEOUTUIBM MOXKE Ja ObJie BPOJEH WIH
MPUIOOUT.

2. Bpoaen xumorupeouausbm 6e3 ryma (MKB E03.1), BpoaeH XunmoTupeouau3sbm c
ryma (MKB E03.0) ORPHA:442

Bponenusar xunotupeonanspm (BX) € psako conuanHo 3HAYMMO 3a00JIsIBAHE C 4YECTOTA
okosio 1:3000 HoBopoaenu. HenekyBan HaBpeme, TOM BOJM JI0 TEKKO M TPAHO M30CTaBaHE
B HEPBHO-TICUXMYECKOTO M BBB (U3WYECKOTO pa3BuThe. BX e BKIIOUEH B HAIMOHAJIHATA
CKPMHMHTOBa NpOrpaMa, yCTaHOBABalla HHMBOTO Ha [SH B cyxa Kamka KpbB OT
HOBOPOJICHOTO.

B noBeue ot 80% oT ciydyante 3a00JSBAaHETO C€ IBDKM HAa HapylleHAa OpraHoreHe3a —
areHe3usi, arvIasusl WM XUIOIUIA3Ws, KOSITO MOXe Ja ObJe KOMOMHHMpaHAa M C EKTOIHS
Ha mmroBuaHata kie3a (MKB Q89.2). ToraBa numcBa yrojieMeHa HIMTOBHIHA JKJe3a
(ctpyma). B penxku cimywam BX ce nwpmku Ha HapylieHUss B CHHTE3aTa Ha IIMTOBUIHHU
XOPMOHM U € BBb3MOXHO Ja € Hauuie BpojaeHa crtpyMma. [Ipexomnu ¢opmu Ha BX ce
HaOJII0AaBaT B M30JUpPAHH CIydad, B KOUTO TPU POAMIIKATA W/WIH JETETO C€ Mpuiarar
Hon-ceabpkaliv Ae3MH(eKTaHTH (HoabT B TOJIEMH KOHLEHTpAalMM OJIOKMpa CHHTEe3aTa
Ha OIMTOBUJHM XOPMOHH) WJIM KOTaTO TPAHCIUIAIEHTAPHO MPEMHHAT THPEOCTAaTHIN 3a
JeyeHre Ha THUpeoToKkcuko3za Ha Maiikata (MKB P72.2) wnm Onokupamu aHTHTENa,
HACOYEHHU cpemry penentopa Ha TSH. B Te3n cimydam XHIIOTHPEOMAM3MBT IPETHPIISABA
00paTHO pa3BUTHE cJie]l U3TbUBaHe HA M0/l WM TUPEOCTATULIUTE, CbOTBETHO CJIE/ CIIajiaHe
KOHIICHTpALlMsATa Ha aHTUTENIaTa B OpraHW3Ma Ha HOBOPOJECHOTO.

Bponenusar xunotupeonaumzpM MolKe Ja e BropuueH (uenrpaner), MKB10 EO03.1
(ORPHA:226298) u ce awmwku Ha usonupan aedunur Ha TSH wiun TRH Benencreue Ha
MyTalys B T€HUTE, KOAUPAIH Te3H NMpoTenHU. Moxe a ce HabMoJaBa U IMpU MHOKECTBEH
BpOZIcH xuroduszapeH NeUIMT B pe3yiITaT Ha MyTalus B TPAHCKPUIIIHOHHUTE (aKTOPH.
ToraBa ycmnopenHo ¢ nedurnmra Ha TSH ce HaGmoaBa HEAOCTATHUYHO KOJUYECTBO M HA
NPy XOPMOHH, TPOU3BEKIaHU OT ajieHoxunoduzara. HeoHaTamHUST CKpUHHUHT Y Hac 10
MOMEHTa HE€ OTKpMBAa Te3d OOJIHM HOBOPOAEHHU mHpeaBH (akTa, ye HUBOTO Ha TSH He e
nosuieHo. Yecrorata Ha Ta3u ¢opma Ha BX e mHoro mo-uucka (oxoiso 1:15 000 cnopen
nyOJIMKYBaHU MEXIYHApOHH JaHHH).

2.1. Knuun4yHa kapTuHa

Knunnynara xaptuHa Ha BX TpsOBa na ce mo3HaBa, B ciydyail 4ye CKPUHUHI'BT HE
ob0xBane 100% oT HOBOpOAEHHUTE WM B ciaydauTe Ha BTopuueH BX. A u genbT Ha
nabopaTOpHUTE TPELIKU, MAaKap U U3KIIOYUTEIHO MATbK, HE € 3a peHeOperBaHe.

e (OOWKHOBEHO MPH PAXKIAHETO CHCTOSHUETO € 0e3 cummToMu. ToBa ce NBIKM Ha
TpaHCHJIaI_[eHTapHO HpCMI/IHaHI/ITe IIUTOBUIHNU XOpMOHI/I oT Kp’bBOOGpaIJ_IeHI/IeTO Ha
MalKara.

e JlocTermeHHO ce TOSBSABAT CBHHJIMBOCT, BSJIO CydYeHe, OOCTHMAIus, JIMIca Ha
TCIJIOBCH HpI/IpaCT.
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e HoBoponeHoto miaue ¢ rpyo
rirac. OOEKTUBHOTO U3CIIEABAHE
IIOKa3Ba:

e MycKynHa  XUIIOTOHHUS, HaMajJeHa CIIOHTaHHAa  JBUraTellHa  aKTHUBHOCT,
NPOJIOHTUPAaH HMKTep Ha (OHA Ha cyxa KOXKa, IbIIHA XEPHUS, MaKpOIJIoCus,
OTBOpEHa MaJika ()OHTaHea.

e C(CppaeuHara yecToTa € IO/ A0JIHATa IPaHUIla HA Bb3pacToOBaTa HOpMa.

YecTo ce oT4nTa XUIIOTEPMHS.

e [lpu nurca Ha Tepanus ce HaONI0TaBa TPaiHO M30CTAaBaHE B IICUXO-MOTOPHOTO H
(U3NIECKOTO pa3BHUTHE.

e [lpu Hakou renermunu Qopmu Ha BX ce HabmogaBaT ChUETaHW aHOMAIUHU HA
CHPLETO, OTJCIUTEIHATa CHCTEMa i HEpBHATa CUCTEMA.

2.2. Jluarnosa
Juarnosara ce 0a3upa Ha:

e Pe3ynraTtuTe OT HEOHATAIHUS CKPUHUHT.

e JloTBbpxknaBa ce OT Ja0OpaTOPHUTE H3CIEABAHUS HAa BEHO3HA KPbB, KOMTO
MOKa3BaT HAMAJICHW WM JIOJIHOIPAHMYHU HUBA Ha cBOOOmHHs TUpokcuH (fT4) u
TpaiiHO noBuIleHU cTolHOCTH HAa TSH npu mbpBUYHMS BPOAECH XUIIOTUPEOUAUIBM.

e Hupara Ha TSH ca HUCKH, HOpMaJIHU, WIM HEaJIEKBATHO CI1a00 MOBUIIEHH TPU
BTOPUYHUS (LIEHTpaJICH) XUIIOTUPEOUTUZBM.

e KocTrHaTa Bb3pacT U30CTaBa CIIpsIMO

KaJIeHJapHaTa.

2.3. ludepennuannara nuariosa Ha BX Bxirousa:

e Tpusomus 21.
e Cunapom Ha Beckwith-
Wiedemann.

2.4. Jleuenue
JleyeHneTo € 3aMECTUTETHO:

e L-Thyroxin s. Euthyrox B mo3a 10-15 pg/kg/24h, xoeto 3a moBeYeTO NOHOCEHH
HOBOpoJieHH ¢ 25-37.5-50 pg aaeBHoO.

[IpoBexxmanero My TpsioBa na 3amouHe He3abaBHO. Ilpuiara ce opaiiHO, €IHOKPAaTHO B
JICHOHOIIIMETO, CYTPUH TMpeau MObpBOTO KbpMmeHe. CnupaHe Ha JIEYEHHETO C Iel
YTOYHSIBaHE NMPUYMHATA 33 XUIOTUPEOUJU3Ma € JOMYCTHMO CaMO CJieJ] HaBbpIIBaHE Ha
TpuroauiHa Bb3pacT. ToraBa 30 JHEBHOTO NPEYCTAaHOBSABAaHE Ha TepamusTa HAMA
oTpuuaTteneH epeKT BbpXy pa3BUTUETO HAa HEPBHATA CUCTEMA.

[IporHo3ara e OTaMYHA HpPU CBOEBPEMEHHO 3all0OUYBaHE Ha JIEYEHUETO JO0 JBYCEAMHUYHA
BB3pacT. Heo6XoaumMo € crapaTeiHo eXeIHEBHO NMPOBEXKIAHE U PETYISIPHO MOHUTOPHpaHE
Y aJjanTUpaHe Ha 3aMeCTUTEIHATa /103a.

3. lIpunodurusar xunorupeouaussbm (IIX) ce nposssiBa cien nepuoga Ha HOBOPOJIEHOTO.
Haii-yecrata npuumna 3a [1X e aBrommyHHusT THpeommutr Ha Hashimoto. Ilenrpanen
OPUIOOUT XUMOTHPEOUIU3bM c€ HaOiojaBa Ciel ONEpPATUBHO OTCTpaHSIBaHE Ha
HeoIUIa3Ma B 00JIacTTa Ha XUIOTalaMyca U xurnoduszara (Hail-uyecto KpaHuo(apHHIeoM),
MKB D33, tpaBma unu ap4yeTepanus.
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Paszngen XVI.
TUPEOUIUT HA HASHIMOTO (MKB E06.3)

1. depunuums

Tupeouaurst Ha Hashimoto (TX) e aBrommyHHO 3abonsBane. [laroreHesara My e
AHTUTSUIO-3aBUCUMA KJIEThYHA IUTOTOKCUYHOCT.

W3non3BanuTe 3a JAMAarHOCTUKA AHTUTUPEOTJIOOYJIMHOBH W aHTUTHPEONEPOKCUAAZHU
aHTHUTEJAa B CEpyMa HE yyacTBaT B IaTOreHe3aTa Ha 3a00JIsIBAHETO, a MOKa3BaT UMYHHHUS
OTTOBOP HA OpPraHu3Ma CIpsiIMO MAaTOJIOTUYHO MPOMEHEHUTE CTPYKTYPH Ha KJie3ara.
Knunnunata wu3sBa Haii-yecto € OegHa M c€ H3SBSIBA C HAJMYMETO HA CTpyMa.
HluToBuaHaTa »e3a OOMYAlHO € C yMEpPEHO YBEJIWYEHHM pa3MepH, IIbTHO-EJIaCTUYHA
KOHCHUCTEHIIMS U (PUHO-HEepaBHA TOBBPXHOCT.

@yHKIUATA HA KJIe3aTa:

e Haii-uecTo HE € MPOMCHEHA U MAICHTUTE Ca B €YTUPEOUTHO ChCTOSHUE.

e B ciyuauTte, B KOUTO c€ Ha0JI01aBa TJIAChK HA aBTOMMYHHHSI BB3MATUTEIICH MPOIIEC
M uMa pasnax Ha (QOJHMKYIH, B KpPBBOOOpAIIEHHETO C€ OTIENAT TOJSIMO
KOJMYECTBO CKJIAJUPAHA B KOJOUJA IIMTOBUAHM XOPMOHHU. 3a KpaTko IMpH
MalfeHTa Cce T0sBSBa CHMIITOMAaTHKA, XapakTepHAa 3a THPEOTOKCHKO3a, |
ChCTOSIHUETO C€ Hapuya XalIMTOKCHKO3a.

e Korato noseye or 90% oT mapeHXxuMMa Ha jkje3aTra € Mopa3eH OT aBTOMMYHHUS
mpormec W € 3aryomst  cBosita  (DYHKIIMOHAJIHOCT, Ce€ HabOloaaBa MhPBUYCH
MPUI0OUT XUIIOTUPEOUAUIBM.

Knuananara wu3sgBa Ha HCAOCTHIa Ha MHIMTOBUAHU XOPMOHH CC IIPOABSABaA 0aBHO U
HalrpeZBa HEYCCTHO. Ts ce cbeTOM B!

e Hannune Ha cTpyma.
e lI30cTaBaHe B pacTexa.
e [losBa Ha HagHOpMEHO Terjo (MOpaau JdWIcaTta Ha JUMOJUTHYHUSA €QPEeKT
Ha IUTOBUIHUTE XOPMOHU U MIPEBU/ 33IphKKaTa Ha TEYHOCTH).
e HamansBa ycnexbsT B YUWIMIIE, IOCTEIIEHHO CE€ MOsBSBAT OOCTHIAIUS,
HaMaJleH MyCKYJIEH TOHYC, Ha0JIr01aBa c€ HEIIOHOCUMOCT KbM CTY/I.
KnuHu4HMAT nperien nokassa:

e (yxa, nacThO3HA KOXKa.

e bpanuxapaus.

e C(Crpyma.
[ToHsikora aBTOMMYHHUST THPEOMAUT CE€ ChUeTaBa C JAPYTrd aBTOMMYHHHU 3a00isIBaHUS B
KOHTEKCTa Ha aBTOMMYHeH nosnueHaokpuneH cuaapom (APS, MKB E31.0, ORPHA: 3453).
Cpen TsAx Hal-4ecTo ce HaOMIoJaBaT aJoMNenus, BUTWIWTO, 3axapeH amaber Ttum 1,
XHIonapaTupeonu3bM, Oonmect Ha  Addison, menuakusi, aBTOMMYHEH  XEMaTHT,
MEPHUIIMO3HA aHEMHUs, XWIIOTOHAIM3bM. XapakTepHa OCOOCHOCT € IMOYTH E€IHAKBOTO
3acAraHe Ha JBaTa I10J1a B FOHOLIECKA Bb3PacT.

Penxu reHeTnyHM CHHIPOMH, KaKBUTO ca cuHapomute Ha Down, Turner, Kleinefelter u
Williams gecTo ce chueTaBar ¢ aBTOMMYHEH THPEOUIUT.

2. Ilmarnoza
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HI/IaFHOBaTa Ha TUpEOHANUTA HA Hashimoto ce moctaBs Ha Oa3ara Ha:

e KiuHuYHATA KapTUHA;

e JlaGoparopHuTe JaHHU 3a I'bPBUYEH
XUIMOTHPEOUIUIBM/TIPEXOICH XUIIEPTUPEOUTNIBM;

e Hanuuuero Ha aHTHUTENA;

e Exorpadckus obpa3 Ha kje3aTa — YMEPEHO YBEIMYEHHU pa3Mepu U
HEXOMOT'€HHA CTPYKTYpa, KOATO Ha MECTa € CUJIHO XUIIOEXOICHHA.

3. Jleuenne
JleyeHHneTo € 3aMECTUTEIIHO:
e L-Thyroxin s. Euthyrox B mo3a 4-6 pg/kg/24h no tpurogumiHa Bb3pact, 3-5
ng/kg/24h no necerronumniHa Bb3pact u 2-4 pg/kg/24h 3a mo-ronemMuTe nena.
e Hsma moka3aHO BIWSHHE HA HaYMHA M ChCTaBa Ha XPAHCHETO BBHPXY MPOTHUYAHETO
u nporHosara Ha TX.
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Paszgea XVII.
XUINEPTUPEOUAU3IBM (MKB E05.0-9),
BOJIECT HA GRAVES-BASEDOW (MKB05.1),

BOJIECT HA GRAVES-BASEDOW
C HAYAJIO B IETCKA BBb3PACT (ORPHA: 525731)

1. XunepTupeouauzbsm

XUNepTUPEeOnIM3MbT HACTHIIBA B PE3YNITAT Ha MOBUIIEHA CEKPEUUs Ha IIWTOBHIHH
XOPMOHH B KpbBooOpamieHuero. JIbDkM ce MpeauMHO Ha 3a0oisBaHe, KOETO B
aHTJIOE3WYHATA JIUTEpaTypa ce Hapuya Oosiect Ha Graves, a B HeMCKoe3n4yHaTa — 0oJiecT Ha
Basedow MKBEO05.0 u e u3BecTHO omie KaTto ,,THPEOTOKCHKO3a ¢ au(y3Ha Tryma“ HiH
,,TOKCHYHA Au]y3Ha ryma‘.

Cpema ce c¢ wuyecrora 1:5000 nema, npeammuHOo Ha BB3pact 11-15 roauHm.
JKeHckuaT ToJN € 3acerHar MeT IMbTH IM0-4ecTo. B peaku ciiydaw MOBUIIICHOTO HHBO Ha
IIUTOBUIHU XOPMOHHU Ce€ HaONI0/aBa BCJEACTBUE NPENO3UPAH NPUEM Ha [IUTOBHUIHU
xopmonu — thyreotoxicosis factitia, MKBE05.4, unau STpOreHHO — MpH HEMpaBHIHA
nosupoBka. C THPEOTOKCHKO3a Morar jaa mnpoTekar cuHapombT Ha McCune-Albright,
MKBQ78.1, nanmmumero Ha TSH-cekperupam agenom Ha xumoduszara, MKBE0S.8, umm
TOKCHYCH aJieHOM/KapuuHoM Ha tupeounaesra, MKBEO05.1. Kpatku enuszomu Ha
TUPEOTOKCUKO3a HacThIBaT mpu xamutokcuko3a, MKBE06.2. Tupeorokcukoszara B
nepuona Ha HoBopoaeHoto, MKBP72.1, moxe ma ce ABIDKM Ha TpPaHCIUIAIICHTapHO
NpeMHHATM  MaluMHW  aHTUTeNna, cTuMmynupamu | SH-peunentopa (TpaH3uTOpHA
TUPEOTOKCUKO3a) WJIM Ha aKTUBUpalla MyTanus Ha reHa, kojupaml TSH-penenrtopa,
KOWTO ce CTUMYJHpa U B OTCHCTBUETO Ha |SH (mepmMaHEeHTHA THPEOTOKCHKO3a).

2. BoJaect na Basedow-Graves

Bonecrra Ha Basedow-Graves e ¢ aBTOMMyHHa MaToreHe3a, B OCHOBAaTa Ha KOSTO
ca TSH-peuenropuute crumynupamu astutena. [lociaennure ce cBbp3BaT ¢ peLenTopa Ha
TSH c¢ Bucok adunurer. B pesynarar Ha TOBa UIMTOBHIHATA >KJ€3a yBelWYaBa
pa3MepUTe CU U MOBUILABA CTEIEHTAa HAa XOPMOHAJIHATa NMPOAYKLHUA. Te3u aHTuTena ca or
knac 1gG m Morat 1a mpeMHHAT TpaHCIUIAIIEHTapHO.

2.1. KnuHn4yHa u3siBa HA THPEOTOKCUKO3aTa:

e Tpuanara Ha Merseburg — nudy3Ha cTpyma, TaXUKapaIust U eK30(Taam.

® ApTepHaNHOTO HAJSTaHE € C BUCOKH CTOMHOCTH 32 CUCTOJTHOTO M C HUCKHU
CTOMHOCTH 3a JMACTOJHOTO.

e [lynceT e altus u celler.

e Koxara e Tomuia W BIaKHA, HAaONIOJaBa Ce YEPBEH JaepMorpadu3bM, HMMa
OOMITHH U3TOTSIBAHUS, HEIIOHOCHMOCT KBbM TOTLUTHHA.

e HabmroaBar ce 4ecTH M3XO0XKIAHHS 110 TOJISIMA HYK/Ia, KOUTO HE ca THAPHYHH.

e (OOwuyaiiHa € TIOsSBaTa Ha NOJAKUYPHsI, HUKTYPHsI U BTOPUYHA HOII[HA CHype3a.

e MeHCcTpyaTHUTE TEPUOJM CTaBaT HEPEIOBHH, HE € H3KIIOYCHUE
BTOpHYHATA aMEHOpEs!.

e HawmansBa TenecHa Maca Ha (hOHA Ha 3amas3eH, JOpH MTOBUIIICH AlleTHT.

e [lanmeHnTHTe M3MUTBAT OE3MOKONCTBO U HEBB3MOXKHOCT J1a Ce KOHIICHTPHPAT,
KOETO BOJIM JI0 BJIOLIABAHE HA yCIieXa B YUUIIUIIE.

e CuMITOM Ha HelleKyBaHaTa THPEOTOKCHKO3a € YCKOPSBAHETO Ha PACTEXKa.

® Psjko u HEOOMYAHO YCIOKHEHHE Ha TUPEOTOKCHKO3aTa € THPEOTOKCUYHATA
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kpu3a, MKbB E05.5.

2.1.1. Tupeorokcuuna kpusza MKB10 E05.91

® Ps3KO BIIOIIABaHE ChCTOSHUETO HAa OOJIHOTO JIETe.

3acuiBaHe U3Pa3eHOCTTa Ha BCHYKH KIIMHUYHU CUMIITOMH Ha 3a00JISIBAHETO.

e KapauojornyHa W HEBPOJOTMYHA CHUMITOMAaThKa Ha ()OHAa Ha BHCOKA
TeJeCHa TeMIEparypa.

e Hepsanko U3XOObT € JIeTalIcH.

2.2. Jluarvo3ara ce nmocraBpsi Ha 0a3ara Ha:

® XapaKTepHaTa KIIMHUYHA KapTHUHA.

e JlabGoparopHuTe W3CJCIABAaHKs, KOUTO MOKAa3BaT CHUJIHO MOBHUIICHW HUBA Ha fT4 u
fT3 Ha ¢ona Ha MOTHUCHATH, 10 HEM3MepBaeMu croitHocTn Ha TSH.

e Hanuunero Ha TSH-peuenTopHM CTHUMyJIUpaIM aHTUTENA J1OKa3Ba ABTOMMYHHMS
XapakTep Ha 3a00JI1BaHETO.

B nudepennnanno-auarHoCcTHUCH IUIAH CIeBa Ja Ce MUCIH 3a:

e Tun 1 3axapeH auabeT mMopaaud pEIyKUUATa Ha TeJIeCHaTa Maca W IosBaTa Ha
HOILI[HA €HYpe3a.

e HeBpo-BereraruBHA TUCTOHMUSI.

e Jlcmxo3a.

2.3. Jleuenue
Jleuenunero Ha 6osecrra Ha Basedow-Graves € KOMIUIEKCHO.
2.3.1. KoncepBaTuBHaTa Tepanus:

2.3.1.1. Tupeocratuute (MEPKaAaNITOMMHUIA30JI0BU — METH30J, TUPO30T U Ap., B 1032
0.5-1.0 mg/kg/24h enHOKpaTHO MM JBYKPAaTHO B JEHOHOIIMETO, M THOYPALMIOBU —
npormimi, no3a 5-10 mg/kg/24h TpukpaTHO B J€HOHONIMETO) OJOKUpAT OpraHU(pHUKALUATA
Ha Hoauaa, BB3MPENATCTBAliKM MMO-HATAThIIHATA CHHTE3a HA INUTOBUIHM XOPMOHHU.
EdbextpbT oOT 1neuenumero HacThmBa cien ceamunu. Cpen cTpaHuuHUTE €(QEKTH ca
TPaHYJIOLUTONCHNS, AJIEPrUYHU PpEeaKIUH, XeMaToTOKCHMYHOCT. Jlo3aTa Ha THpeocTaTHKa
MOJKE J1a C€ TPOMEHSI B 3aBHCHMOCT OT XOPMOHAQJIHHUS CTaTyc Ha manueHTa. CrimpaHeTo Ha
JeyeHneTo TpsOBa Ja ce OcChIIeCTBM camo npu orpunatensun TSH-penentopHu
cruMmynupanm aHTutena. Cropen ChbBPEMEHHUTE CXBAllaHWSA, IBJITOCPOYHATA TEparusi C
HUCKH JI031 TUPEOCTATUK MPEANa3Ba OT PELUIUBH.

2.3.1.2. HecenexTuBHUAT OeTa-OJOKep ce mpujara 3a KpPaTKO, 3aIbJDKHTEIHO CIIE.
eJIEKTPOKapAMOrpad)cko M3KIIOYBAHE Ha MPOBOJHO HapyIIEHHUE, 70 IOsBaTa Ha U3MEpPBaeM
TSH. Jlo3ara e 0.5-1.0 mg/kg/24h, pasnmenen Ha aBa - Tpu mpuema. Upes Tasu Tepamus ce
MIOCTUTa HE caMo OyilaronpusaTeH e(peKkT Mo OTHOIIEHHWE Ha KapAWOJOTHYHUTE MPOMEHH, HO
Ce Uu3MOJI3Ba M €OUH OT ,cTpaHuyHuTe edexktu Ha Propranolol-a — HamansBa ce
npeBpblIaHeTo Ha T4 B T3 mopaau uHxuOUpaHe Ha eH3uMa 5’-AeionnHasa.

2.3.2. Ilpn mnosiBaTa Ha PpeUWIWB WJIM NPH HEBB3MOKHOCT [a ce IOCTHTHe
€yTHPEOUTHO CHCTOSIHME € YMECTHO NIPOBEKIAHETO HA Je(pMHUTHBHA Tepanus:
2.3.2.1. OnepaTuBHO JieueHUE (TUPEOUTEKTOMMS)
2.3.2.2. Pagnoitonabnamus. He ce mpunara B EBpomna u e mpeaHa3zHadeHa camo 3a
neua Haj 14 roguiiHa Bb3pacr.
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Paszgea XVIII.
CTPYMA (E04)

Hanmymero Ha ctpyma He € OoJiecT, a CUMITOM — YyrojeMeHa HIMTOBHIHA KIIEe3a.
N3non3ea ce knacudukanusata Ha C30 3a yBenuYeHa IUTOBHJHA Jie3a (4 CTETICHHA).
Haii-yecto ce kacae 3a MHox-nemoumbuHa ctpyma (MKb EO01.0 — EO01.8). Ilpu Tte3u
OOCTOSITENICTBA € HamalleHa CHHTE3aTa Ha IIMTOBHIHU XOPMOHH, BCIICACTBHE Ha KOETO
ce yBenMyaBa HHMBOTO Ha TSH 1o MexaHu3Ma Ha OTpHUIaTelIHAa OOpaTHa Bpb3Ka.
[TpuembT Ha 100-200 pg Woama Ha JeH, KaKTO M Ha Oorara Ha WoJ XpaHa — MOpCKa puoa,
3eJie ¥ HErOBUTE MPOU3BOJIHU — BOJU 10 OBbpP30 0OpaTHO pa3BUTHE Ha cTpymara. B apyru
cllyyad IIUTOBHJHA JKJIe3a C TIOBUIICHW pa3Mepu ce HaOloJaBa BCICICTBUE Ha
aBToumyHeH Tupeounut Ha Hashimoto (MKBE(6.3).

Hanuumero Ha conmuTapeH Bb3€N HACOYBA JIMATHOCTUYHOTO MUCIICHE KbM aJCHOM
WJIM KapIMHOM Ha muToBuiHaTa xie3a, MKBEO4.1. KapiimnoMbT MOKe J1a MPOU3X0XKIa OT
tupeornutute win ot napadonukynapaute (C) xierku. B mbpBus ciaydail TOW mOIeKH
Ha XHUpypruyecKka Tepamus, MocleABaHa oOT paauoionrepanusa. lIpornozata Ha TO3U
KApIMHOM € ONTUMUCTHYHA MpeaBua (akTa, Y€ PaAHMOAKTUBHHST MOJ| CEICKTHBHO CE
HaTpynBa B THpeornutute. KapuuwHOMBT ¢ mpomsxon C-KIeTKWTe, HapU4aH MemyiapeH
tupeonger kapupaoMm (MTC), Haii-uecTo ce aconmupa C MHOMKECTBEHATa CHIOKPHHHA
neortazust (MEN) tum 2A u 2B, npu xosTo ce HaOIto1aBaT ChIIo Taka (HEOXPOMOITUTOM,
XUMepHapaTupeouIM3bM, MHOKECTBEHH MYKO3HH HEBPOMHU WMIU Map(haHOHJIEH XaOuTyc.
[Iporno3ara My € MHOTO TIO-TIECUMHCTHYHA.

122



Paszgea XIX.
XUIMMODPOCPATA3USA (MKB10 E83.3, ORPHA: 436)

1. Onpenesienue
Xumnodocdarazusara (HPP) e psako merabonuTHO 3a60sBane, ciencTBue Ha MmyTanuu B ALPL
reHa, kogupanl Tbkanno Hecnenuduunara AD (TNSALP).

2. Knacudukanus

[Tepunartanna ¢popma

WNudantunaa popma
Jlercka/roBeHniiHa (hopma

AnyntHa popma
Onontoxunodocdarasus
[Ipenaranna no6pokadecTBeHa popma

3. Kinunuka

B 3aBucuMOCT OT Bb3pacTTa Ha MAalMeHTa CUMITOMHTE M ycioxkHeHHsTa Ha HPP morar na
BKJIFOYUBAT BHTPEYTPOOHM KOCTHH aHOMAJIMH, MPEKICBPEMEHHA 3aryba Ha 3b0HM, HapylleHa
CKEJICTHA MHHEpaIM3aIysl, KOCTHH Je(opManud, CIHOHTAHHU, PEIHMIWBUPAINA H TPYIHO
3a3npaBsiBa  (HpPaKTypH, KOCTHH/CTaBHU/MYCKYJIHU OOJKH, AMXaTelHa HEI0CTaThYHOCT,
M30CTaBaHE BbB (PU3MUYECKOTO M HEPBHO-TICUXWYECKOTO pPa3BHTHE, I'bPUYOBE, KPAHHOCTCHO3A,
He(ppPOKAIINHO3a, HapylmieHHs B KannueBo-pochopHus wmerabonusbpm. [lanmeHTture c
nepuHaTagHa U WHGpaHTWIHA (opMa ca ChC 3HAYMTEITHO HaMaJCHAa MPOIBIDKUTECIHOCT Ha
JKHBOTA.

4. Jlnarnosza
[Tonmxena akTuBHOCT Ha cepymMHata A® u Hanuuue Ha OUANEITHU/XETEPO3UTOTHU
IIaTOJIOTMYHU BapuaHTu B ALPL rena.

5. Jleuenne

En3um-3amectutenna tepanus ¢ pekomOunatHa TNSALP - asfotase alfa. EH3umbT ce npunara
MOJIKO’KHO, KaTo MPENopbUYBAHUTE JI030BU PEKUMH 3a ca JBa — 2 MI/KI/ 3 TbTH CEIMUYHO WUJIH
1 mr/kr/ 6 mpTH ceqMuUYHO. MakcuMmatHaTa g03a € 6 Mr/Kr/ceaMuIia.

6. MoHuTOpUpPaHe HA JIeYeHHETO 32 e(peKTUBHOCT U 5€30MACHOCT

Aumponomempuunu nokasamenu — PbCT, TErao, oOMKOJIKA Ha riaBaTa, (opMa Ha IiaBara
(xpaHuocTeHo3a!) — Mpeau 3aroyBaHe HA JICYEHHETO, Ha BCEKU 3 mecena 10 4 r. B-CT, ciel
TOBa Ha 6 Mecela;

A® mpu manueHTH ¢ nepuHatanHa/mH(aHTUIHA (opma TpsiOBa da ce Mpocienu Tpeau
3al04YBaHE Ha JICYEHUETO, Ha 3-TH, 6-TH U 12-TH Mecen ciieql 3a0YBaHe Ha TepamnusTa, Ciel
TOBa Ha BCcekH 6 Mmecema. [Ipu manmeHTH ¢ JeTCKa/foBeHHIIHA (Gopma MpOCIeIsBaHeTO Ha
€H3HMMa € MPEeJIU 3alouBaHe Ha JICYCHUETO, Ha BTOpA CeAMHIIA, 3-TH, 6-TH U 12-TH Mecelr ciien
3arl0YBaHE HA TE€paNusTa, CJIe]l TOBA BEAHBX I'OJMILIHO.

O6w u uonusupan Ca u P npu manueHTH ¢ nepuHataigHa/uHpaHTHIHA GopMa TpsOBa aa ce
NpocieAsT TMpEeau 3amoyBaHe Ha JiedeHuero, Ha 1-Bu, 3-tm, 6-Tu U 12-TM Mecel cien
3alo4yBaHe Ha TEpanusTa, CIe] TOBA BEAHBK roAuiiHO. [Ipu manueHTH ¢ IeTCKa/IOBEHHITHA
(dhopma npoceasiBaHETO Ha TE3W MOKA3aTeNIN € MPEAH 3arovYBaHe Ha JICUEHUETO, Ha 3-TH Mecell
ClIe]] 3aloYBaHe Ha TepamusTa, ClieJ] TOBa BEAHBK TOMUIIHO. [Ipu dHacT oT mamueHTuTre
TepanusaTra c asfotase alfa Moke na mnpeau3BUKa XUMOKAIIMEMHS, HYXKAaelma ce OT
cymementanus. Criel 3amoyBaHe Ha JICYCHUETO TPU HIKOW TAIMEHTH C€ MOBHUIIAaBa, a MPH
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IPYTH c€ MOHWXKaBa CEPyMHOTO HUBO Ha P, Karo CTOMHOCTHTE ce HOPMAJIU3HUpaT B XOJa Ha
Tepanusra.

Vitamin D (25- hydroxyvitamin D) npu narpieHTd ¢ nepuHaraiia/uadanTiiHa popma TpsioBa
Jla c€ MpocClield Mpeayd 3almo4yBaHe Ha Je4eHuerTo, Ha 1-Bu, 3-TH, 6-TM U 12-TH Mecel] ciien
3alo4YBaHe Ha TEpaNusTa, CIe] TOBA BEAHBK roauiiHO. [Ipu manueHTH ¢ IeTCKa/IOBEHHITHA
(dhopma mpocieasiBaHeToO Ha TO3H MOKa3aTell € MPeIy 3aloYyBaHe Ha JICYCHUETO, Ha 3-TH, 6-TH U
12-tu Mecerr cries 3armovBaHe Ha TEpaIusATa, CIell TOBA BEIHBXK roauiHo. [Ipu yctaHOBsIBaHE
Ha JeUIINT ce TTPOBEXK/IA CYTUICMEHTAITHS.

Ilapamxopmon ([ITX) — wHAMBUAYyaJleH TMOAXOJ NIPH TPOCIEAIBaHE HAa XOPMOHA, B
3aBHCHUMOCT OT IToka3zarennure Ha Ca/P MeTabonmu3nM;

IIKK, uepnoopobna pynkyus (bunupyoun, mpancamunasu), eiekmpoaumy TPUA TAIUCHTH C
nepuHatagHa/uHpanTuIHa hopMa TpsiOBa Ja ce MPOCIEAT Mpear 3alo4YBaHe Ha JICYEHUETO,
Ha 3-tH, 6-TH, 9-TM W 12-TM Mecell ciea 3amo4yBaHe Ha TEpamusaTa, CleJ TOBa BEIHBK
roguiiHo. [Ipu manueHT ¢ aeTcka/roBeHuIHA (opMa IMpOCIeIBaHEeTO Ha TE€3H MOKa3aTesu €
MpeIy 3alloYBaHe Ha JICYCHHWETO, HA O-TH Mecell CJIe]] 3all0YBaHe Ha TEparusTa, Clie]] TOBa
BEHBK TOJIUIITHO. ;

bvopeuna ¢ynkyus — ypes, kpeamunun, Ca/Cr 6 ypuna, Y3 na 6vopeyu — negppoxanyunosa
NpH TalUMEHTH C TepuHaTadHa/uHpaHTHWiIHA ¢GopMa TpsAOBa Ja ce TPOCIEASBAT TPEIAH
3aloyBaHe Ha JICYCHWETO M Ha BCekW 3 mecena. Ilpu mamueHTH ¢ aeTcka/foBeHMIHa Gopma
MPOCJeIIBAaHEeTO Ha TE€3U MOKa3aTeNu € Mpey 3alouBaHe Ha JICUEHUETO, Ha 6-TU Mecell Ciell
3alovYBaHe Ha TEPaIUATa, CJIE/ TOBA BEHBK TOIHIIHO.

Penmeenoepagpuu  na  epvoen  kow,  KumKu U KOJeHa ~ TPH  TANACHTH  C
nepuHatagHa/uHpaHTHIHA hopMa TpsiOBa J1a ce HANPABST MPEIU 3all0YBaHE Ha JICYCHUETO, Ha
3-tu, 6-TH m 12-TH Mecel ciiej 3amovYBaHe Ha TEpamwusTa, CJIe]l TOBA BEIHBXK TOJUIIHO Ce
mpociensBar peHTreHorpaduu Ha KUTKM M HAa 2 TOJWHHM Ha KOJIGHA WIM TPU HaIWYue Ha
KIMHWUYHUA WHAuKaimu. [Ipu mamueHTd c Jaercka/toBeHmwIHa (opma penmeenoepaguu Ha
KUmKuy u KojeHa TpsiOBa Ja ce HAmpaBsT Mpead 3aloyBaHe Ha JICYCHHETO, Ha 6-TH U 12-Tu
Mecel] ClieJ] 3allouyBaHe Ha TepamusATa, ClieJ] TOBA BEIHBXK TOJIUIITHO C€ TPOCIEIIBaT
peHTreHorpaduu Ha KUTKA U Ha 2 TOAMHU Ha KOJEHA WIU TpPU HaJUuMe Ha KIUHUYHU
WHIWKAIMK. 3a MOHHUTOpPHpaHE Ha TepamusTa € HeoOXOJWMO peHTreHorpadguure Ha
KHUTKa/KOJISIHO J1a ca OujaTepalHu.;

H3zcneoseane na Ouwanemo ¢ TIOAXOIAIIM 3a BbB3pacTTa (yHKIMOHAIHU TecToBe, O2
catypanus, KOHCyaTanus ¢ mynamosior 1 YHI cienuanuct — npeay 3anoyBaHe Ha JIEYEHUETO,
©KEroJlHO MpU TAaIMeHTH ¢ OpoHXOMalalus W JIApUHTOMANAlUs, TPU OCTAHAIUTE IO
KIIMHUYHW UHAUKaII1uu,

Oyenxa Ha MomopHOmo passumue - TPHU TAIMEHTH C NepuHaTalHa/MH(aHTUIHA ¢opMma
TpsOBa Jla ce HalpaBH NpEeIH 3alo4yBaHe Ha JICYEHUeTo, Ha 3-TH, 6-Tu u 12-Tu Mecel cien
3aroy4BaHe Ha TeparusaTa, cliel TOBAa BEAHBX TOAMIIHO, a MPU MAIMEeHTH C JIeTCKa/IOBEHIIIHA
¢dopma mpesu 3aM0YBaHe Ha JICUSHHETO, HAa BCEKH 6 Mecella;

6-munymen mecm c xooeune (6MWT) - ipenu 3amo4yBaHe HA JICYCHHUETO, HA 3-TH Mecell Ciel
3aloYBaHe Ha TepaINusTa, CIe/l TOBAa BEAHBXK TOHIIHO;

O(ﬁmaﬂMOJZOZuLleH npezxze() npeau 3aro4YBaHe HaA JICUCHUCTO, CJICA TOBAa BEAHDBK I'OJAUIITHO HUJIHU
110 KIIMHUYHU UHJIWUKAIlun.
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7. CTpaHMYHHM PpeakUUH — MOHUTOPHMHI, IMPENOPBKH 32 OTCTPAHSIBAHETO UM,
MPOTHBONOKA3AHUS 32 JIeUeHHe

7.1. Jlokannu peaxyuu HA UHMCEKYUOHHOMO MACMO — €puTeM, O0jKa, CbpOEXkK, OTOK,
yITeTHsIBaHe, arpodus. CaMoorpaHUYaBaIiy ce, JeKH WM yMepeHH 1o TexecT. Cpemar ce
1pu 73% OT mauMeHTuTe.

IIpenopvku: o0ydyeHHEe Ha MANMEHTUTE/POAMTEIUTE OTHOCHO TEXHHKAaTa HAa HWHKEKTUPAHE;
n300p Ha MOAXOsIIA pa3(acoBKa Ha JEKAPCTBOTO B 3aBUCHMOCT OT TEIJIOTO HA MAllUEHTa U
IpuiIaraHata /103a; WHKEKTHpPaHE Ha JIEKapCTBEHHUS MPOAYKT oT 15 muH. 1o 1 wac cien
M3BAXKAAHETO MYy OT XJAJWIHUKA; POTHpPAHE Ha HMHXCKIHMOHHUTE MECTa; W30sSTrBaHe IpH
MH)KEKTHPAHETO Ha 00JacTH, KOWTO Ca 3a4epBEHH, OTOYHM, BB3IMAICHH, YIUIbTHEHH;
W3IOJI3BAaHE  HA  NOAXOASAIIM  WIVIM;  TPWIOKEHHE  HA  AHTUXHCTAMHHUA |
aneramuHo(en/udynpoden 1 gac mpean MHKEKTHPAHETO NPU YMEPEHU WIIM PELMIUBHPAIIH
JIeKW JIOKAJTHM PEaKIM{; MOHUTOPHpPAHE NpPU BCEKH KIMHHYEH IMperiie]] 3a peakuud Ha
MHKEKIIMOHHOTO MscTo. Tepamusita ¢ asfotase alfa ce mpekparsBa mpu MamMeHTH C TEKKU
JIOKAJIHU PeaKIyu.

7.2. Peakyuume Ha c8PbXUYECMBUMENHOCT, GKIIOUUMENHO AHADUNAKCUS CE TIOSBIBAT MUHYTH
cies CyOKyTaHHOTO TIPHJIOKEHHE Ha €H3MMa M MOTaT Jia Ce€ IMPOSBAT 3a IBbPBU IIBT U IPU
NAIMEeHTH NPOBEKIAIU JICYEHUETO IOBeue OT roJMHA. Te BKIIOYBAT 3aTPYAHEHO IUILaHE,
rajeHe, MepruopOMTATHU OTOIM, CBETOBBPTEXK, IMOBPBINAHE, €pUTEM, TIIaBoOOIMe, OOpHB,
pa3Apa3HUTETHOCT, ChbpOEXK, TeMIepaTypa.

Ilpenopwku: BenHara ce mpekpaTtsiBa MpuiokeHuero Ha asfotase alfa u ce mpoBexa sedeHnue B
CbOTBETCTBUE CBhC CHBPEMEHHUTE INPOTOKOIM 3a MHTEH3UBHA Tepanus (MPUIOKEHUE Ha
enuHeppUH, AaHTUXUCTaMUH, KOPTHKOCTepousl, Gayuporepanusi, [B-aroHUCT  W/WiIn
KHUCJIOpOAOTepanusl); OLeHKa Ha pUCKa 3a Bb3CTaHOBsBaHE Ha JieueHuero ¢ asfotase alfa, mpu
pelIeHre aa ce MpoabJIKH, TOBA Ja CTaHE B KJIMHUYHU YCJIOBHSI; /1a HE Ce Mpujiara eH3uma npu
MIPEJCTOSIIA ChIUIHS J€H BaKCUHALM/aHECTe3Us UITH MTPHU HAIW4Ke Ha peOpuiInTer.

7.3. Ounu xamyuguxkamu (B KOpHES U KOHIOKTHBA), HEHapyllaBallld 3pEHHUETO U
camMoOTpaHHyaBally ce ca Jokiaaasanu npu nanueHtu ¢ HPP Ha nedenue c asfotase alfa. He e
HaIbJIHO M35CHEHO JJJIU T€ ca MPOosiBa Ha 3a00JIIBAHETO UJIH CIIEJICTBUE OT TEPAIUITA.
IIpenopvku: oQTaIMOIOTHYEH NpErJiea MPH 3alouyBaHe Ha JICYCHHETO M CJE] TOBAa BEIHBX
TOAMIIHO WU 1O KJIMHUYHU UHIUKAIIH.

7.4. Hegppoxanyunosa, HeHapyiapaiia 60b0peunara QyHkius. He e HabIHO U3ACHEHO Jau
TS € IpOsiBa Ha 3a00JIIBAHETO WIIN CIIEJICTBHE OT TepaIusiTa.

IIpenopwvku: exorpadus Ha ObOpern u m3cnensane Ha Ca/Cr B ypuHa INpH TMalUEHTH C
nepuHaTagHa/MHpaHTUIHA popma Aa ce mpocieasBaT Ha BCEKU 3 Mecella, MpU MalUeHTH ¢
JIeTCKa/IOBEHWIHA (hopMa MpOCIeIIBaHETO Ha TE3W IOKa3aTelu € Ha 6-TH Mecell Clef
3al04YBaHe Ha TEPAIUATa, CJIe] TOBA BEAHBXK FOAUIIHO.

7.5. BromaBaHe Ha HaJlUYHA KPAHUOCMEHO3d, ACOLMUpPAHA C IOBUIIEHO BBHTPEUEPENTHO
HaJISITaHE € ONMCaHa IPU MALMEHTH Ha Tepanus noj 3 T. Bb3pacT. He € HamrbIHO M3SICHEHO
JlaJIv TS € TPOsiBa Ha MPOrpecusi Ha OCHOBHOTO 3a00JIsIBaHE UITU CIIEJICTBUE HA JIEUEHUETO.
IIpenopvku: (yHIOCKONHUS 3a OTOK Ha MANWJIUTE NpH INepuHaTalHa/MH(aHTWIHA (opMma
Ipeay 3alo4BaHE Ha JICUEHHETO, HAa BCEKM 3 Mecela Ipe3 I'bpBaTa roJMHa, CJEJ TOBa Ha
BCceKM 6 Mecella IIpY MalMeHTH 104 3 T. Bb3pacT U BEAHBXK I'OAUIIHO IIPU Jena Haja 3 FOJUHY;
MOHUTOpHUpAHE 3a NPEKICBPEMEHHO 3aTBapsiHe Ha (poHTaHenara, Aedopmaius Ha yepemna,
obukosnka Ha rnaBata; KT Ha yepen npu chbMHEHHE 32 KPAaHUOCTEHO3A.

7.6. Xunepxanyuemus u xunoxaiyuemus. Ilpn nanumentu ¢ HPP npenoppuBanara pectpuxuus
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Ha Ca, cimen 3amoyBaHe Ha jedyeHwe c asfotase alfa moxke nma ce Hamoxxu na Obae
MPEYCTAaHOBEHA WJIM 3aMEHEHA ChC CYIJIEMEHTAIMs Ha BUTAMUH D W Kanmwii 3a moaabppKaHe
Ha HOpMaJIHK cToHOCTH Ha [1TX.

IIpenopvku: crpuktHo MoHuTOopupane Ha [1TX, o6y u ionusupan Ca, P u 25(0OH)D.

7.7. Jlunooucmpogus (unoarpoduss WU JTUNOXUNEPTPODUsSI) B MHKEKIUOHHUTE MECTa €
HaOJIroaBaHa cie HIKOJIKO Mecera Ha JieueHue ¢ asfotase alfa.
IIpenopvku: poTanysi Ha UHKEKIMOHHUTE MecTa.

3abenercka:

JleyeHneTo ¢ HepaspemieHH 3a ymnoTpeda JEeKapCTBEHW NPOAYKTH CE M3BBPIIBA IPH YCIOBUATA M MO pEx,
onpenenern ¢ Hapenda Ne 10 ot 17 moemBpu 2011 1. 3a ycnoBusATa W pefa 3a JEUCHHE C HEpa3peIIeHH 3a
ynotpeba Peny0Oinrka beiarapus nekapcTBeHH MPOIYKTH, KaKTO M 3a YCIIOBUATA U Pelia 3a BKIIIOUBAHE, IPOMEHH,
M3KIIIOYBAHE U JIOCTaBKa HA JIEKapCTBEHU NMPOAYKTH OT CIUCHKA MO WI. 266a, an. 2 oT 3aKoHa 3a JIEKapCTBEHUTE
NPOXYKTH B XyMaHHaTta meauiuHa (o0H. /IB 6p.95 or 2.12. 2011r., gon. IB 6p.24 ot 12.03. 2013r.) Ha
MUHHCTBPA Ha 37]paBeolna3BaHeTo.
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