MPOEKT

HAPEJBA Ne «.ooovveeeeee ] eeeeeeenenn,

3a IIpUEeMaHe Ha (])apMaRO-TepaneBanﬂo PBKOBOACTBO

10 €HJOKPHUHOJIOTHS U 00JIeCTH HA 00MAHATA

Yaen exuncrBeH. C T1asm Hapenba ce mpueMa (hapMako-TEpareBTUYHO
PBKOBOJICTBO IO €HJIOKPHHOJIOTHS U 00JIeCTH Ha 0OMSHATA, CHIIIACHO MPHIIOKEHUETO.

Ipexoann U 3aKIIOYUTETHU PAa3NoOpPeIon

§1. IlpunoxeHuero ce MyOJMKyBa KaTO MPHUTypKa HAa MHTEPHET CTpaHMLATa Ha
JIbpKaBeH BECTHUK.

§2. Tasu nHapenba ce mpuema Ha ocHoBaHue wi. 259, am. 1, T. 4 or 3akoHa 3a
JIEKapCTBEHHUTE MPOAYKTH B XyMaHHATa MEIUIIUHA.

§3. Ykazanus no npuiiaraHeTo Ha Ta3u HapeaOa ce nasart oT HannoHnanHus cbhBeT Mo
[IEHU U peuMOypcHUpaHe Ha JEKaPCTBEHUTE MPOIYKTH.

§4. Hapenbata e npuera ¢ Pemenne Ne ................... Ha HammmonanHus ceBeT mo
[IEHU U peuMOypcHUpaHe Ha JIEKaPCTBEHUTE MPOIYKTH.



Ilpunoscenue Kom ui1eH eOUHCMEEH

dapMaKo-TepaneBTUHYHO PbKOBOICTBO
10 €HJAOKPHUHOJIOTHS 1 00/1eCTH HA OOMsSIHATA

1. MPOJTAKTHUHOM (E22.1)

IIponakTHHOMHTE ca TyMOpH, MPOU3XOXKAAIM OT JAKTOTPOPHUTE, CUHTE3UPALU U
cekpeTHupaiy nponaktua.B 65% oT ciayyante ca MUKpoaeHOMH (IPEIUMHO TpU JKEHUTE),
B 35 % oOT ciay4aute - MakpoaJeHOMH (I0-4eCTH NpU Mbxkere).bonmumHCTBOTO OT
MPOJIAKTUHOMHTE ca OCHUTHEHU TYMOPH, MAJTUTHEHUTE BAPUAHTH Ca U3KIIOYUTEITHO PEIKU.

1.1. fuazno3sa

JlnarHocTukaTa Ha MPOJAKTHHOMMTE CE OCHOBABa HA JJAOOPATOPHUTE U BU3YyaJTU3UPALLIUTE
METO/H.

1.1.1.JIabopaTopHa AMArHOCTHKA: CbC ChbBPEMEHHUTE KUTOBE € JOCTAThYHO €THOKPATHO
oTpeNieNIsiHe Ha HUBOTO HAa CEPYMHUS NMPOJIAKTHH, HO TPsIOBa J]a ce MMa Mpe/BU/, e
NPOJAKTUHBT € CTPECOB XOpPMOH! 3a N1a ce u30erHe nperaHaaIuTHYHa 1abopaTopHa
rpelka, € Heo0XoIMMO KpbBTa Ja ce B3eMe ciie]] 20 MUHYTH TOKOM /B JIETHAJIO0 WU
CEJIHAJIONOJI0XKEHHE/ .

1.1.2.00pa3Ha AUrHOCTUKA — C Haii-rojsiMa UH(GOPMATHBHA CTOMHOCT € MarHUTHO-
pe3oHaHCHaTa ToMorpadus Ha XUIIOTalaMO-XUogu3apHa 00JacT C KOHTPACTHO
ycuiiBaHe HaoOpas3a.

1.2. leuenue

JleueHneTo Ha XWIEPHPOJIAKTUHEMMATa MMa 3 OCHOBHM Lenu: 1. Bb3cTaHOBsiBaHE Ha
roHajsHata QpyHKus; 2. Br3cTaHoBsiBaHe Ha cekcyanHarta ¢yHkuus; 3. KoHTpon u peayKius
Ha TYMOPHHS 00eM.

JlekapcTBeHaTa Tepamusi € Tepanus Ha MbPBU M300p mpH Te3u xunodusau Tymopu.Ts e
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0asupaHa Ha (PU3MOJOTMYHATA PETYyJAIUs HAa MPOJAKTUHOBATA CEKPEIHsl — JOMAaMUHOBHTE
D2-peuentopuu aronuctu (DA) ca cpeactBo Ha THpPBH H300p MPH JICUCHUETO HA
MPOJIAKTUHOMMUTE.

Bromocriptine tabl. 25 mg e ¢ nokaszana edekTHBHOCT M 0E30MACHOCT, HO C YECTH
HEXKEJaHU PEaKIMH OT XHUIIOTOHHS, OPTOCTATH3bM M T'aCTPO-MHTECTHHAIHU OILIAKBAaHWS,
MOpaji KOETO Ce MpernopbhuBa HHMCKA HadaiaHa go3a (1,25 Mr Bedep mpead JsraHe)
MOCTENICHHOTO 1 MoKauBaHe mpe3 2-3 JHU A0 MMOCTUTaHe Ha onTUMasiHa fo3a. O0uyaiiHata
JHEBHA j103a Bapupa Mexay 5 u 15 mr.OnrtumarnHata 103a € WHIMBHAyadHA — TOBa €
703aTta, KOSTO OCHIypaBa TpailHAa HOPMOIPOJAKTHHEMHS, JIHICA HA KJIWHUYHA
CHMIITOMATHKA U €(DEKTHBHA PEAYKIIUS HA TYMOPHUS 00CM.

HpI/I okomno 10% ot MNaMUCHTUTEC CC Ha6moz[aBa PE3UCTCHTHOCT KbM BpOMOKpI/IHTI/IH, KOATO CC
I[e(l)I/IHI/Ipa KaTO HCIIOBJIMsABAILA CC XUIICPIIPOJIAKTHHCMHUA B IIPOABIIKCHUC HA IIOHC 3 MEceua
JICUCHHC Ha (1)0Ha Ha 103a OT MUHUMYM 15 Mr JHCBHO.

Hexeanum peakumu: rajcHe, NOBPBIIAHE, CBETOBBPTEXK, XUIIOTOHHUA C OPTOCTATU3BM,
ymopa. IIpu nedenune ¢ BUCOKM J103M Ca BB3MOKHHM HSKOHM PEIKU HEKEJIAHU PEaKIUU:
XaJIIOLIMHALUY, 00BPKAHOCT, KCEPOCTOMMUSI, KOHCTUIIALMS, TUCKUHE3US, KPaMIIH, 3pUTEIHU
HapyILIEHUS.

Quinagolide tabl. 25, 50, 75 u 150 pg - He-eproTaMUHOB JCPUBAT, KOWTO MUMa JBE OCHOBHHU
npeUMCTBa Tpesl BpOMOKPHUNTHH: MOJKE J1a Ce Mpujiara B €JHOKPATeH JHEBEH MPUEM M UMa
10-100pa MOHOCUMOCT. BeposITHOCTTA 3a KJIAITHU JIC3HH MPH TTO-BUCOKH JIO3H € T0-MajKa B
CpaBHEHHE C JAPYTHTE AOMAMHUHOBHU aroHucTH. OOWyaiiHaTa THEBHA 1034 MMPH MPOJAKTHHOM
e 25— 75 pg.

Cabergoline tabl. 0,5 mg e mMo-HOB JAOMAMHUHOB aroHKWCT, MPUTEXKABAIl TPU OE3CIIOPHU
npeauMcTBa npeq bpomokpuntua u KBuHaromma: neno-eekr, KOWTO MO3BOJISIBA ABYKPATHO
U JIOPH €IHOKPATHO CEAMMYHO MPUIIOKEHHE; MO-100pa MOHOCUMOCT U MO-100bp €eKT 1o
OTHOIIICHHE Ha HOPMAaJH3UpaHE Ha TMPOJAKTHHEMHUATA M PEAYKIUS Ha TyMOpHHUS 00eM,
JI0Ka3aHU OT HSKOJIKO CPaBHUTENHHU MpoyuBaHus. Hauvannata no3a e 0,5 mr ceamuyso (B 1
WM 2 pueMa), a ONTHUMajlHaTa TeparneBTUYHa 71032 e JOCTHUra Ype3 MOCTENEeHHO MOKayBaHe
¢ 0,5 Mr ceAMUYHO U €XeMeceueH KOHTPOJ Ha MpoJjakTHHA. MakcumaliHaTa THEBHA /1032 He
TpsOBa Ja MpeBUIIaBa 3 MI, HO TaKUBa /103U MOYTH HUKOTA HE CE M3IOJI3BAT MIPU JICUCHHE Ha
MPOJIAKTUHOM. B penku ciryuan Ha WHBa3WBHU arpeCHBHU TYMOPH J103aTa MOXE J1a JOCTHTHE
45— 5,0 Mr ceIMAYHO.

He:xes1aHu peakiuM: ChIIUTE KaTo MPH BpOMOKpHUNTHH, HO ce M3SABSBAT MHOTO IO-PSIIKO
KonTpannaukauum: aneprus KbM KaOeprojuH; 4epHOAPOOHA HEOCTaThUHOCT, aHAMHE3a 32
TOKCHKO3a Ha OpeMeHHOCTTa; (hrOpo3Ha BaJBYJIONATHS; ICUX03H; OPEMEHHOCT U KbpPMEHE

Jlo MOMEHTa HsMa KaTerOPUYHH JTaHHH 3a ipodubdpotrueH edekt Ha Kabeproaun 3a paznuka
oT manueHtutre ¢ [lapKMHCOHOB CHHIPOM, NpPU KOUTO OOMUYaliHMTE Je4yeOHH J03U Ha
JIEKapCTBOTO Ca JECETOKPATHO MO-BHCOKH.He3aBUCHMO OT TOBa, CIEIMATIHO BHUMAaHUE CE
HU3UCKBA MPU NAMUCHTUTEC C BUCOKHU MOAABPIKAIIN A03H, ITPU KOUTO U3XOJHOTO U CIKETOAHOTO
exoKapauorpad)CKy M3CIIeABaHE CaHAIOKHUTEITHH.
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XHpYpruvHo jeyeHue

XUpYypru4HOTO JICYCHHE € CPEJCTBO Ha BTOPH HM300p HPH HPOJIAKTHHOM, ThU KaTo
yCIIeBaeMOCTTa € MOoJoOHa Ha Ta3W NPH JIEKapCTBEHATa TEpamus, HO YCIOXHCHHUATA ca
3HAYHUTEITHO MO-YECTH  /PUHOIUKBOPES, UHCUTIMICH  Jualer, MCHUHTUT,
XHUITOTIUTYUTAPUZBM/ .

I/IHIII/IKaIII/II/ITe 34 OIICPATHUBHO JICYCHHUEC Ca OIrPaHHYCHU U BKJIKOYBAT:

1. Xunoduzapua anoriekcus (He BCHUKH CIIydau; 10 KIIMHHYHAIIPEIIEHKA);

2. Heycnex ot sieuenneTo ¢ DA mpu MakpornpoIaKTHHOM U JKeJaHue 32 OPEMEHHOCT;
3. Pe3ucTeHTHOCT KBbM JICUEHUETO C JIONAaMUHOBH arOHHUCTH;

4. HermoHOCUMOCT KBbM JIOTIAMUHOBH arOHHUCTH;

5. M3pu4HO kenaHue Ha MAIUeHTa 32 ONEPATUBHO JICUCHUE;

JIbyerepanus

JIpuerepanusaTa € «Tepanus Ha OTYasHUETO» INpU MNposakTMHOM. OT enHa cTpaHa,
MIPOJAKTUHOMHUTE ca caab0 JIbUeHyBCTBUTENHU Tymopu. OT apyra cTpaHa, JbueTeparnusra
YEeCTO C€ IOCJeABA OT M35BAa HAa XUIONMMTYUTAPU3bM, YMMTO PUCK IPOTPECHUBHO HAPACTBA C
BCsSKa CieABalla INOJAWHA ciie] u3BbpiBaHeTO . [lo-penku, HO M3KIIOYUTEIHO CEPUO3HU
YCIIO)KHEHHS Ha JTbUeTepanuaTa Morar Ja ObJaT: yBpeaa Ha 3pUTEIHHS HEPB, PUCK OT UHCYJIT
Y BTOPUYHHA MO3BYHU TYMOPH.

HNuaukanuu 3a JIb4YeTepanusa: HECyCIIeX  OT KOM6I/IHI/IpaHOT0 XUPYPTrUIHO u
(l)apMaKOJ'IOFI/ILIHOTO JICHCHHUC IIPU HMHBA3BUBHUTC MAKPOAACHOMH H IIPpU HU3KIKOUYUTCIHO
PEAKUTC MAJIMTHCHU BApHUAHTHU.

1.3. Ilpoovarcumennocm na nevyenuemo:

Crnopen nocineaHuTe NPENOPbKU KbM CIMPAHE HA JIEYEHHETO MOXKE J1a CE€ IPUCTBIM CIIE]
TpallHO HOpPMaJHM3UpaHe Ha TMPOJAKTMHOBUTE HHMBA M JIMIICA Ha aJeHOM IpH
BU3YaJIM3UPALIUTE METOIN (MAarHUTHO-PE30HAHCHA TOMOTpadus ¢ KOHTPACT) 3a MEPUOJ] OT
MUHHMYM 2 TOAMHU. BbIpeku Te3u npenopbku, HabI0AaBaHUTE PEeUINBY ca B okoso 50%
oT ciy4aute, kato 90 % OT TsX ca B bpBaTa roJIuHa clie]] CIUpaHe Ha JeYEHUETO.

HpI/I HWHBAa3UBHUTC MAKpPOAJCHOMH JICHCHHUETO HA IIPpaKTHUKa € TOKUBOTHO.
1.4. IIpocneossane 6 xo0a na papmakonocuuHomo neveHue

1. JlaGopaTopeH KOHTPO.I:

W3crenBane Ha MPOJTAKTUH | Mecell ciiel] Ha4aioTo Ha JICYEHHETO 3a IPEIeHKa Ha J03aTa
WN3cnensane Ha mnpoJakTMH Ha 3 Mecela INpU IOCTUTHATa HOPMOIPOJIAKTHHEMMS
H?)CJICI[BaHe Ha INPOJIAKTHH Ha 3 MCECClia B ITbpBaTa roArHa CJIC CIIMPAHC HA JICUCHUCTO

2. O¢raamoJiornyeH nperJiesn



BxirouBa BHU3YC, OYHU AbHA U NCPUMCTPHA

bazanHo u3cnenBane /mpu mocTaBsiHe Haauaruo3ara/
Ha 6 mecena B x0/1a HaJICUCHUETO

Ha 3 mecena B xo1a Ha OpEMEHHOCT IpHU KEHU CITPOJIAKTUHOM

. Oopa3zna quarnoctuxka /MPT ¢ koHTpacTHa maTepust/

bazanno u3ciensane /mpu noctaBsiHe Ha AUarHo3aTa/

Exerogen MPT koHTpoJI pU MUKPOAJCHOMUTE U HEMHBA3UBHUTE MaKpOaJCHOMHU
Ha 2 ronuuu npu nurica Ha TMHAMUKA B X0J]a HAa JIEYEHUETO ¢ JJA mpUMHUKpPOaIeHOM

Ha 6 mMecena B HsIKOM cilyyau Ha HHBAa3UBEH MaKpOIPOJIaKTUHOM

a WD P W

[TocToneparuBHO /Ha 3TH Mecely/ cien TpancchaHonamHa aICHOMEKTOMHUS

6. Exoxapnuorpadusi: U3XOQHO U €KEroJHO B XOJa Ha JICYCHUETO C JOMAaMUHOBH
aroOHUCTH, SBSIBAIIM CE arOHUCTU U Ha 2BcyOTHIl CepOTOHMHOBUTE PELIENITOPU
/KabepronuH — IrbJIeH aroHuCT; BpOMOKPUNTHH — mapiuaieH aroHucT/

1.5. Kpurepuu 3a e¢)eKTUBHOCT HA JIeYEHHUETO:

1 Knuanyen xpurepuid — JMIca Ha CHUMITOMATHKA /JIMICAa HAa TaJaKTopes;
pPEIOBEH MEHCTPYaJIeH ITUKBI/;

2. JIaGopatopeH Kputepuil — TpaifHO HOpMaJIU3UpaHE HAa NMPOJAKTUHOBUTE HUBA — Ja
CE M3CJIE/IBa CEPYMEH MPOJIAKTHH Ha 3 Mecela 3a KOHTPOJT;

3. MPT-00eKkTUBU3UPAaHO CBUBaHE HAa XUIO(MU3HUS aJIEHOM /B 4acT OT CIIydauTe
C MHKPOTIPOJIAKTHHOM JIO ITBJTHO M34Ye3BaHe Ha aJIeHOMa IIpH 00pa3Ho n3ciieiBane/.

2. AKPOMET AJIUSAA (MKB E22.0)

AxpoMeranusTra € KIMHHYCH CHHAPOM, PE3YJITaT OT IOBWINEHA CEKpelHs Ha PacTeKeH
xopmoH (PX). PX e ot rpymara Ha coMaToMaMOTpO(HUTE XOPMOHU M CE€ CEKpPETHpa OT
coMaToTpoduTe, pa3noiokKeHH B MpeIHUs Is1 Ha xunoduzara /ageHoxunodusara/. Odmara
yectoTta /6onectHocTTa/ € Mexay 60 u 120 ma 1 000 000 nacenenue /3a bearapust — 90 Ha 1
000 000 nacenenue/. 'onuiiHa yecToTa Ha HOBOOTKpHUTUTE /3aboneBaemoctra/ € 3-4 Ha 1
000 000 nacenenue. CproTHOIEeHNETO MBke/XKenu e 1 : 1 /3a bwarapus - 1 : 2/. Cpennara
BB3pacT Ha quarHocturmpane e 40-45r.

2.1. Eruonarorenesa
ComaroTpornHuTe aJeHOMH ca Haii-uecta npuyuHa - Hax 95% ot ciaydaute. B okono 20-40%
OT CIIy4auTe ca ChC CMeceHa cekpelus U Ha lIponakTus. buBat MukpoaaneHomu - okoso 25%
MpU TUATHOCTUIIUPAHETO U MAKPOAJCHOMHU - OKOJO 75% mpu AMArHOCTULHUPAHOTO. Psnka
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npuurHa € ekronuuHa cekpenus Ha OXPX /ocBoO0k1aBai XOPMOH Ha PACTEKHUS XOPMOH/
U Ollle MO-psiika € eKToIM4yHa cexkpeuus aupektHo Ha PX. Haili-yecrata npuumHa 3a
o0pa3yBaHETO Ha aJeHOMH B XHMIIO(H3aTa ca T'€HHM MyTalud. BB3MOXKHO € MpH HAKOU
ClIy4au Ja ce IbJ>KM Ha HapyLIeH XUIIOTAJIAMUYEH KOHTPOJI.

2.2. KiuHW4YHA KapTHHA
Omnpenenst ce OT eAHA cTpaHa OT xunepcekpernuaTa Ha PX u cewp3anust ¢ Hero IGF-1, koiito
ce MPOU3BEkKAa OCHOBHO B YepHUs 1po0. ToBa Boau 10 cOMaTUYHU U METaOOIUTHU ITPOMEHH.
Ot gpyra cTpaHa TYMOPHHST INPOLEC B XHIO(PH3aTa MOXKE Ja MPEIU3BUKA KOMIIPECHBHA
CHUMIITOMATHKa, H3pa3sBalia ce B XUIOMUTYUTAPU3bM, OYHU H HEBPOJIOTUYHU HAPYIICHHUSI.

2.3. Jlmaruo3sa
[Tpu HasM4Me Ha KIMHUYHU JaHHU ce ocHOBaBa Ha BHCOK IGF-1, PX /cnmywaiina crtoifHOCT/,
KakTo U jurnca Ha cynpecus B xona OI'TT. Ilpu xopMoHaIHO NMOTBbpXkKAaBaHE HA JUarHo3ara
ce mpeMuHaBa KbM oOpa3Ha auarHoctuka - MPT Ha xunodusa. Heobxomumu ca wu
JOITBIIHUTEIHU IOKAa3aTeId, OCHOBHO OIPEACIAIIM U3sABaTa Ha YCIOKHEHHS HA OCHOBHUSA
IIPOLIEC.

2.4. Jleuenme
JledeHHETO HA aKpOMETallusATa € ONEPATUBHO, KOHCEPBATUBHO U JIbYCTEPAITHS.

2.4.1. OnepaTHBHOTO JeYeHHEe € MMHbPBOETAINHO CPEJCTBO 3a JICUEHHE HAa aKpOMeraausTa.
N3BbpuiBa ce no 2 meroja:

2.4.1.1TpancdeHongaHa aeHOMEKTOMHS — OCHOBEH MeTO/
YcnexbT Ha TO3W METOJA MpU ONUTEeH ekun e 10 60% /mpeneHeHo 10 5 rojulleH
nepuo Ha mpocnesBane/. [Ipu mukpoanenomute ycrneBaemoctTa € 10 70 — 85%. [pu
MaKpoaJeHOMUTE Ta3M ycreBaeMocT € 110 25 - 30%, a mpu TUraHTCKUTE aJeHOMH 10
17% . Ilpu onuTeH exum, YCIOXHEHUATa ca peaku no 3 — 6%. M3paszsBat ce B
XUITOTIUTYUTAPU3bM, MEHUHTUT, CHHY3HT, PUHOJIUKBOpPESI.

2.4.1.2. TpaHCKpaHNAJIHA aJeHOMEKTOMMS
To3u mocTen ce W3MOI3Ba MHOTO PSIKO, CaMO IPH CympaceilapHa KOMIIOHEHTa Ha
TyMOpa, OOWKHOBEHO KaTO BTOPOETallHA ONEpamust Cclex TpaHccheHonmaTHa
aJICHOMEKTOMUS.

2.4.2.1 11ppea rpyna - 6J10Kepu HA cekpenuaTa Ha PX.
B Ta3u rpyna ce BKJIIOUBAT ABE MOATPYIIH:

1. Comamocmamunosu ananosu  (SSA)—  wusnonzeam ce  Owviazodelicmeauiu
COMAmMoOCmMamuHo8u anaio3u:

Takusa ca:



- Sandostatin LAR — no3a 20 — 40Mr/mMece4HO

- Lanreotide - mo3a 60 — 120mr/mMeceuHo

- Pasireotide LAR — no3a 40 — 60 mr Ha 4 ceIMHUIIA HHTPAMYCKYJIHO
HoB mynTupenenTopeH coMaTOCTATHHOB aHAJIOT ¢ BUCOK aduHHUTET KbM SST1-
SST2-, SST3- m ocobeno xkbM SST5-penentopute. I[lacupeoTun mma Mmo-cuieH
WHXHOUTOPEH €PEKT BHPXY CEKPEIUATA Ha PACTCIKHUSI XOPMOH OT OKTPEOTH/I.

EdexTnBHOCTTAa HA COMAaTOCTaTUHOBUTE aHayo3u € 10 60%, HO JOCTUraHE HA KPUTEPUUTE
3a ITbJIHA PEMUCHS ce nocTura 1npu okoiao30% OT maluueHTUTe.

Crpannynu epekTH
TakuBa ca: oOpa3yBaHe Ha XKJIbUHU KaMbHU — 25%; BIIOIIaBaHE HA BBIJICXHUIPATHUS
MeTabonu3bM; anepruu — 1-2%

HpOI[’bJ'DKI/ITeJ'IHOCTTa Ha JICYUCHUCTO € JOXXHUBOTHO.
2. ﬂonamuuepzulmu azornucmu

Haii-gecTto M3Mo3BaHUAT TaKbB MPOAYKT ¢ Kabepronwu B mo3a 10 4MI/CEAMHYHO.
[To-psiako ce m3non3Ba bpoMokpuntur B 103a 10 15Mr/aH. TexHusT eekt e 3HAYUTEITHO T10-
cnab. Ha monotepanus ¢ DA otroBapsat mon 30% oT OomHHUTE, a KpUTEpUUTE 3a IbJIHA
pemucus nocturat 10 10% OT mauueHTuTe U TO CaMo IPU HE MHOTO BUCOKHU M3XOJHU HUBA HA
PX ulGF-I.

HpOI[’I)J'DKI/ITeJ'IHOCTTa Ha JCYCHHUCTO € JOXKHUBOTHO.

2.4.2.2.B1opa rpyna - penenTopeH aHTArQHUCT

ToBa e Giokep Ha peuentopure 3a PX. HansBa cunrtesata Ha |IGF-l. B Ta3u rpymna
UMa caMo eIMH MpoayKT - Pegvisomant. Toii e HHXKEKIIMOHEH Mpemnapar ¢ AHeBHa jao3a 10 —
40 wmr. Ilpumara ce mogkoxHo. HeroBata edexkTtuBHOCT € 10 65%, u3sBsIBama ce B
Hopmanuzupane Ha IGF-1. HenoctaThk e, ue He HamansiBa TYMOPHHUS PAcTeX B XUIIO(H3aTa.

Crpannynm epekTH
MzsaBsaBat ce B: xumepxuaposa 10 7% OT MaIlMeHTUTe; acTeHus 10 6%; riaaBoOoIue
1o 6%; yBenuuaBaHe Ha TpaHcaMuHa3uTe 101%

HpOZ[’bJ'DKI/ITeJ'IHOCTTa Ha JCYCHHUETO € JOXHWBOTHO.

2.4.2.3. Komounupano ¢GapMakoJOruyHO JiedeHHe — TIPH TAINUEHTHTE, KOUTO YaCTUYHO

OTrOBapAT Ha JICYEHUETO C OTACIIHUTE Tpynu npenapaTtu. [lpunarar ce HHIUBUIYaTU3UpaHU
CXEMHU.

Cunepeucmuynu KOM6uHauuu:




- SSA-comaTocTaTUHOBH aHaa03u, DA-10MaMUHOBHATOHUCTH
- SSA,Pegvisomant

- SSA, DA, Pegvisomant

- DA, Pegvisomant

HpOI[’bJ'DKI/ITeJ'IHOCT Ha JICHCHUETO - JOKHUBOTHO

2.5. JIpyejseyeHue

Bupgose:

OpakuoHupano ¢ ePpekTUBHOCT 10 75%, HO ¢ OaBeH epeKT

Crepeoraktuuna xupyprusi ¢ edexrtuBHoct a0 50%, HO C OTHOCHUTEIHO MO-OBp3
edexT.

Henocratbk Ha Tasu Tepamnus € 0aBHO HAacThIBalUS €()EKT U MHOTOTO CTPAHUYHU
edexTH.

CrtpaHn4HU eQeKTH Ha JIbUEICUCHUETO ca!

- XUTNOMUTYUTAPUIBM

- YBpeX/1aHEe Ha OYHUTE HEPBU

- HEKp03a Ha MO3bYHA ThKaH U QYHKIMOHAIHU JeDULIUTH

- PHCK OT pa3BUTHE Ha 3JI0KAYeCTBEHH MO3BbYHH TyMOPH

- CH/IOBU MO3bYHU MHIIUICHTH

Ilen na JeyeHUueTo

OnnajsBaHe Ha 00eMHUS MpoLeC /IpeMaxBaHe Ha TyMoOpa, HaMaJlsiBaHe Ha obeMa My
WIN CIIMpaHe Ha HapacTBaHETO My/, 0e3 HapyllaBaHe Ha HOpMallHaTa XunogpuzapHa

byHKIUSA
Hopmanusupane Ha OMOXMMUYHHATE TIOKA3aTENN

I[OCTI/IFaHe Ha HOpMaJIHa ONPOABJLZKUTCIHOCT Ha KUBOTA 3da CbOTBETHATA IOITYJIallA

OBJ'IaI[HBaHC Ha KIIMHU4YHAaTa KapTuHa, NpUIruHCHA oT

XUIIEPCOMATOTPONU3Ma U 0OOEMHUS TPOIIEC

Ilen — 0MOXUMHUYHH KPUTEPHH 32 KOHTPOJI HA XHIIEPCOMATOTPONU3MA

IGF-1 — HOopMmasieH 3a BB3pacTTa, Moja W €THOCA /mpu JiedeHue ¢ Pegvisomant—
€IMHCTBEH KpUTEpUil/

PX caydgaitia croitHOCT - mox 2,5Mkr/n /wim tox 1,0mkr/n npu m3mepsane mo WHO
98/574/

PX motucuHar B xona Ha OI'TT — mox 1mkr/a wiu mox 0,4MKI/n mpu U3MepBaHe IO
WHO 98/574/. To3u TecT He ce mpenopbuBa Ha (poHa Ha (HapMaKOIOTHUHO JICUCHHE
ChC COMATOCTATHHOB aHAJIOT.

AKpoMeranusaTa ce XapakTepusupa ¢ MHOXKECTBO ycliokHeHus. Heobxoaumo e nedyenue u Ha
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YCIIOKHEHHUATA Ha 3a00JsiBaHeTo. TakuBa ca:

B XUnonuryurapuzbM

besBkycen nuaber

CepieyHO - CBIOBH YCIOXKHEHHUS, KaTO HaW-4eCTUTE OT TIX ca apTepuaHara
XHIIEPTOHHS W KapIUOMETajusITa/KapAMOMHONIATHS C TOCIeBalla ChpleYHa
HEI0CTaThYHOCT.

3axapeH nquadet

Ocreoaptpo3a

TymopoOpazyBane /HO/I03HA CTpyMa, MTOJIUIU HAa KOJIOHA U Ap./

CpHHAa artHes

3. CHHIPOM HA KYIIMHT (E24.0)

Onpenenenue: Ennorennust cuaapom Ha Kymuar /CK/ e KIMHUYHO CBCTOSIHUE, KOETO €
pe3yJiTaT Ha IPOABIDKUTEIHA EKCLIECUBHA CEKpenus Ha KOpTH30i1. To ce XxapakTepusupa cbC
3ary0a Ha HOpPMaJIHUS MEXaHM3bM Ha oOOpaTHa Bpb3Ka Ha XHUIOTAJIaMO-XUNO(pU3aPHO-
Ha0b0peyHaTa 0¢ ¥ Ha HOPMAJIHUS LUPKAIUaHEH PUTHM Ha KOPTH30J0BaTa CEKPELIHsL.

Kaacnduxanus:

® AKTX 3asucum (80-85%):
Bostect na Cushing 68 %
Exronnuen AKTX cunnpom 12 %
Exronnuna cexpennsna KPX <1%

®  AKTX nezasucum (15-20%):
Han6w6peuen anenom 10 %
Han6w0peuen kapuuHom 8 %
MukpoHoayIapHa XUTepIiazus 1%
MakpoHoaynapHa XUIepIia3us <1%

KPX — KOPTUKOTPONMH PUIM3HHT XOPMOH

3.1. Jleuenue Ha cuHapoM Ha Kymuur

AKTX-3a6ucuma ¢popma na cunopoma na Kywune



JleuyeOeH ajaropurbM npu 0osiect Ha KymmHr

VcraHoBeHa JHATHO3A —
Bojiect nHa Cushing

A
Tpanccpenonanna

XHPYPru4HAa HHTePBeHIHA

|
v v

Pemucus — IlepcucTupane
MOHHTOpPHpaHe Ha 3200/1BaHeTO
3a penuanuB HJIH pelHIHB

‘—l

Obchikaa ce BTOpa onepanus Ha Xxunodpusara

—

IlepcucTHpane Ha 3200/1ABaHETO

HWIH peniInB
JIbYeJIeHHe
+ BpeMeHHO
MeIHKAMEHTO3HO l l
JIedeHne
MeIHKAMEHTO3HO JBYCTPAHHA
JiedeHne a/ipeHAIeKTOMHSA

Xupypruyno Jjedyenue Ha Oosect Ha  Kymmur (BK):
Tpanccenouganna agenomexkromus (TCA) - meron Ha usdop
¢ Jloka3zaHus: nokazaHa 6osiect HaKymmHr
®  Venooicnenus:
® lncununaen auader
¢  XUNonuTyuTapu3bM (HMapLUuaieH Wik MaHXUIOMUTYUTAPU3IbM )
® VYCIO0XHEHHMs, CBBP3aHU C XUPYPIUUECKAaTa NHTEPBEHIINSA: PUHOJIUKBOPES,
MEHUHTHUT, €HIIeQaJIUT UT.H.

Ycnesaemocm:
® MuxkpoaneHoMm — pemucus 65-90% cnenTCA.

® MakpoaneHoM — pemucust < 65%, no-yectu u no-panHu peunausu cieqCA.

¢ [lIpu bK c Hopmanen SIMP — nokazana ToTajHa MM NaplyaiHa XUITOPHU3EKTOMUS B
Clly4aii, ye MHTpaoIlepaTUBHO HE CE€ BU3yaJU3Upa aJleHOMa— MO-PSAIAKO CE MOCTHUra
pemucus (~ 70%), MO-4€CTH YCIOKHECHHUS.

L4 Kpumepuu 3a u3ieKkyeane:

® ll3cienBaHe mpe3 mbpBaTa MOCTONEPATHBHA CEMUIA — CYTPEIICH IIa3MEeH KOPTH30I

(Fpl)
e F pl<50 nmol/l — pemucus 10% mo 10r.
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e F pl>140 nmol/l Ha 6 ceaMmuIa TOCTONEPAUTBHO — H3UCKBA
JOIBJIHUATEIHA W3CIICABaHUs — MPH H3KIouBaHe Ha mepcucrupamn; CK-
M0-BHCOK PUCK OT PEIM/IUB B CIICABAIIMTE TOJHHN

e Fpl 50-140 nmol/l - pemucusi, He ca ¢ O-BUCOK PUCK OT PEIMINB B CPABHCHHE
¢ te3u ¢ F pl<50nmol/I

¢ [lpu pa3HOMOCOYHH PE3yJITATH- H3CiIeBaHe Ha CBOOOIeH ypuHeH kopTtu3oi(CYK)
¢ (VYK < 55nmol/24h -pemucus
e 55-276 nmol/24h — nonbIHUTEITHUU3CIIEIBAHAS

e >276 nmol/24h — nepcucrupamniozabosBaHe

e TepaneBTMYHO NOBeeHUE NIPH NMEPCUCTHPALLA AKTUBHOCT Ha 0oJiectTa cieq TCA

1..Peonepamus - TCA - mo-aucek % Ha pemucus (50-70% cpeury 65-90% ) u mo-Bucok
% ycnoxnenus. [IpenopbuBa ce peonepaiusi Bb3MOKHO Hal-CKOPO Ciell JOKa3BaHE Ha
nepcUcTHpalaTa akTMBHOCT Ha OoJjiecTTa.

2. JIpuerepanus — KJIacU4ecKa WM CTePEOTaKCHYHa paanoxupyprus: pemucus B 50-60% B
pamkute Ha 3-5 1. JIpueTepanusaTa He ce MPernopbUBa KaTo MbpBoeTanHo jJeueHue. [lokazana
caMmo IpyU NepCUCTHpAIa aKTHBHOCT Ha 3a0oisBaneTo. EdexTspT HacThnBa cien 1-2 ronuHw.
VY Cl10)KHEHMS: XUIOUTYUTapU3bM; 3pUTEIHU, CIIyXOBU HApYyLIEHUS; I1aBO00INE; BTOPUYHU
TYMOpU B IIOJETO Ha OONBbUBAHE - MEHHMHIEOMHM M Jp.; IMOBHUIIEHA MO3bYHO-CHJOBA
CMBPTHOCT!

3. buyarepanHa aJapeHaNeKTOMHs: HEO0OXOAWMO CTPUKTHO NpOCie/AsBaHE Ha HHUBAaTa Ha
AKTX u SAMP na xuno¢wu3za (puck ot cunapom Ha Hencon). He ce npenopbuBa npeBaHTHBHA
TpueTapanus!

3.1.1. dapmakoJOrH4YHO JeYeHue
(New developments in the medical treatment of Cushing's syndrome. Endocr Relat Cancer
2012 19:R205-R223)
(Treatment of Cushing's Syndrome: An Endocrine Society Clinical Practice Guideline The
Journal of Clinical Endocrinology & Metabolism, Volume 100, Issue 8, 1 August 2015, Pages
2807-2831)

MsicToTo Ha (hapMaKOIOTUYHO JICYEHHUE:!

¢ [Ipu Heycmex OT ONEepaTUBHO JICYCHHUE WIIH MPU HEONIEpaOUIICH PEIU/INB;
e B OYaKBaAHC U3sBa Ha e(beKTa Ha m)quepam/IﬂTa;
¢ [IppBOETanmHO — 3a MOJATOTOBKA Ha OOJIHUTE 32 OTEpaIlHsl.
® [JaimmaTWBHO JCUCHUE.
® Bupgose ¢hapMakoIOTHIHO JICUCHHE:

1. Jleuenne HacoueHO cpemnly Tnpolreca B HaaOBOpeuHuTe kie3u. biokepu Ha
CTepouOTeHe3ara
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e Bropoeranmno nedenuwe cien TCA mpu Oonect Ha Kymumar c/6e3
JTbUeIIeYCHUE

e [IbpBoeranHo neuenue npu exkronnueH AKTX cHHApPOM U HESCHO
II'BPBUYHO OTHMILE
e JIOIBJIHHUTEIHO JICYCHUE NP HAAOBOPEUeH KapImHOM
2. JlekapcTBeHa Tepamus, HaCOUYEHa Cpelly TymMopa Ha xunodusara.
e Ilpu Gomam ¢ Gosect Ha Kymumur mporuBomokazanu 3a TCA wim ¢
nepcuctupaio 3adomnssane cieq TCA

3. brokepu Ha TIIIOKOKOPTUKOMIHUTE PEIENTOPH — OOJHH CBhC CHIIBTCTBAI 3axapeH
auabeT WM HapylLleH IIII0KO3€H TOJIEPAHC, IIPU KOUTO € MPOTUBOMOKA3aHO ONEPATUBHO
JIeueHHe WIM KOMTO ca ¢ nepcucTtupaino 3adonsBane ciaen TCA

3.1.2. Jleyenune, HacO4YeHO cpely XunoGu3Husa TyMop (KOPTHKOTPOMUHOMA)

a. JlomamunoBu aronuctu: bpomoxpunrtun,Kabepromun
b. Temo3omoMu (ATKUITUPAI XUMHOTEPATIEBTHK)

c. CoMaroCTaTHHOBU aHAIO3M.

3.1.2.1 Jlonamunosu azonucmu- bpomoxkpunmun, Kabepzonun

I. edexTuBHOCT 110 25-30% criopen pa3IMYHUATE KIMHUYHU POYYBAHUS

ii. osupoBku: Kabepromun: 0,5-7Mr/ceIMUYHO, MPOIBIKUTEITHOCT-
CTIOpe[ IpEeTieHKaTa Ha JeKyBaIIusIeKap;

iii. BpomokpuntuH- g0 3X5 Mr [IHEBHO, MPOIBIDKUTEIHOCT-CIIOPE]
IpeLeHKaTa Ha JIEKyBallus Jiekap;

IV. Bb3MOKHa MOHOTEpAIHS WK KOMOMHUPAHOJICUCHHE.

V. CrpannuHu edekTu: rajeHe, MOBpbIIaHe, IaBoOosue, obua
3amasiHOCT, (puOpo3a Ha CHPACUHUTE KJIAMK TMPU MHOTO BHUCOKA
KyMyJIaTHBHA J103a.

3.1.2.2. Comamocmamunosu anaiosu:

Pasireotide — aronuct Ha coMaTocTaTHHOBHTE perientopu 1,2,3,5 — KpaTKoaeicTBaI, 3a
cyOKyTaHHo npuiio:xkenue; paaxkonu 0,3 mr; 0,6 mr; 0,9 mr.

vi. EdexruBHOCT: HOpManm3upaHe Ha CBOOOJHHS YPUHEH KOPTH30J B
20% Ha 6- TH Mecell OTIEYEHUETO

vii. osuposku: 600-900 Mxprp/mH S.C.

Vviil. CrpannuHu e(eKTu: XHIepriauKeMus, AeUIMT Ha PACTSIKCH
XOpPMOH,  CTOMAIIHO-YPEBHUM  CMYILICHHsS,  XOJCIUTHA3A,
riaBoOosnue
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Pasireotide LAR — aeno-npenapar 3a HHTpaMyCKYyJIHO IPUIIOKEHHUE; 103a: HadanHa - 10
Mr/Ha 4 cenMuIM; MakcuMaiHa - 40 Mr Ha 4 ceAMU arOHUCT Ha

3.1.2.3. XumMuoTepaneBTHIIU:
e Temo3on0Mua (ATKUIUPANL XUMHOTEPANEBTHK): TIPU JICYCHUE HA
arpeCUBHU KOPTUKOTPONMUHOMHU, pePpaKkTepHH HAa XUPYPTrUYECKO U
npueneueHue. JIekapcTBOTO ce M3IOJI3Ba 3a JICUCHUE HA MAJIUTHEHU
MO3BbYHH TYMOPHU. BOJHUSAT ciieliBa Ja ce HAacOYM 3a MPOJbKaBaHE
Ha JieueHUeTO KbM OHKOJIOTHYCH IIEHTB].

3.2. JleyeHue, HACOYeHO cpemly HaAObLOpeYHHTEe KJI€3U: HHXHOUTOPH Ha
CTEepOM/I0reHe3aTa

O0111a XapaKTepUCTHKA:
e bbp3 edekt, BUCOKO ehEeKTHBHH U HAITBIHO 0OPATHMO JIEHCTBHE.
e He MoXe /1a ce MOCTHIHE TPAHHO HU3JIEKyBaHE.
IIpencraBurenn: Ketoconazole, Aminogluthetimide, Etomidate
¢ TlpociensBane e)eKTa OT JICUEHHE: KJIMHNYHA KapTHHA U CBOOOJICH YPHHEH KOPTH30JL.

¢ [IEJI Ha neyeHue: HOpMAIM3UPAHE HAa CBOOOAHUS YPUHEH KOPTU30J. PUTBMBT Ha
KOPTHU30J1a HE € 3abJIKUTEIIHO Ja C€ Bb3CTaHOBH!

A). Ketoconazole

¢ [IppBOHAYAIHO ¥ OCHOBHO M3MOJ3BaH KaTO MPOTHBOTBOUYKOBOCPEICTBO
® Hauwun Ha neiictBue: 6nokupa emsumure: 20,22 desmolase (CYP11A1), 17 a
hydroxylase-17,20 lyase (CYP17), 11B-hydroxylase(CYP11B1).
e Jlosuporka: 2x200 mg mo 3x400 mg (maxc 1200-1600 mg) p.0. IIpoabKUTETHOCT -
IO TpEIeHKa Ha JIEKyBalIHusIeKap.
¢ CrpaHUYHU JACHCTBUS:
e XenmaTOTOKCHMYHOCT: TIOKa4YBaHE Ha 4yepHoJpoOHuTe eH3umu (B 5-10% ot
cinydaute) 10 pynmuHanTeH xenatutT (1/15 000). Be3mMoxHO mokayBaHe Ha
EH3UMHTE 10 2-3 IbTHU, OOMKHOBEHO MpexoaHo. Heobxoammo e cTpUKTHO
mpociensBaHe Ha YepHOApOOHaTaPyHKIIHSA!
¢ CroMamnrHo-4peBHU OIJIaKBAHUS
o Cnpbex
® [‘mHEeKOMAaCTHs, XHITOTOHAIH3bM
¢ uxubupa 1-anda xunpokcunupanero Ha 25(OH)D — Boau 1o HamansBaHe Ha
HuBarta Ha 1,25(OH)2D ukanuui.

b) Aminogluthetimide

® AHTUKOHBYJICUBHO CPEJCTBO
13



® Hauun Ha nerictBue: Ookupa enzumure: 20,22 desmolase (CYP11A1), 11B-
hydroxylase(CYP11B1).

e Jlosuporka: 2x500 mg mo 2x1000 mg (maxc 2000 mg) p.0. [IpoabIKUTETHOCT — 110
NpeleHKa Ha JICKyBaIIUs JeKap.

¢ CrpaHUYHU JACHCTBUS: aCTCHHS, OOPUBHU, XUIIOTUPECOUTU3IBM, XEMOTOJIOTHYHI
OTKJIOHEHHSI, C BPEMETO — TOJIEPAHC KbM JICKAPCTBEHUS MTPOTYKT.

B) Etomidate - M11a30J10B JepUBaT, KOMUTO C€ MpUiIara KaTo aHeCTETHUK.

Karo crpanndeH edekT ¢ yCTaHOBEHO IMOTHCKaHE Ha HaaO0bOpedHaTa
GbyHKIHS.

OOwnyaiinata mo3a e 2.5 - 3.0 mg/uac BEHO3HO B 3aBHCHMOCT OT
0a3uCHUTE KOPTH30JOBH HHBA.

EtoMunaTeT € e(deKTHBEH aapeHOJIMTHK, KOWTO JeicTBa OBP30, HO
HeroBata ymnorpeba € OrpaHMYeHa I[OpaJud MAPEHTEPATHOTO My
MIPHIIOXKEHHE.

I') Anpenosmutnum - o,p’DDD  o,p’DDD  (opTo,napa’auxsopo-audenuni-
JAUXJIOPOETAH)

Hauwn Ha neiicTBue: MUTOTOKCHYEH €(PEeKT BHPXY HAAOBOPEYHO-KOPOBHTE KIICTKU:
“XuMUYecKa ajpeHosekTomMus” + OoKkupaHe Ha crpeouaorenesara: 20,22 desmolase
(CYP11A1) u 11p-hydroxylase (CYP11B1).

EdexrpT HacThBa 6aBHO

HozupoBka: 3-4 g — max. 12 g. [IpogbmkuTenHOCT — MO TpeleHKa Ha
JIeKyBaLIHs JeKap.

JIumouiaHO BemeCTBO, HATPymnBa Ce€ B MacTHaTa TbKaH, JIbIbBI
MOJTy>)KMBOT, OaBHO HacThIIBaHE Ha eekTa. He BUHAru eQexTsT € TpaeH.

OHCHKa Ha e(l)eKTa OT JICYCHHC - CBO60,Z[CH YPUHCH KOPTHU30J U CIIOHYCH

KOPTHU30J1.

o,p’DDD yCKOpsiBa YepHOIPOOHUS MeTab0IN3BM Ha
TNIIOKOKOPTUKOMAUTE — TIpU HACThBaHE HAa XHUMOKOPTHIM3BM -
HEOOXOJMMH  TO-BUCOKM  JIO3M Ha  3aMECTBAllO  JIEYECHHE C
KOPTHUKOCTEPOUIN).

CTtpaHu4HU ePeKTH:

CroMamHo-4peBHU: TajicHe, 6e3aneTuTue, MOBPhIIaHe
UepHoapoOHO yBpexaaHE -X0JecTas3a

Hesposiornunu: arakcus, nenpecust
XUnepxosaecTepoaeMust

I'maexomacTus

Teparorenen edexr /2-5Sroaunu/

3.3. bilokepH HA ITIKOKOPTUKOWJIHUTE PelleNTOPH :
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e Mifepristone — 300-1200 mr gHEBHO.
3.4, JleyeHHe HA eKTONMUYEH CHHAPOM Ha Kymuur

1. JleueHue, HACOYEHO CpPEIy TYMOpA: XUPYPruIHO (METOJ Ha U300p).
2. JledyeHne, HACOYEHO Cpelly Haa0BOpeuHuTe >KJIe3u (B cCiaydald Ha HEYCIeX OT
XUPYPrUYHOTO JIEUEHUE)

e JlekapctBeHa Tepamusi (oOMYaiiHO: OJIOKEpHM Ha CTEpOMIOTeHe3aTa HIIH
OJIOKepUHA TIIOKOKOPTUKOUIHHUTE PEIENTOPH, MHOTO PSIKO JIOMaMHHOBH
arOHMCTH WM COMAaTOCTaTUHOBHU aHAJIO3M) — Pas3riieJaHH MO-TOPe WIN

® IByCTpaHHA aJpEHAJICKTOMHUSI.

3.5. Jleuenue na AKTX-ne3aBucuma gopma na CK:
MeTtox Ha U300p: ONEPATUBHO JICUCHHE

e Kopruson mnpoayuMpamy aJeHOMH: €IHOCTpaHHA aJCHOMEKTOMHsS WIM IIPU
HEBB3MOXKHOCT a/Ip€HAJIEKTOMUS (110 €HIO0CKOICKU BT WM KJIACHYECKa JIATaPOTOMMUS).

¢ KopTtuszon npoayuupamy KapuuHOMH — €AHOCTPaHHA aJpEHAJIEKTOMUS, [IPU HAaJIM4ne Ha
MeTacTa3y - 0 Bb3MOKHOCT OTCTPaHsSBaHE Ha METACTa3UTe MO ONepaTUBEH IbT (Hali-Beue
YEPHOIPOOHH).

¢ AKTX- He3aBHCHUMH MUKPO- U MAKPOHOYJIEPHU XUIIEPIIA3UU — ABYCTPAHHA
aJpEHAIIEKTOMHS.

VYcll0)KHEHHs Ha ONEPAaTUBHOTO JeUeHHE: TPOMOOEMOOINYHN YCIO0KHEHUS (BUCOK pHUCK!);
XeMaToOM OK0JIO OBbOpeka WM onepaTUBHATa paHa, MH(QEKTHpaHe Ha olepaTHBHATa paHa U
np. IlocronepaTuBHO ChILECTBYBAa PUCK OT XMUIOKOPTULM3BM — OOJHUTE cieaBa Ja ce
XOCIUTANIU3UPAT B CHELMATU3UPAHO EHAOKPUHOJOTUYHO OTACJICHUE/KIMHUKA U Cle]
u3cieABaHe Ja ce€ 3alo4yHe CHUCTEMHO 3aMECTBAIlO JIedeHHE (TJIFOKOKOPTUKOUAN U
MUHEPAJIOKOPTUKOMAN Tpu  HeoOxoaumoct). Ilpu  1BycTpaHHa  aJpeHaJIEKTOMUS
3aMECTBAIlOTO JIEYEHUE € 10 KUBOT. IIpm egHOoCcTpaHHa - 10 BB3CTAHOBSABAHE Ha
(GyHKIMATA HA KOHTpaJlaTepaHaTa kKJie3a.

[Ipn HanOGBOpeuHN KapIIMHOMU OCBEH ONEPAaTUBHOTO JICUEHUE CE€ IMPOBEXkaa U
Jlexapcmeena mepanus c el perpecust Ha TyMopa 1 MeTacTa3uTe.
® Pesynraru: 25-30 % perpecust HaTymopa
e [lpy BUAMMO TOTAJIHO OTCTpaHsABaHE Ha HAAOBOPEUHHS KapIUHOM
MIPUJIOKEHUETO My BOJIM JI0 YBEIHMYaBaHE HA MPEKUBAEMOCTTA 2-3IIBTH.
® [IvpBoeramnHo JekapcTBEHO cpeacTBo: 0,p’ DDD camocrosTenHo uiu B
koMmOuHaims ¢ KeTokoHazomm — pasriie1aHuIo-Tope.
[Ipu aBaHcupanu KapuuHOMU: XUMHoTepanus: Eronosua, JJokcopyounun, Llucinarum,
CaMOCTOSITEJTHO WK B KomOuHarus ¢ o,p’ DDD. bonausT ce HacouBa 3a pOBEk1aHE HA
xuMuorepanusaTa B OHKOJIOTHYEH LIEHTBP.
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Pe3y.11TaTn OT KOMIIVIEKCHOTO JI€YCHHUE HA NMMAINUCHTUTE CbC CHHAPOM Ha Kyuer

¢ Jloka3aHO NepcUCTUpaHE Ha META0OJUTHUTE OTKJIOHEHUS Ha 5 T. Ciell IOCTUraHe Ha
pemucus Ha 3a00JIsIBAHETO
® [lepcuctupaHe Ha NCUXWYHU U KOTHUTUBHM IIPOMEHHU.

® TpaliHO BJIOIIEHO KaYECTBO HA JKUBOT.

¢ (CkenetHu aedopMalii OT €BEHTYaTHU (HPAKTYPH, BIOMIABALIH JTOITBIHUTEIHO
¢dm3rueckus U QyHKIMOHAJICH KalauTeT Ha MAIUEeHTUTE.

Hosu npenapatu /BB (aza Il Ha KTHHUYIHU TpOyYBaHUS/:
e Levoketoconazole — nepopanna dpopma
e Osilodrostat (LC1699) — nepopanta hopma

4. XUIIOIIUTYUTAPU3IBM (MKB E23.0)

XUNONUTYUTAPU3MBT IIPEJCTABIISIBA ChCTOSIHAE HA YACTUYHA WM IIbJIHA HEIOCTaThYHOCT HA
XOpPMOHAJTHATA CEKPEIUs OT MPEIHUS JsUT Ha Xunodmusara.

Mo:xe ce moapasacjau Ha:

BPOJICH WJIM NPUAO0OUT;
I'bpPBUYEH /XUNO(U3EH/ WIN BTOPUUYECH/XUTIOTAIAMUYEH/;
OpraHuveH WK (PYHKINOHAJICH;

JJaTCHTCH HJIN MaHI/I(I)eCTeH;

NS NEE NI NI

H30JIMpaH NI MHOXKXCCTBCH.

XHHOHI/ITyHTapHZiM’bT MOYKE 1a Bb3HHKHE B PE3yJiTAT HA HAKOJIKO TUIIA IPUYIUHH:

TYMOpH;

CHJIOBH HapYyIIICHUST,
MHOUITPATUBHU MPOIIECH;
YepernHo-MO3bUHHU TPaBMH;
UMYHOJIOTUYHU HAPYIICHHUS;
ATPOTE€HHO BB3JIEHCTBUE;
WHEKINU;

HIUOIIAaTUYCH XUIIOIIUTYUTAPHUIBM,

D N N N N N U N NN

U30JIMPAH XUMIOIUTYUTAPUIBM;

4.1. XunonuTyuTapu3bM — KIIMHUYHA KAPTHHA

Koptuxorponen aepuunt: Ocmuvp - U3TOLIEHHUE, CITa00CT, rajieHe, MOBPBIIAHE, ChI0B

16



KOJIAIIC;

XpoHnuuen - cnabocT, 06Je10CT, aHOPEKCHsI, OTCIIA0BaHE, XUIOTIMKEMUS; TIPH Jielia - 3a0aBeH
pacrex

Tupeorponen gepuumT: ymopa, 3anex, 3MMOPHUYABOCT, yBeJIMYaBaHe Ha TETJIOTO, CyXa
KOXa, Kocona, Opaaukapaus, 1pe3raBoct, 3a0aBeHN MEHTAJIHH MPOLIECH.

I'onagorponen nepuuurt: /leya - 3abaBeH myOepTeT; Kenu - 3arydba Ha JUOHIO,
IHCTIAPEYHHS; OJIMTOMEHOpEsl, aMeHopesi, UHYEPTUWINTET, OCTEON0pO3a, MPEKACBPEMEHHA
aTepockieposa; Mwoice - 3aryda Ha uOUI0, HApYIIEeHa ceKcyalHa (QyHKIUS, pelylupaHo
OKOCMSIBaHE; HAMAJICHH MYCKYJIHA U KOCTHA Maca, aHEMHUSI.

Pacre:xen nepuumt: /Jeya - 3a0aBeH pactex; Bv3pacmuu - BIOIIEHO Ka4eCTBO HA KUBOT U
HamasieH (PU3MYEeCcKH KamanuTeT. Y BeTMueHa MacTHAa Maca U peAylrpaHa MyCKyJIHa Maca.
HamansBane Ha KocTHaTa MUHEpaJIHA TUTBTHOCT U TIOBUIIABAHE HA CHPIACYHO-CHAOBUS PHUCK.

Ha wuscnenpane 3a peduuur Ha PX mojsie:xar BCHUKU BB3PACTHH, IPH KOUTO Ca HAIIUIIC:
aHaMHe3a 3a JeUIMT Ha PACTE)KEH XOPMOH B JIETCKA Bh3pacT; 3a00JsIBAHE HA XHITOTAIAMO-
xurnodu3apHaTa 00JacT W/WIM ONEPaTHBHO/ JIbUENCUeHHE B Ta3W OO0JACT; aHAMHE3a 3a
TpaBMa Ha IJ1aBaTta; APYTH TPOIHU ACPHUIIUTH.

4.2. XunonuTyuTapu3bM — IMArHo3a

» bBa3ucHu u3cjeaBanus Ha Xunogu3apHUTe XOPMOHM:

v’ Adpenokopmuxanna oc: CEpyMeH KOPTU30JI B 84;

V' Tupeouona oc: Cs. T4, TCX

v' T'onaoua oc:
-MBbX€e — TeCTOCTepOoH, JIX, PCX;
-)keHH — ectpaanod, JIX, ®CX, nporectepos;

v' TIponakTus;

v IGF-1;
-HHCKOTO 32 ChOTBETHaTa BBh3pacT HUBO Ha IGF-1 (pu oTchCcTBUE HA EKOMIIEHCHpPAH
3axapeH quadeT, TeKKO YepHOIPOOHO YBPEKIaHE | JIP.) € IOCTAThYHO 3a JIOKa3BaHE HA
XUIIOCOMATOTPOITU3BM TIPH HAJTUYHE HA MOHE 3 JAPYTH TPOIHHU ACHUIMTH, TOKa3aHa B
JETCTBOTO T€HETHYHA aHOMAJIMS WJIM HeoOpaTHMa CTPYKTYpHA JIe3Us B XUIIOTajIaMo-
xurnogu3zapHaTa 00JIacT KaTo MPUIHHA 33 XUIIOMTUTYUTAPH3IBM.

» CTHMYJAIMOHHM TeCTOBE 3a MpeAHATa Xunopusa

- TecT cb¢c CHHAKTEH, TECT C KOPTUKOTPOITUH — OCBOOOKaBaIll XOPMOH;
- TECT C TUPEOTPOIHH OCBOOOKIaBaIll XOPMOH;

- TeCT C TOHAaJJOTPOIIUH OCBOOO1aBall] XOPMOH;

- KOMOMHHUpaH TECT C TPOITHH XOPMOHH;

- UHCYJUH-UHIYIUpAaHA XWIIOTJIMKEMUs: ,,37IaT€H CTaHaapT’ 3a JOKa3BaHEe Ha
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XHIIOCOMATOTPONM3bM € MUK Ha PacCTEeKHHsI XOPMOH B xoja Ha Ttecta < 5.1 mxr/JI).
Korato Toii € mpotuBomnoka3an (mpu anamuesa 3a enuiencusi, UbC, npexussin OMU
i MU, npomenu B EKT', Hanpennana Bb3pact), cieaBa Ja ce MPUIOKaT: TECT C
PXPX + ApruHuH W/WIA CTUMYJIAIMOHEH TECT CTITFOKArOH.

- Ilpu cbMHEHHE 3a U30JUPAH XUIIOCOMATOTPOIIU3BM € HEOOXOAUMO MOTBBPKIABAHETO
My IOCpPEJICTBOM 2 CTUMYJAIMOHHU TecTa. HopmalHOTO 3a ChOTBETHAaTa Bb3pacT
HuBo Ha |GF-1 He wu3KkimoyBa XurocoMmaroTponu3bMm. l[lpenu u3BbBpIIBaHETO Ha
TECTOBE CJIeJ[BA J]a € MIPEYCTAHOBEHO €BEHTYANHO MpeiiecTBamio Jeyenue ¢ PX Haii-
MaJKO €IUH Mecell Npeau AMHAMUYHHsS TecT. HeoOXoammo e chIio ajeKBaTHO
3aMeCTBaHE Ha OCTAHAINUTE XUITOPU3APHHU TPOITHUACHUITUTH.

4.3. XunonuTyuTapu3bM — JjieyeHue

1. Jleuenue Ha BoAemIaTanpuINHA

2. XOpMOHAJTHO 3aMeCTBaNIOJICUCHUE
Menn:

= HOCTI/IraHe Ha HOpMAJIHA HUBA Ha XOPMOHUTC,
= Bb3cTraHoBsABaHE Ha HOpMaJIHaTa (I)I/ISI/IOJ'IOI"I/ISI;
= Bb3cTaHOBsBaHE Ha KAUE€CTBOTO Ha KUBOT upe3 06yquI/Ie Ha OOJIHHUTE.

XI/IHOCOMaTOTPOHI/ITbM - 3aMECTBAIIOTO JICYCHUC C YOBCIIKHU peKOMﬁPlHaHTeH PacCTEeXKEH
XOPMOH ITpH BB3paCTHU LEIN HO}106p$IBaHe Ha Ka4€CTBOTO Ha XMUBOT, HA TCJIICCHUA ChCTAaB U
CTPYKTYypa, Ha KOCTHATAa MUHCPAJIHA INITBTHOCT U HA CHbPACUYHO-CHA0OBHA PUCK.

Yopemku peKOMﬁﬂﬂaHTeH PACTECKEH XOPMOH

» HavajHaTa JI03a 3aBUCH OT Bh3pacTTa Ha mamuenTa: rnpu jmna < 30 rox — 0.4/0.5 mr
JTHEBHO (TIpH MOpACTBAIIM MOTaT Jia Ce pHIaraT ¥ MO-BUCOKH HAYATHH JI03H); TIPU
muna > 30 roxg — 0.2/0.3 Mr aHeBHO (MPU MO-BB3PACTHU TAIMEHTH C€ Mpuiarat
MUHMMaJIHU AHEeBHU A03u oT 0.1/0.2 mMr ¢ mo-6aBHO TuUTpupane). OnuThT npu
nauuveHTu > 60 rog eorpaHuyeH.

» TpU JTO3UPAHETO CJieJBa Jla Ce B3eMaT NPEJIBHI U I0jJla Ha MAaIlUeHTa, KaKTO U
HAJIMYUETO Ha CHITHTCTBAIIA MTEPOPAIHA ECTPOTEH-3aMeCTBalla Tepansl MPUKECHH.

» JICUCHUETO Ce TUTpUpa mpe3 1-2 Mecela, KaTo yBEIMYaBAaHETO HA CyOCTHTyHpaliaTa
no3a ciensa aa owsae ¢ mo 0.1-0.2 mr qo mocturane Ha cepyman HuBa Ha |IGF-1 okoo
cpenara Ha HOpMaTa 3a ChOTBETHATa Bb3pact. [IpenopruBa ce MpuI0OKEHUETO Ha Hal-
HUCKaTa eeKTUBHA /1032, KOSITO HE BOJIH JI0 HEXEITAHUPEAKITUH.

» MuHuMaTHATa TPOABIKUTEIHOCT Ha TepaIusaTa 3a pasrpbllaHe Ha MBJIHUSA ePeKTHA
PX e 2 roamHu, kaTto mpu Jurca Ha eQeKT OT JICUCHHETO MOXKE Ja ce 00ChIu
MPEyCTaHOBSIBAHETOMY.
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HpOTI/IBOHOKaSaHI/IH 3a 3aMCCTBANIIO JICUYCHUC!

Hanuuue Ha naHHM 3a aKTUBEH TYMOPEH IIPOLIEC

OcCTpOo KPUTUYHO CHCTOSIHUE

[TponugeparuBHa nuabeTHa peTUHOMATHUS

NHTpakpaHuanHa XUnepTeHs3us

CBpPBXYYBCTBUTEIHOCT KbM AKTUBHOTO WJIM ITOMOIIHUTE BEIIECTBA

bpeMmeHHOCT 1 KbpMEHE

Hexenanu JICEKAPCTBCHU PCAKIIMMA U CTPaHUYHU SABJICHUA:

[lepudepuu orony;

ITapecrte3nu;

ApTpajiruu ¥ MUaJTuy;

CuHIpoM Ha KaprajHUs TyHE,

JloGpokauecTBeHa UHTPAKpAHUAIHA XUIEPTEH3Us, THHEKOMACTUS (M3KIFOUUTETHO
peaKu).

MOHI/ITOPI/IpaHe Ha 3aMECTBAIIOTO JICYCHUC CJICZBA J1a CC U3BBPIIBA HA BCCKU 6 MEcCf€la CJICa

JOCTHUI'aHC Ha OIITHMaJIHaTa C}’6CTI/ITYI/IpaHIa A03a ¢ OICHKA Ha KIIMHUYHUA OTTOBOP, KaKTO U

Ha:

Hexenanu win CTpaHUYHM peakLny;

OOuKkosnka Ha Tajus; MIa3MeHa TII0K03a Ha TJIaIHO, JIMITUACH PO

IMonabprkane croitHoctute Ha IGF-1 okono cpeaara Ha HopmaTa 3a ChOTBETHATA
BB3pacT;

3amecTBaIllOTO JEUEHUE BbB BPb3Ka C OCTAHAIUTE TPOITHU ACPUINUTH (BB3MOXKHO €
noHwkaBaHe Ha HUBaTa Ha CT4 u cepyMHUSKOPTHU30);

MPT Ha xunoranamo-xunogpusHaTa 00JacT 3a MpeLeHKa Ha JUHAMUKaTa B pa3MepUTe
Ha TyMOpHaTa Gopmalus (ako TakaBa € HaJM4yHa NP CTapTUPaHE Ha TEpaIusiTa);
Ocreoaen3utTomMeTpus (Hail-paHO 2 TOJIMHU CJIE 3aII0YBaHE Ha JICUSHUETO),
AnTuanabeTHaTa Tepanus npu AuadeTuy (Bb3MOXKHO BJIOIIaBaHE HAa MHCYJIMHOBATA
4yBCTBUTEIIHOCT)

XHNOKOPTHIU3BM — IIPETIOPHUBA CE€ 3aAMECTUTETHO JICYCHUE C KOPTUKOCTEPOUIH:
XunpokoptusoH (20 mr/nueBno); [Ipeaanzon — (5-7,5 mr/aqHeBHo). O0HYaiiHO HE €
HE0OX0aMMO J100aBsHE HA MUHEPATOKOPTUKOUTH.

>

Edekr oT neueHneTo — MOHUTOPUPAHETO Ha TepanusiTra ce 0a3upa Ha KIMHUYHUTE
NpU3HAIIY TTOPaJIX JIMTIca Ha 00EKTHBEH 1abopaTopeH MmoKasarel.

CrtpaHn4HU eeKTH - 0CTEONOpO3a, XUMEPTOHUS, 3aTIBCTABAHE, HAPYIICH TIIIOKO3EH
TOJIEPAHC U JAp. /MOAPOOHOCTH B pa3nen Haa0BsOpenn/.

[To BpeMe Ha jieku 3a00JsBaHUS Ce MPENOPHUBA YBEIMYaBaHE HA TIepopaiHaTa j103a 2-
30bTH.

[Ipu cepro3nu 3a00ysIBAaHUS /TPAaBMH, OTNIEpaIiiyi/ ce MpUiIaraT BEHO3HH alIMKaIluy Ha
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xuapokoptu3oH 1 00-150mr/aHeBHO.
» 3aIb/DKUTENHO € TAMEeHTHTE J1a HOCAT MOCTOSIHHO TPUBHA, KOSTO Ja 0003HavaBa
OoJsiecTTa UM, Taka 4e IpH CIEUIEeH cilyyail 1a UM ObJie TOCTaBEH KOPTUKOCTEpOm !

XHUNOTHPEOUIN3bM - TIPEIM 3alI0YBAHE HA TUPECOUTHA CYOCTUTYIUS TPSAOBA J1a C€ M3KIIOYH
KOPTH30JI0B Je(UIIUT, 32 Ja HE Ce NPOBOKHpa AJMCOHOBA KpH3a MOpPaId YCKOPEH
KOPTHU30JIOB KIIHMPBHC. JleuenueTo ¢ KOPTUKOCTCpOU AN MNpCAIICCTBA IMPUCMAHCTO Ha L-
thyroxin.

» Hauannata 1032 Ha JIEKapCTBOTO 3aBHCH OT BB3PACTTa U CHITHTCTBAIIUTE
3a00I1BaHMs HA MAINEHTA;

» fT4 — mapkep 3a ajgekBaTHa J103a, KOWTO ClIeBa Ja CE MOJAbp)Ka B rOpHATa IPaHMIIA
Ha Hopmara. llpm mnpemo3upaHe HaA TUPECOUIHHTE XOPMOHH € BB3MOXKCH
HeOaronpusITeH e)eKT BbPXY ChPACYHO-ChJIOBATA CHCTEMA /TIPEACHPIHO MBKICHE/ U
KOCTHATa IUTBTHOCT /0COOCHO Ha ()OHA Ha JIPYTU MPEANOCTABKH KAaTO XUIIOTOHAIU3bM
1 Ne(UIUT HAa PaCTEKEH XOPMOH/.

XHMIOrOHAAU3BM - IMPOBCIKAA CC€ CTaHAAapPTHA XOPMOHO-3aMCCTUTCIIHA TCpallus IIpU KCHU H
CY6CTI/ITy1_II/I$I C aHAPOI'CHU — IIPU MBIKEC,

» Ilpu xenanme 3a ¢deprunmmrer — pexomOuHaHTHU (popmu Ha PCX um JIX. Ilpm
XUIOTaIaMUYHa Jie3ust — mysicatuBHa Tepanus ¢ LH-RH /monpo6uoctu B paznenure
MBKKHU U )KEHCKUXUIIOTOHATU3BM/ .

4.4 KoMOMHMPAHO JieyeHHe HA MAHXUNOMUTYUTAPUIBM

A\

Xunokopruru3bM: Prednisone 5-7.5 mg/d; Hydrocortisone 15-30mg/d.

Y

Xunorupeonanssm: Levothyroxin 100-200mcg/d.

> XUMOTOHAIU3BM: X3T ¢ CCTPOTICHU U I'CCTAI'CHU IIPU KCHU, CY6CTI/ITYI_II/I$I C
TECTOCTCPOH IIPHU MBIKE;

A\

Pacrexen xopMoOH;

» Ammypetrnn SD npu chIIbTCTBAI MHCHITHICH THA0ET.

JleyeHNEeTO MpY XUTIOTUTYUTAPU3bM /TOTAJICH WU TapiuaneH/ € 70>)kuBoTHO. [lanmenture
cienBa na ObaaT MHGOpPMHpAHM 3a PUCKOBETE OT CaMOBOJHO IPEYCTAHOBSIBAHE Ha
JICYEHUETO.

5. BE3BKYCEH JUABET (E23.2; N25.1)

besskycHusaT nuaber (b/]) e kimHMYEH CHHIPOM, KOWTO C€ XapaKTepu3upa C MOBHIICHA
eKCKpEelrsl Ha YPUHA C HUCKO OTHOCHTEIIHO TETJIO MOpajy a0COIOTEH WM OTHOCUTEIICH

20



[[e(bI/II_[I/IT Ha aHTUAUYPCTUUYCH XOPMOH, PE3UCTCHTHOCT KbM HeﬁCTBHeTO Ha XOpMOHa HUJIN
CKCHCCHUBCH IMPUEM HAa TCUHOCTH.

5.1. Buaose:

- Ientpanen 6e3kyceH auabdet(E23.2)
- Hedporenen 6e3Bkycen nuadet(N25.1)
- T'ecranmonen 6e3BKyceHIHAOET

- IIbpBuunHa nomuauncus (ICUXOreHHa, UIICOTEHHA)

5.2. KnuHNYHA KAPTHHA M YCJIOKHEHUS:

s Tlomuypus 5-20 1 qHEBHO ¢ TOCINeABaIIa NomuaAnIcHsa. HukTypusra e yecta u Moxe
na Obae mepBo orulakBaHe. [Ipu genara 3a0o0isBaHETO MOXKE Ja c€ U3SBU KaTo
CHype3a;

% be3cbHHE, HEBPACTEHHUOIUIAKBAHUS;

¢ Ilpu Ge3ch3HaHME WM HEJOCTATHYEH NPHEM Ha TEUHOCTH - AEXUApATaIHs,
XHIIEPTOHUYHA €HIe(aONaTHs] HCMBPT;

¢ Ilpu Texka nonuypus - pa3mIMPeHUe Ha MUKOYHUS MEXYp U MHEIOKaJIHUKCHATA
cucTeMa JOXUIpOoHePpo3a;

¢ Ilpu nena c HenekyBaHa ObOpeuHa popma Ha Oe3BKyceH aualeT - 3a0aBeH pacTex U

XHIepTpodusi Ha TEHUTOYPUHAPHUS TPAKT.

5. 3. lnarnosa:

*
°

BJI Tpsi6bBa na ce momo3upa npu auypesa Haa 4 1 3a 24 gaca /30-40 mu/kr/24y/ u
OTHOCHTEJHO TerJio Ha ypuHaTa noj 1005 /ypunen ocmonanuret o 200Mocm/Kr/.
% KuiupbHc Ha cBOOOIHATA BOJA - C MOJOXKUTEINCH 3HAK /TUTA3MEHHUAT OCMOJIAIIUTET €
M0-BUCOK OT YpUHHHMS/ U TIpo0a C kaJyBaHe;
« PasrpannuaBaHeTO Ha 1eHTpajeH oT HedporeHeH b/] ce n3BbpIBa Upe3 Tecrta ¢
Adiuretin SD;
< Tlpu HEOOXOIUMOCT MOKE JIa C€ M3BBPIIBAT IOMBJIHUTEIIHA TECTOBE (HUKOTUHOBA
npoba, onpezaensHe Ha IJIa3MEH Ba3ONPECHH, TECT C XUIMEPTOHUYEH Pa3TBOp Ha
HATpPHUEB XJIOPHN);
»  OOpa3HH HU3CIeIBaHUS 110 MPETICHKA OT CIEIHAJIHCT.

L)

5.4. Jleuenmne:

l[er: Aa CC HaMaJISIT YYBCTBOTO HaA KaXKJa W MNOJUYypHATA OO0 CTCICH, KOATO IO3BOJIABA Ha
ManueHTa Aa noaAbprKa HOPMAJIHO Ka4CCTBO HaA KUBOT. HpOIL'b.H)KI/ITeJIHOCTTa U MHTCH3UTCTA
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Ha TepaluiaTa CC ONMPCACIIAT MHAUBHUAYAaJIHO 34 BCCKU MALUCHT.

5.4.1. Ilpu yenmpanen 6e36Kycen ouadem- 0CHOBHO € CYOCMUmMYUPAUIOMo 1eueHue c:

Desamino-8-D-arginine vasopressin - (DDAVP, desmopressin) cHHTeTHYEH aHAJIOT Ha
Ba3oIMpeCHuHa:

X I[e3aMI/IHI/IpaHeTO Ha II'bpBaTa aMUHOKHUCCIIMHA MUCTCHUH IMOBUIIIaBa aHTUAWYPCTUIHUSA
edexT,

X 3aMecTBaHETO HA JIIBOBBPTAINA apruHUH C JACHOBBPTAIIA HA 8-MO MSICTO HaMaJlIsIBa
HPECOPHOTO MY JICHCTBHE U YABIKaBa eeKTa My.

Cmpanuunu egexmu - TiaaBo0ONME, TajeHe, MOJAyBaHE HAa HOCHATA JIMTABHIA, PUHHTH,
3auepBsABaHE Ha JIMIETO, KOPeMHH O0JKH. [Ipu OOJHH CHC CHPIAEYHO-CHIAOBH 3a00JISBAHUS
MO-BUCOKUTE JI03M MOTarT Ja MpPEJU3BMKAT CTEHOKApAWS M IOBHUIIEHHE Ha KPBBHOTO
Hasirane. Pe3uCTEHTHOCT, IbIKAIA Ce Ha MPOIYKIIUSA Ha aBTOAHTHUTENA, IIPAKTHIECKH HE CE
HaOmoaBa. Pa3BUTHETO HA XHUIOHATPEMHUS /MPH  aJC€KBATHO ONpeeieHa 033 Ha
JIEKapCTBEH MPOIAYKT/ € PSAAKO ¥ OOMKHOBEHO TOBOPH 33 HAPYIICHUS B IICHThPA Ha JKaKaara
WM HECIIa3BaHe Ha TEPANCBTHYHUTE MIPEMOPBKU OT CTpaHa Ha namnueHTa. Moxe 1a Obie
HHIMKALKUS 33 CIMpaHe Ha jieueHneTo ¢ Desamino-8-D-arginine vasopressin u mpeomeHka Ha
JMarHO3aTa.

HpI/I npeao3npaHe ce Ha6n}oz[aBa 3aIPBbKKa Ha TCEYHOCTHU, XHUIIOHATPUCMUSA, BOJHA
HHTOKCHUKaAIUsA (MOHI/ITOpI/IpaHe Ha TCJICCHO TCIJI0, HAJIMYUC Ha OTOH, CCPYMECH HanHfI).

AcuMmnToMHaTa JIieKa XWIIOHATPUEMHUS Ce€ JICKyBa upe3 CIHpaHe Ha NPUIOKECHHUETO Ha
ACCMOIIPECUH U OTpaHNYaBaHC HAa IIprUEMa Ha TCHHOCTH. HpI/I TCXKKAa XUITOHATPUCMUA OOJIHUAT
CC XOCHHUTAJIM3Wpa B HHTCH3MBHO OTACIICHUC H CC IpuUjarat I/IH(i)y3I/II/I Ha XHUIICPTOHUYCH
pa3TBOp Ha HATPHEB XJIOPH/I.

Dopmu Ha npunodicenue:
% Hepopamnu popmu: tadm. 0.1 mr u tadn. 0.2 mr. Cpexna nueBna go3a — 0.1-0.2 mg

TPH IIBTU JTHEBHO.
* Hasasien mmpeii/Ha3annu kanku J{HeBHa mo3a: 5-40 pg /1-8 xanku/, pazaenenu Ha 1-3

npremMa/IHeBHO.
% Dapenrepannu npemnaparu /amnynu 4pg/ml 3a s.c., i.m., 1.v./, umar 5-10 obTH M0-
MolieH edeKT oT HHTpaHa3amHuTe Gopmu. M3nomsysar ce psako - mpu jaena, 00IHU

Clie]l ONEepaTUBHU MHTEPBEHIMH W OOJIHM C HamalieHa pe3opOIus Mpe3 HocHaTa
nurasuna. JlneBHara go3a € 2-4 g MyCKyJIHO WJIMBEHO3HO.

JIpyru HeXOpMOHAJIHM NpenapaTu:
> Kapoamazenun — tabn. 200 mg; ctumynupa ocBOOOXKIaBaHETO U HepUEPHUSL
edexT Ha BazonpecuHa. [Ipuiara ce B MOCTENIEHHO MOBHIIABAIIN CE JIO3U JI0 MOIbpiKamia: 2-

3x200mg/nHeBHO.
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% Jluypemuyu: TEXHUAT TAPaTOKCAJICH aHTUIAMYypeTHYEH e(eKT ce OOsICHsABAa C
HETaTHBHUs COJIEB OallaHC, KOWTO MpEeIU3BUKBAT M HaMallcHaTa TJIOMEpYJIHa (QUITpaIys, B
pesyiraT Ha KOETO Ce yBeludaBa peabcopOImsaTa Ha HW300CMOTHYHH TEYHOCTH B
npokcumanuus Heppon. Haii-uecmo ce uznonzysam caruouypemuyume. Hydrochlorothiazide
T. 25 mg B aHeBHa m03a 25-50 mg u Chlorthalidone - 50-100 r gueBHO. B penku ciydau ce
HaOJII0/1aBa XMITOKAJIEMHUs, KOSTO Hajara MepUoAMYHO MPOCIIE/siBaHE Ha CEPYMHHS Kalui H
CBCHTYAJIHO MIPUEMAaHe Ha KAJTMEBH TPEIapaTy.

5.4.2. Ilpu HeporeHeH Ge3BKyceH quadeT:

% XpaHUTEJCH PeXKUM C HaMaleHo chabpkanue Ha nporennu U NaCl ¢ uen namansiBane
Ha OCMOTHYHOTOHATOBApBaHE;

% CanuanypeTHIy;

¢ bnokepu Ha mpocTariaHaMHOBaTa CHHTE3a - Thil kato PGE2 nuxubupa edekra Ha
Ba3ONpEeCHHa Ha PEHAIHO HUBO - HMuodomemayun /indomethacin/. doza 100-150 mg
JTHEBHO, CAMOCTOSITETHO WIM B KOMOWHAIMA C THAa3UO UMa J0OBP €PEeKT Npu HIKOH
O0oman ¢ HedporeHeH Oe3BKyceH nuaber. KomOMHanusATa OT XHUIIOHATPHEBA TUETA U
CTaHIAPTHHU JO3HM XHIPOXJIOPOTHA3WA, aMWJIOPHI WJIM WHIOMETAIlMH MOXXE Ja CHWXKHU
nonuypusita ¢ 50-70%.

% Amunopuoem /amiloride hydrochloride/. CpenctBo Ha wu300op 3a JcueHHEe Ha
0e3BKyceH AualeT, MHAYLUpPaH OT JIUTUH /TIpH JuIica Ha ObOpedHo yBpexaaHe/. BeposTHo
aMWJIOpUIBT OJOKHMpa JuTHeBaTa peabcopbuuss B auctanHus HeppoH. EdexrsTr My e
Mo00eH Ha TO3W Ha THA3WAHWUTE TUypeTHIH. Komounupanemo na amunopuo u muazuou
MMa aIMTHBEH €(PeKT 1 HaMaJsiBa OMACHOCTTA OTXUIIOKAIEMHUSL.

% Bucoku 0o3u Desamino-8-D-arginine vasopressin /200-400 pg na3anHo mpe3 8 vaca/
ca edexTuBHU Tpu OosHM ¢ mapuuanHa (opmMa Ha HepporeHeH OE3BKyCeH auader.
[IpakTHyecku TOBa JEUSHHUE HE C€ TIpUIIara Mmopajanu BUCOKATaIeHA.

5.4.3. Tlpu numncoreHeH 0e3BKYCeH AUAdeT: HE ca HaMEpeHU (HapMAKOJIOTUYHH CPEICTBA,
9ype3 KOWTO Jla Ce OTPaHWYM MpHeMa Ha BOAA MpH OONHM C TICUXOT€HHA TOJIHMIUICHS WA
JUTICOTeHEeH 0€3BKYCeH AnaderT.

% Jleuenuero ¢ Desamino-8-D-arginine vasopressin u XJIOpTHA3WI HaMajsBa
MOJIMYPHATA, HO MOXE JIa TIOBEJIE JI0 BOJJHA MHTOKCUKAIUS. XJIOPIPOIaMUABT ¢ Oe3
e(eKT.

¢ Ilpu OomamTe c auncoreHeH OE3BKYCEH AMA0ET MPHEMAHETO HAa MAJIKH 03U
aguypetuH SD Bedep mpenm JisraHe MoOKe Ja HaMaiu HUKTypusta. OCBeH TOBa,
CMaJIaHeTO Ha IIa3MEHHsS OCMOJIAJIUTET TIOTHCKA XKaXKAaTa MPeIu Jla € HaCThIINIA
3HAYMTETHA 33J[phKKa HAa TEUHOCTH. HsiMa OmacHOCT OT BOJIHA MHTOKCUKAIHS, Thil
KaTo MPUEMbT Ha BOJIA € HAMAJICH MIPEe3 HOIIITA.

5.4.4. Tlpu recranmuoHeH Oe3BKyCeH AuadeT: E€IWHCTBEHOTO €(QUKACHO CPEIACTBO €
Desamino-8-D- arginine vasopressin. IIpenopbuBa ce B CHIIUTE MK MAJIKO O-BUCOKH JIO3H
OT T€3U NPH LIEHTPATHUSI O€3BKYCEH TUaderT.
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% TpsabBa na ce uma mpeaBua, 4e Mo BpeMe Ha OPEMEHHOCT HOPMAJTHHUTE CTOHHOCTH
Ha [UTa3MEHHs OCMOJIAJIMTET U HATPUii criajgar ¢ okoio SmEQ/I.

¢ JleuenueTo cienBa a ce NpeKpaTy Npy OT3ByYaBaHe Ha OE3BKYCHHS TUAOET, T.C.
1- 2 cepmuIy cne pakKaaHeTo.
¢ AIWypeTHHBT C€ EKCKpPEeTHpa B MAJIKO KOJIMYECTBO B MIISIKOTO, HO ThH KaTo

abcopOuusTa npe3 racTpOMHTECTUHAIHUS TPAKT € cialda, JEKapCTBEHUs MPOAYKT
HE OKa3Ba BIUSHHUE BbPXY BOJHUS OallaHC Ha JIETETO.

Kpurepumn 3a epeKTUBHOCT HA JIEHEHUETO:

- JIMIICAa HAa KIMHUYHACUMIITOMAaTHKA

- MmoAAbp)KaHe HAa HOPMAaJIeH BOJEH OanaHc ¢ Auypesa OKojo 2-3 11/24 4 mpu Jurca Ha
CUMIITOMHU Ha MPEAO3UPAHC / BOJHAWMHTOKCHUKALIHA,

- HOpPMAaJIHU CEPYMHH €JIIEKTPOIUTH

6. IIbPBUYEH AJIIOCTEPOHU3BM (E26.0)

6.1.0npenesienne:
* Ipyna OT HapyLIEHUs, IPU KOUTO NPOAYKIMATA HA alJOCTEPOH € HECHOTBETHO
BHCOKa, OTHOCUTEJIHO aBTOHOMHA I10 OTHOILIEHUE Ha PEHUH-aHTMOTEH3UHOBAaTA
cucrema (PAC) u He ce moTucKa pu HATOBapBaHE C HATPHIA.

6.2.1le1 Ha JIe4eHHeTO
* Jla ce HaMamAT YCJIOXXHEHMSTa M CMBPTHOCTTA CBBP3aHU C apTepualHaTa
XUIIEPTOHMSA, XUIOKAJTUeMHATa, ObOpeyHaTa M ChbpAEYHO-CHJIOBATA YBpeEla.
HopmanusupaneTto Ha apTepUaJHOTO HaJSITaHE HE € EIWHCTBEHAa el Ha
JICYEHUETO, 3al[0TO BUCOKUTE HUBA HA aJJIOCTEPOH JOIBIHUTEIHO Ca CBbP3aHU
C TIOBHUIIEH CBHPAEYHO-CHAOB pHUCK. (CenoBaTeNHO OCHOBEH KOMIIOHEHT Ha
JICYEHUETO € HOpMaJIM3MpaHe Ha HUPKYJIUPALLUS alI0CTEpOH UIN OJOKUpaHe Ha
MUHEPATIOKOPTUKOUJIHUTE PELIETITOPH.
6.3.luarno3a
» JlmarHo3ara Ha MbPBUYHUS ANJTOCTEPOHU3BM CE MOCTABIUPE3:
— M3ClIe[IBaHe Ha ChOTHOILICHUETOAJI0CTEPOH/PEHNH
— OCBIIECTBsIBaHE Ha NOTBbpAUTENEH TecT /B bbirapus Haii-uecto
ce m3noisBa Kanronpunosrect/

6.4.lndepeHnnanHa AMarH03a u jJe4eHue
* CepuiecTByBaT ABE OCHOBHH (DOPMHU HA MbPBUYHUSAAIIOCTEPOHUIBM:
— ApnenoMm Ha Kon
— HnnonatuueH xunepangiocTepoHU3bM

» JludepeHnmanHaTa 1uarHosa ce MmocTaBsi 4Ype3 U3MOI3BAHETO Ha 0Opa3HU
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METOHM /KOMIIOThPHA TOMOTpadus Ha HATOBOPEUHUTE JKIE3H/

Jleuenueto npu azienoma Ha KoH e onepaTuBHO, a pu uaronaTu4yHara Gopma-
C JIeKApPCTBEHU MPOAYKTH

6.5.JekapcTBeHa Tepanus:

Cnupononakmon

HpI/IHaFa CC IIPpU UANOIIATHUYHUA AJIAOCTCPOHU3BM U IIPU MANUCHTHU C aICHOM Ha
KoH, np# KOUTO OMEPATUBHOTO JICUCHHUE € HEBB3MOXKHO HJIH HEXKETATSITHO
OCHOBEH JIEKapCTBEH MPOAYKT Ha H300p € CITUPOHOJAKTOH- AHTATOHKUCT Ha
MUHEPAIOKOPTHUKOUIHUTE PELEITOPH, ITPOreCTEPOH- PELIEITOPEH arOHUCT,
aHJIPOTCH-PEIECIITOPEH AaHTATOHUCT

Havannara no3a e 12.5-25 mg/nHeBHO eTHOKpaTHO

Tutpupanero Ha go3ata g0 MakcumaiaHa 100 mg/nHeBHO TpsOBa 1a ce
OCBIIECTBSIBA CIIOPE/ HUBOTO HA CEPYMHHUS KaJIHA.

l'[ponmonomnamm

CBpPBXYYBCTBUTEIHOCT KbM aKTUBHOTO BEIIECTBO CIIMPOHOJAKTOH WA KbM
HSIKOE OT ITOMOIIHUTE BEUIECTBA B TAOJIECTKUTE
Texxka 6pOpedHa HETOCTATHUYHOCT

Xunepkanuemus win xunonarpuemus (K > 5.5 mmon/n; Na 130 <mmon/mn)
bpemeHHOCT 11 KbpMEHE

I[Tpu G6onHK ¢ KpeaTHHUHOB KiupBbHC <60 MI/min-1.73m2 tps6Ba aa ce u3mnoi3sa
BHHUMATEIHO NOPaJN PUCK OT XUIEPKAJIEMUS

Hexenanu jiekapCTBeHH peaKIuu

CBbp3aHu ¢ €HJIOKpUHHATA CUCTEMA

Mruxe

- I'maexomactus

- Hamansgsane Ha J'II/I6I/I,Z[0TO
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Kenn

— MeHcTpyaliHu HapylIeHus, aMeHOpest

- OKOCMHBaHe, IIOHM’>KaBaHC Ha rjaca

— EnextponutHu HapyuieHus

- XI/IHepKaHI/ICMI/IH, XHUIIOHATPHUEMHUA

Ennepenon
 Ilpu wu3siBa Ha HEXEJaHU JIEKAPCTBEHU PEAKUUU TPHU
ynorpebata  Ha  CHHPOHOJAKTOH ce pernopbYBa
M3TO0JI3BAaHETO HA CTUICPEHOH
* Emnepenon - BHCOKO CEIICKTUBEH AHTarOHUCT Ha
MUHEPAJIOKOPTUKOUITHUTE PELETITOPU
* Hauannara no3a Ha eplerenone e 25 mg exHOKpaTHO WM ABYKpPATHO
JTHEBHO C TUTPHUpaAHE JO0 MakcuMajHa j03a oT 100mr/nx
* FEmiepeHOH € ¢ TO-HHCKa aHTHU-XWUIIEPTEH3WBHA €()EKTUBHOCT B
cpaBHeHUE ¢hC CIIUPOHOJIAKTOH
IIpornBONOKA3aHUA

CBp”I)X‘-IYBCTBI/ITeJ'IHOCT KbM AKTHUBHOTO BCIICCTBO CIJICPCHOH WU KbM
HSKOCOT ITIOMOIIHUTE BCIIICCTBA B TaOJIETKUTE
Texxka uepHoApOoOHA M OBOpEUHA HETOCTATHYHOCT

[Mpu Gonuu ¢ kpeaTnHUHOB KiMpbHC <60 mMI/min-1.73m2 TpsdBa na ce
M3M0J13Ba BHUMATEITHO TIOPAJH PUCK OT XUIIEPKAJICMHUSL.

Hexenann JIEKAPCTBCHU pPCaKIIUA

Hucka yectoTa Ha cTpaHUYHM €()EKTH, CBBP3aHU C €HJJOKpHUHATA CUCTEMA
XHNepKaIneMus

Hapymena 060peuna pyHKus

MonuTopupaHe Ha JeKapCcTBeHATA Tepanus

[Ipe3 mepBuUTe 4-6 ceqMUIIM Aa C€ OCHIIECTBSABA YeCTO MOHUTOPUPAHE Ha
KaJIMi, KpEaTHHHH M apTepUaIHO HaJsTaHe, OCOOCHO TPH IMAlUEHTH C
O0bpOpeyHa HeJOCTAaTHYHOCT WUJTU 3axXapeH auader

B mocnenBamius mepuo MOHUTOPUPAHETO CE OCHOBaBa OCHOBHO Ha
KIIMHUYHU TTOKa3aTeI /HUBA Ha apTePUAIHOTO HaJsTaHe/

Kpurepumn 3a epeKTUBHOCT Ha JieyeHHe:

- HU3JICKYBAHC Ha apTCpUaiHaTa XUIICPTOHUA IIPHU ONICPATUBHO JICHCHUC

- n01[06p5{BaHe Ha KOHTPOJIa Ha apTCpHaAIHATA XI/IHCpTOHI/Iﬂ/ peaynupaHe Ha OCTaHaJaTa

AHTUXUIICPTCH3WBHA TCpAIIA
- HOpMaJIU3HUpPAHE Ha CIACKTPOJIUTUTE, TIOCTUTAaHEC HA HOPMOKaJIIMEMHUA
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7. ®EOXPOMOLIUTOM (E27.5)

Onpenesenne: OeoXpoOMOIUTOMBT € HEBPOCHAOKPHHEH TYMOp, MPOU3XOXKIAN[ OT
HanOBOpeuHara Mexayna. Tymopure, MPOM3XOXKAAMM OT EKCTpaaJpeHaIHUTE XpoMaduHHH
KJIETKH, C€ HapuyaT NaparaHrIiOMH M MOTaT Ja Ce Pa3BHAT OT BCEKHM OTAEN Ha TPYHKYC
CUMIIaTUKyC. Te3u TyMOpH CHUHTE3HpaT M CEKpeTHpaT B CynpadU3UOJIOTHYHU KOJIHMYECTBA
KaTeXOJIAMUHH U TEXHUTE META0OJIHNTH, a B PEJIKU CITyyal — U IPYTU NENTUAHA XOPMOHH.

Kiannuyna kapruHa: AprepuanHaTa XUNEPTOHMs € Bojew cuHiapoM mpu 90% ot
OonHHUTE, Karo OOMYalHO € C KPHU3UCEH XOJA, MHOIO 4YeCTO TEeXKa, PE3UCTEHTHa Ha
KOHBEHIIMOHAJHATA aHTUXUIIEPTEH3UBHA TEPaIus WM MaJIMTHEHA (C PETUHONATH, U3pa3eHa
npoteunypusi, enuedanonatus). Ilpu okono 60% ot ciydauTe XUNEpPTOHUATA € TpaiiHa, C
HACJIOXKEHHU KPU3H, C TOJIsIMa JTaOWITHOCT ¥ Obp3U BapualMy B CTOHHOCTUTE HA apTEPUATHOTO
HasArane.B ocrananute 40% ca Hamuie caMO XMIIEPTOHMYHHM KpU3H, a apTepHAIHOTO
HaJsiraHe B MEXIYKPH3HCHHS Iepuoa € HopMmanHo. Kilacumueckara Tpuana riaBoOosnue,
M3NOTSBAaHE M ChpleOueHe HacoyBa KbM (HEOXPOMOIMTOM, HO HE PAIKO 3a00JIBaHETO
NpOTHYA ATUIIMYHO, @ B €JHA JIeCeTa OT CIIy4auTe JTOPH JIUICBA XUIIEPTOHHS (TIPH T.HAp.
,»TUXU (heOXPOMOLTUTOMU ).

JMuarnoctuka: /luarnoszata ce 6a3zupa Ha 1a00paTOPHU U OOpa3HU METOJIH.

7.1. JIa0opATOPHAIMATHOCTHKA

7.1.1. N3caenBane Ha ypuHHu MeraHedppuHu B 24-yacoBa ypuHa, cbOpaHa cjiej

XMIIEPTOHUYHA KpHU3a — «3JIaTe€H CTaHJapT» B JMAarHOCTHKAaTa Ha (PEOXPOMOIIUTOM.

Crneuunduynoct 94%; censutuBHocT- 97%. HopmaiHnu HuUBa Ha ypUHHHTE MeTaHEe()pPUHU

cJie]l Kpu3a U3KJII0YBAT AMarHo3ara (peoXxpoMOoLUTOM.

7.1.2. N3caenBane Ha niia3MeHu MeTaHeppuuu — FiMa MHOTO BUCOKAa CEH3UTHUBHOCT
/99%/, HO mo-HucKa cnetuduuHocT /89%/ OT u3cnenBaHe Ha ypuHHUTE MeTaHeppuHu. Ilo-
nobpa uHMOpMaTHBHA CTOMHOCT MMa Mnpu (aMunHuTe (GopMH M 3a OTKpPUBaHE Ha
(heoXpOMOITUTOM MPY CKPUHUHT HA HAAOBOPEYHUTE UHIIUICHTAIOMHU.

7.2. OO0pa3HATHATHOCTHKA:

Kommiorbpua tomorpadgusi (CT): umma 93-100% CeH3UTHBHOCT mpu HaAOBOpPEUHUTE
¢beoxpomortomu, okoia0 90% CeH3UTHUBHOCT NMPH €KCTpa-aIpeHaTHUTE.

MaruutHo-pe3onancHa tomorpagus (MRI) — mo-ronsiMa wHpOpMaTHBHA CTOWHOCT —
XUIIEpUHTEHCEH o0pa3 B T2; mo-Bucoka ceH3uTtuBHOCT oT CT 3a ekcTpaaapeHaIHHUTE
(heoxpoMOITUTOMH

Cuunturpadusi ¢ MeTwi-iiono-oewsmia-ryanuaud (MIBG) — crpykrypeH aHamor Ha
HOpaJpEHAINH, KOWTO TO U3MECTBA U C€ CKIAJNpa B CEKPETOPHUTE TPaHyIH — MO TO3U HAYHH
ce Busyanusupa xpomadunana TekaH. CeH3utuBHOCT — 77-90%; cnermuduunoct 95-100%.
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IMo3uTponno-emucuonna romorpadus (PET) ¢ 18F-fluorodeoxyglucose (FDG) nim 18F-
fluorodopamine. Tlpu ThpceHe Ha MaparaHriMoOM € TPEMOPBHUUTEIHO HM3BHPIIBAHETO HA
xubpunHo wum3cnensane — MIBG/SPECT-CT wm PET/SPECT-CT, mnpu koero
SITHOBPEMEHHO CE€ OIpEes JOKAIU3H3AHATA 1 MOTaT J]a Ce ONPEACIISAT TOUHUTE pa3Mepy U
XapaKTepPUCTHKU HA TYMOpA.

7. 3. Jleyenne:

7.3.1. OnepaTHBHOTO JieyeHHMe € IIBPBOCTAITHO BHB BCHYKM CIy4aW Ha
(eOXpOMOIIUTOM C U3KIIIOYEHHE Ha KHCHO AMATHOCTHIMPAHUTE MHONEPAOWIHH MALUEHTH C
MaJIUTHEH TYMOpP C MHOYKECTBEHH XEMaTOI'€HHU METaCTa3H.

7.3.2. llpenonepaTuBHa MOATOTOBKA MMa 2 OCHOBHHU II€JIU: TpalHO HOpMaU3UpaHe
Ha apTepUaANHOTO HaJsraHe U BbB3CTAHOBsABaHE Ha IIa3MeHuss obem. [lanueHTHT C
(dbeoxpoMoIITOM TpsIOBa J1a OB HACOUEH 3a ONEPATHBHO JICYCHHE CJIe]l TIOHE JIBYCEAMHYHA
npenonepaTiBHa TMOATOTOBKAa C IEd Ja C€ HaMalsAT JI0 MHUHUMYM [E€pPHOINEPATHUBHUTE
YCIIOKHEHHS.

Andgha-aopenepzuunu 610Kepu ca CpeICTBO Ha MBPBH H300p MpH HAIMEHTUTE C
¢dbeoxpomorutoM. Ha BTOpHS WM TpeTus J€H OT o-aJpeHepruyHara Ojokana, cren
OBNIA/IIBAHE HA XWIIEPTOHMATA, TMAUCHTUTE TpsOBa Ja 3alMoOYHAT JWETa C  BHCOKO
chabpkaHue Ha coi (=5000 MmQ AHEBHO) ¢ L€l BH3CTAHOBABAHE HA HAMaJICHUS IIJIa3MEH
obem. C BHHMMaHHe TpsOBa Ja ce€ MOIXOXIAa IMpH OOJNHM CBhC 3aCTOWHA ChpJeYHA WIH
ObOpevyHa HeMoCTAaThYHOCT. HauanmHuTe W MaKCHMaJ HHUTE JIO3M HAa OTIEITHUTE JIEKapCTBa,
KakToO ¥ CTpaHM4YHUTEe UM e(pekTH ca mocodeHu B Tabimma 1. Phenoxybenzamine e
HEKOMITCTUTHBEH, ABJITo/eicTRall, HecneluduueH (a-1 mioc a-2 ) o-aapeHepruieH Oiokep.
CenextuBHUTE al-aapeHeprudnu Oiokepu Prazosin, Terazosin u Doxazosin ce npemounrar
npex phenoxybenzamine mopamu mo-KpaTkusi MM IUIa3MEH TOJNY)KHUBOT M TO-PEIKHTE
HEXKEJIaH!U PEaKInH.

Ilpooykmu ¢ angpa- u oema-onoxkupawa axmusnocm (Labetalol, Carvedilol)
MoraTr Ja ObJaT H3MOJ3BaHM, HO TpsAOBa Ja ce uMa MpeaBuj mpeobiajaBamara [3-
AHTAarOHUCTHYHA aKTUBHOCT U Ja ObJaT KOMOMHUpaHH ¢ anda-0mokep.

f-aopenepeuunu o6n0kepu TpsOBa 1a ce Ha3HAYaBaT CcaMO B CIlydauTe Ha
HEeOBJIa/IsIeMa TaXWKapIusl WIH apUTMHUS, HA BTOPH €Tarl, Clie/l MOCTHrHaTa e(eKTUBHA O-
aJipeHepruyHa OJIOKaaa, ThH KAaTO CaMOCTOSITETHO WM TPWIOKEHHE KpHE PHUCK OT
XUIEPTOHNYHY KPU3H MTOPaIH HEOTIO3UpaHaTa O-aJJpeHepriHyHa CTUMYJIAIHS C ITOCIIeBaIa
BA30KOHCTPUKIHMA. Te3u JeKapCTBEHM NMPOAYKTU TpsiOBa Ja ce JaBaT NPeArnasivBO IMpH
001HM ¢ OpoHXMalHA acTMa, 3acTOHA ChpJEYHAa HEAOCTATBYHOCT M KaTEXOJAMHUHOBA
kapauomuonarus.IIpenopbsyBa ce ja ce 3a1mouBaT ¢ MHOTO HUCKH JI03H.

Kanyueeume anmazonucmu ce n004BIT Ha BTOPH €Tall, IPH HEAJEKBATEH KOHTPOI
Ha apTEepPHAIIHOTO HaJAraHe Ha (poHa Ha MOHOTepamnus ¢ anda-0okep.3a IpeaArnoInTaHe €
W3M0J3BAaHETO HA TperapaTtd OT HEIUXUAPOINUPUINHOB THI C O] OpajauKapHHS
nMedexT.
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Taonuuya I1.Ilepopannu nexapcmeenu npPoOyKmu, u3N0JA36AHU 6 JlIeYEHUEMO HA
deoxpomoyumom.

JlekapcTBoO Ho3a, mr/nn CTpaHu4HM peakuum

o-A/lpeHepruyHu 0JoKepu

Oprocratndna XHUIIOTOHMS, TaxXuKapIus,
Phenoxybenzamine 20 -100 MHO3a,Ha3aIHa KOHTECTHs, IUapusi, MOTHUCKAHE
Ha eSAKyJaluATa, yMopa

Edexr Ha mppBaTa n03a, 3amaiiBaHe, CHHJIMBOCT,

Prazosin 1-20
r11aBo60JIMe, yMOpA, TANUTALIUH, Ta/IeHe
EdbexkT Ha mbepBaTa 1033, 3aMBIVICHO 3pEHHE,
Terazosin 1-20 3aMaiiBaHe, Ha3aJHa  KOHTECTHs,  TajcHe,
nepudepeH OTOK, MaIMUTAIUN, COMHOJIEHTHOCT
. EdexT Ha mppBaTa 1033, OpTocTas3a, nepudepeH
Doxazosin 1- 20 ¢ P > 0P > mepudep

OTOK, YyMOpa, COMHOJICHTHOCT

Kom0unupanu o- u 3-aipeHepru4tu 0J10Kepu

3amaiiBaHe, ymopa, rajieHe, Ha3aJHa KOHI€CTus,

Labetalol 200 - 1200

UMIITECHTHOCT
KannueBn anraronucru
JlekapcTBoO Jo3a, Mr/aH CTpaHnyHM peakuuun

) OToKk, 3aMaiiBaHe, TIJIaBOOOJIHE
Verapamil 120 - 360 ’ ’ ’
3auepBsBaHe, T'aJICHE, TUCIICTICUS

I/IHXI/Iﬁl/ITOQI/I HAa KaTexXoJaMHuHOBaTa CHHTE3a

Cenmamusi, pauapusi, O€3MOKaiiCTBO, KOIIMapH,

a-Methyl-p-L-tyrosine | 1000 - 4000 KPUCTAIypusl, TaJaKTOpes, €KCTpanuMpaMuaHa

CHUMIITOMAaTHUKa

Huxubumopume na xramexoramunosama cunmesa (a-Methyl-paratyrosine) ce
U3I0JI3BaT TPH OOJHH, MPH KOWTO HE € TOCTUTHAT e(eKT ¢ APYIHTE JICKapCTBa, MPH
UHOTIEPaOMIHM OOJIHU WM MPH TMAIMEHTH, MPH KOWUTO CE HajlaraT MaHWITyJaldd BbPXY
TymMopa (Harpumep, paauodecToTHa ablialys Ha MEeTacTas3m).
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7.3.3. JleueHue HA XUNIEPTOHUYHHUTE KPU3H

3a JIeYeHHeTO Ha XWUIEPTOHWYHUTE KPHU3HM, MPEIU3BUKAHU OT (EOXPOMOIIMTOM,

cpeacTBo Ha M300p ca BeHOo3HuTe anda-oaokepu — Phentolamine.Toit e kpaTkoaeiicTBary
HECEJICKTHBEH 0-aJpeHepruueH Oiokep moxa (opma Ha JHOGWIM3UpaHa CyOCTAaHIUS BHB
¢durakonn ot 5-mg. o3uTe W peKHMHUTE HA MPHIOKCHHE HA DPA3IUYHUTE JICKAPCTBEHH

NpOAYKTH ca moka3aHu B TaOmuna 2.Hampuesusam Humponpycud € alTePHATHBCH

BapI/IaHT.KaTO MOIICH Ba3oqujiaTaTop TOM € HUJCAJICH 3a MHTPAOIICPATUBHO IIOBJIMABAHC Ha

XUIEPTOHUYHU €NHU30M Mopaaud ObpP30TO HAYAIHO JEHCTBHE M KpaTKOTpacH edekrt. 3a

OBJIAJIIBAaHE Ha Kpu3uTe Moxe na ce um3nomsBa u Clonidin, koiito e ueHTpaieH

aJIPCHOMUMETHK, pearupaml ¢ NPEeCHHANTHYHUTE O02—PEleNnTOpPH B IOHTOMEIyJapHUTE

cuHancu u nepudpepuure NA HEBPOHHM U MOCTCHHANTUYHHUTE (12 — PELENTOPU B MO3bKA.
Toii HamansBa apTepUATHOTO HaJsIraHe, ChpJEYHATa dYecToTa U yJaapHus obem 0e3
CBHILIECTBEHO J1a TIOBIUsABA MepudepHaTa ChJ0Ba PE3UCTEHTHOCT.

[IpeanounTanu cpeacTBa MpH ChpAeuHuTe aputMmun ca Lidocain u Esmolol.

Tabnuya 2. Humpaeenosnu n1ekapcmea, Usnoi3eanu 3a aie4eHue Ha heoxpomoyumon.

JlekapcTBo

3a aprepnajHaTa XHIIEPTOHHUSA

Ho3a

Phentolamine

1 mr i.v. mpobHa 1033, ciex KoeTo 2 10 5 Mr 1.V. 6oyc MpH HYXKIa WK Ha
MOCTOSIHHA UH(Y3HS

Nitroprusside

3a Oe3omacHM ce mpuemar MH(Y3Uu B 7032 2 MKI/KT TEJIECHO TEIJIO B

JlekapcrtBo |/lo3a
MHHYTa, a J03U IMO-BUCOKH OT 4 MKI/KI B MUHyTa MOTaT Jia JOBEIaT N0
[IMaHUTHO OTpaBsHE B paMkuTe Ha 3 4yaca. Jlo3um Ham 10 MKI/Kr B MUHYyTa
PSAIKO ce M3MOJ3BaT, a MaKCHMMaJlHaTa /1032 He TpsOBa na mpesuinaBa 800
MKI/min

Nicardipine |Hauamna mo3a ot 5.0 mg/uac, cie KOETO CKOpOCTTa Ha HHQY3HUITa MOXKE J1a
ObJe yBenuueHa ¢ 2.5 mr/4ac Ha BcekH 15 MUH J0 MakcuMJaHa CKOpPOCT OT
1 5mr/4gac

Clonidin amr. 0,01% 1 m /=0,1 mr/ i.m wiu i.v./paztBoper B 10 Mt ¢pus.p-p/- MHOTO

0aBHO BEHO3HO

3a cbpaeYHUTE APUTMUH
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Lidocaine Hauanna tepamus ¢ 6omyc ot 1 go 1.5 mr/kr (75 mo 100 mr); npu HyKaa
nomeraATeTHE O0irycH oT 0.5 mo 0.75 mr/kr (25 mo 50 mr) morat na Obaar
npuiaraHd Ha Bcekd 5 mo 10 MUHYTH 10 MakCHMajHa /1032 OT 3 MI/KT.
[Mpoapmxkasa ce ¢ moaabpxkamia uHpysus ot 2 1o 4 mr/muH (30 10 50 MKr/KT
B MHHYTa), ChOOpa3eHa C KPHBHHTE HHWBA M C IPOMEHEHHs METa0OIU3bM
(chpaeyHa HEOCTATHYHOCT, YEPHOAPOOCH3ACTOM )

Esmolol [IbpBoHavyanna Hacumama go3a or 0.5 MI/Kr ce BiIMBa 3a €IHA MHHYTA,
nocnenBana ot momabpkama uHdy3us or 0.05 Mr/kr B MuHYTa 3a
cnenBammre 4 MHHYTH. B 3aBHCHMOCT OT TBHPCCHHAT KaMepeH edekT
noaabpxKanata nHdy3us Moxke 1a Obae npoabibkeHa ¢be ckopocT 0.05 Mr/kr
B MHUHYTA U YBEIIMYCHA CTHIAIOBUIHO (ChC CTHIKK OT 0.1 MI/KT B MUHYTa 0

MakcuMyM (0.2 MI/KT B MEHYTA), KATO BCSIKA CTHIKA IPOABIDKaBa >4MUHYTH.

7.3.4. IloBeieHue N0 BpeMe HA aHECTe3UATA U XUPYPru4HATA HHTePBEH A
XUpypruvyHOTO OTCTpaHsIBaHE Ha (HEOXPOMOIMTOMA € MPOIEeaypa, CBbpP3aHa C BHCOK PHCK,
HOpaji KOETO TPsIOBA Jie Ce M3BBPIIBA OT €KHUII C ToJIsAM onuT.CyTpHHTA TIPEIN ONEpaIisITa
TpssOBa J1a ce NpuUeMaT TOCICAHUTE OpalHH J03d Ha O- U [-aJIpeHCPrUYHUTE
onokepu. TpsiOBa 1a ce u3bdsrea nmpunaraneto Ha phentanyl, ketamine u morphine, 3amoro e
MOTAT J1a CTUMYJIUPAT OCBOOOK/IaBaHETO HA KaTeXoJaMUHU OT heoxpomorutoma. TpsOBa na
ce u30srBa CHIIO M OJIOKMPAHETO Ha MapacUMIIATHKyCOBaTa HEPBHA CHUCTEMa C aTPONUH
1opajay OMAcCHOCT OT TaxHKapJus. BbBEXKIAHETO B aHECTE3US MOXKE Ja C€ HW3BBPIIN C
BEHO3HO HMHKeKkTHpaHe Ha propofol, etomidate, barbiturates B komOuHaIMS CHC CHHTETUYHH
omronau. OT ra3zoBeTe 3a aHecre3us TpsaOBa ma ce u30srBar halothane u desflurane.
Heo0xomumMo € MOHUTOpHpaHE Ha ChPACYHOCHIOBHTE W XEMOIMHAMUYHHUTE TOKA3aTeIH,
KakTO W MPOJBIDKUTEIHO H3MEpBaHE Ha WHTPAAPTEPHATHOTO HAJSTaHe W ChPACYHUSA
pUTHM.AKO OOJHHAT € ChC 3aCTOMHA ChpJACYHA HEJOCTATHYHOCT WM HAMAJICHHU ChPACYHU
pe3epBH, HEOOXOIUMO € MOHHTOPUPAHE Ha 0EJI0IpOOHOTO KanmuIsIipHO Wedge HasraHe.

OnepatuBHo Jjedenue: Kilacuyeckata omepamnus € cBbp3aHa ¢ 2% mnepuonepaTvBHa
cmbpTHOCT. [lpu namapockornckara xupyprusi € Hamune 10 mbTH mo-manbk puck /0,2%
CMBPTHOCT/, HO TO3W METOJA € MPWIOKHUM CaMO TMpHU MO-MaJKUTEe (PEOXPOMOIMTOMU
/MakcuMyM 710 6-8 cm/. JlamapckorickaTa aJpeHaJeKTOMHUS MOXKE Jla MpEeMHUHE BOTBOpEHA
aJpEHAJIEKTOMHUS NIPH HAJIWYME HA aJX€3UU, UHBA3UU WM HEJOCTaThUEH XUPYPrHYEH OIUT.
[Ipu manurhHeH Tymop TpsiOBa Ja ce HampaBd BH3MOXKHO HaW-IIMPOKA pe3eKuus. AKO
MIPEOIEpPaTUBHO € IUIaHyBaHa JABYCTpaHHA aJpeHaNeKTOMUs, OOJHUAT TpsiOBa Aa MOIY4IH
TIIIOKOKOPTUKOMIN HEMOCPEACTBEHO npeau onepanusTa. [Ipu Oonnu cbe cunapoma Ha VHL
TpsOBa /1a ce HampaBu OMIaTepaiHa a[peHAIEKTOMHUSI ChC 3ara3BaHe Ha HaJ0bOpeuHaTa Kopa.
IIpu abpomMHuHAIHWTE NMaparaHNIMOMM CE MPENopbyYBa OTBOPEHA JAMAPOTOMUS C JOCTBI IO
npeaHaTa CpeMHHA JTUHUA. 32 OTCTPAHIBAHETO Ha MaparaHrIMOMHUTE B 00JIACTTa Ha LIMATA,
IPBAHUS KOUI U MUKOYHUSA MeXyp OM TpsOBaio Ja ce GopMHUpaT €KUIU ChC CIEIMATINCTH OT
pasnuyan obsacti. ChpAeyHUTE (PEOXPOMOIMTOMH MOXKE Ja HAJIOXKaT TPAaHCIUIAHTALUS Ha
chbplie. AKO 10 BpeMe Ha XHUpYpPTUYHATAa MHTEPBEHLIUS Ca U3BbPIIBAHU MAHUIYJIAIUU U BBPXY
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JBEeTE HAJA0BOPEYHU KIIE3W, KaTO MOTEHIMAIHA MPUYHMHA 33 TOCTONEPATUBHA XUIOTOHUS
TpsOBa /1a Bie3e B ChoOpakeHue Haa0bOpeyHaTa HeJOCTaTbYHOCT.

7.3.5. [locTonepaTUBHO MOBeIeHHE

AKO ce yCTaHOBM XMIIOTOHHS [0 BpeMe€ Ha omepauusra (ciei OTCTpaHsBaHE Ha
TyMOpa) WIH B MOCTONEPATUBHUS IMEPHOJ] C€ Hajlara Bb3CTaHOBSIBAHE Ha IUIa3MEHHs 00eM:
0K0JIO 2—3 11 pu3nosorudeH pa3TBop B aeHs npeau u 0.5—1.5 mbTH oT 001K KpbBEH 00eM Ha
naueHTa B mbpBUTe 2448 wyaca ciex OTCTpaHsBaHETO Ha TyMmopa. [lomyXuBOTHT Ha
metyrosine u phenoxybenzamine ¢ 12 vaca, nopaau KoeTo ca HeoOXOAMMHU 0KOJIO 36 Yaca 3a
BB3CTAHOBSIBAHE HA CHUMIIATHKycoBara aproperyianus. Crex TO3M IEpUOJ HAcCThIIBa
noBuiieHne Ha ObOpeuHust KpbBOTOK, AH W cbpaeynara dvectora cTaBaT CTaOWIIHH.
3aMecTBaHETO C TEUHOCTH C€ ompeneis oT croiHoctute Ha AH, chpaedynara decroTa,
LEHTPaTHOTO BEHO3HO HAllATaHe U Juype3aTa.

B pannus mocrtomepaTHBEH MEpPUOJ MOXE Ja ce HaOII0JaBa XUIOTIIMKEMHS, KOETO
Hajlara MOHUTOpPUpaHe Ha KpbBHATA 3aXap.

[Ipy HAKOM MaLMEHTH XUOEPTOHUATA MOXE Ja npoAbku 4-6 ceaMuuu
MOCTONEPATUBHO.

7.3.6. IIpociaenasiane: IlocromeparnBHO TpsiOBa &a ce M3CieaBaT (PpaKUMOHUPAHU
KaTexoJaMUHU U MeTaHepuHu B 24 yacoBa ypuHa. IIpernopbuBa ce M3ClieZJBAHETO Jia ce
U3BBPIIM TOHE 2 CeIMMLHM CleJ olepaTuBHaTa HHTepBeHUus.HopmamHure pesyiaratu
npeanonaraT IbJIHO OTCTpaHsABaHe Ha (eoxpomouuToma. Cies omepanusTa BeIHBXK
TOAMIIHO TpsibBa Ja ce wu3cienBaT (PPAaKUMOHUPAHW YPUHHU KaT€XOJAMUHU WM
MeTaHe(pUHN WU IUIa3MeHH MeTaHedpuHu. [Ipm mokazaH MajJWTHEH TYMOp €IUH IBT
TOAMIITHO CE Hajlara MpOBEeXJaHe Ha OMOXMMUYHHM M OOpasHHM M3CJIENBaHUs 32 ThPCEHE Ha
MeTacTa3u WIM MYJITHIUICHH mhpBHYHH TyMmMopH. llpocnenssane upe3 CT mmum MRI e e
HE00XO/IMMO, OCBEH B CITy4aHWTe, KOTaTO METaHEPPUHHUTE W/IITN KAaTEXOJAMUHUTE Ca BHCOKH

WM KOTaTo OIlle MPU OTKPUBAHETO HA TyMOpa ca OWIIM YCTAaHOBEHHM JIEKO MOBUIIEHU HUBA HA
KaTexollaMUHI/MeTaHePPUHHU.

8. AIMCOHOBA BOJIECT (E27.1)
8.1. IIbpBuYHa HAA0BOPEYHA HEOCTATHYHOCT

8.1.1. Omnpenenenue: CBCTOSHHE, CBBP3aHO C  HEJOCTaThYHA
NPOAYKIMS HA XOPMOHUTE, CEKPETUPAaHU OT HaI0bOpedyHaTa Kopa

8.1.2. Etmosornyna kiaacupukanusas: ABTOUMYHEH: 80% ot cayyaure

TBC HA HAABBBPEIUTE: 20% orca. PEAKHW IPUYUHU: nox 1% ot cayuaure:

1. xemoparus u uHdpappaHe Ha Ha1ObOPEUTe /MEHUHTHT, CETICUC,aHTUKOATYIaHTH/;
2. supycu /rpur, HIV,CMV/;
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. bakTepuu /myec,0py1enos3a/;

. TBOMYKH /KaHOMI03a, XUCTOIIIIa3M03a, KOKIIMANOMHKO3a,01aCTOMUKO3a/
. IByCTpaHHAaAPEHATCKTOMUS

. metacra3u/bJI,mn.xne3a,menanom, I UT/;

. IuMpomu;

. FHQUITPATUBHM 3a00JIIBaHUS /aMHUIION103a,XEMOXPOMATO3a/;

9. rpaHyI0MaTO3HHU/CAPKOM103a/;

o N O O bW

10. JlexapcTBa /mUTOCTaTHIIN, OJIOKEPH HACTEPOUIOTCHE3aTa/;
11. Bponena Han0b0peYHOKOPOBaXUTIOTLIA3HS

12. Bponenu eH3UMHH Je(eKTH BCTEPOUIOTEHEe3aTa

13. AnpenoneBkoaucTpodus HaIpeHOMHEIOHEBPOTIATHS

8.1.3. KuMHH4YHA KaAPTHHA: BOJCIIUTE CHHIPOMHU U CUMIITOMH Ca CIICTHUTE:

OACTEHOAJIMHAMMUSI -paHeH cuMIiToMm; OT CyTPUHTA IpHU CHOYXkKAaHe; Iporpecupa mnpes
JIeHs; 3a1pJ100uaBa ce npy Gu3. aKTUBHOCT U UHTEPKYPEHTHH 3a00JIsIBaHUs; ChUYETaBa CE U C
MICUXUYECKA ACTCHHUS;

OPEAYKIUA HA TEI'JIO — 3nauntenna! CnencTBue Ha HAMAJICHHS alleTUT, PE30POLIIHs
Ha Xp. BEILIECTBa, |pe30opOnus, | 6enThueH MeTaboIM3bM, AeXUapaTaIusaTa

[ MEJIAHOJEPMHUSA — ot noBumenutre HuBa Ha MCX. 3acsira OTKpUTUTE 4acTU Ha
TAJIOTO; HOBUTE IUKATPUKCH;

- q)HSHOJIOFI/ILIHI/ITe XHHepHI/IFMCHTaHI/II/I CC 3acuiBart /aKCI/IJ'H/I, HepI/IHGYM, I'bHKHUTC Ha
JUTaHUTE, apeonuTe/;

- I0sIBa Ha TATOJOTMYHM MMIMEHTAlMM I0J €3MKa /MATOTHOMOHUYHW/, BEHIHM, OyKajHa
MYKO3a;

0 TACTPOUHTECTUHAJIEH CHUHJ/IPOM: O0e3ametuTHe; TajeHe; MOBPBIIAHE;
ab/loMUHAJIHU OOJIKY /T.Hap. AJIMCOHOBU CTOMAIITHO-YPEBHU KpU3H/

0 XHUIIOTOHUA C OPTOCTATHU3BM: obuuaitno AH <90/60;

[ XUTIOTJIMKEMUWMU: cyTtpemnu /ciaen HOMIHUS Thaa!/; MPOBOKUPAHU OT (us.
HaTOBapBaHe, aJIKOXOJI,TJIalyBaHe

[ AHEMUS: HopMoxpoMHa, HOPMOIIUTHA

COIIOJIOBM HAPVYIIEHUS: namaneHo nmOuI0; HamaleHO IyOHCHO U aKCHJIApHO
OKOCMSIBaHE; MEHCTPYaJIHH HapyLICHHsI- OJIUI0- U aMeHOpesl /0T u3pa3eHara
penyKIus Ha TErJo/;

O HNCUXNYHU CHUMIITOMMU: anatusi; HeraTMBU3bM; IaMETOBH HApYIICHHUS;
Jernpecust
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8.1.4. JImarno3a
» JlmarHo3ata Ha AJMCOHOBAaTa OOJIECT CE MOCTABS Ype3:

— W3CIlie/IBaHE HA HUBATa HA CEPYMHUS KOPTH30JI U aJIPEHOKOPTUKOTPOITHHSI
xopMoH /AKTX/

— TP HEOOXOJUMOCT OCBHIIECTBABAHE HA JIONBJIHUTEIIHNA TECTOBE /TECT ChC
Cunaxkren/

8.1.5. Ilexn Ha JileueHHETO

° HGH Ha JICYCHHUCTO: aICKBATHO 3aMCCTBAHC HA JIMIICBAIIIUTC I'IFOKO- U
MHUHCPATOKOPTUKOU U 0e3 Ja Cc€ JOITyCKa IMpEeaAO3HUpPaHe

8.1.6. JleuyeHHe — JOKHBOTHO 3aMECTBAILO JIeYeHHE
8.1.6.1. IlpenapaTu ¢ TOMUHHPAIIA TTIOKOKOPTHKOMIHA AKTUBHOCT!

*  XugpokoptusoH Tabia. 10 mr; 20 mr; ammynu 100 mr
* Ilpennuson, Tabm. Smr

* IIpennuzomnon, Tabma.Smr

* UMsnonssar ce B 103a 5-10Mr/qHeBHO

Hexenann JJIEKAPCTBCHU pECaKIuA

» IloxayBaHe Ha TErJIOTO
* AprepuranHa XUIEPTOHUSA

e XuUp3yTusmM

* IlosBa Ha cTpuHM, aKHe, IETEXHH, 320aBEHO 3a3/IpaBsiBaHEe HApaHU

* MeHcTpyanHHu HapyLIEHHs

* AdexTuBHU HapylIEeHUs /pa3Apa3sHUMOCT, eypopus, Aernpecus U JaOUIHOCT Ha
HaCTPOCHHUETO,Bb30YIUMOCT,0€3MOKONCTBO/

8.1.6.2. IlpenapaTu ¢ MUHEPAJTOKOPTHKOUJIHA AKTHBHOCT
* Fludrocortisone acetate, Ta6mi. 0,1Mr
[TpoTrBOMIOKA3aHUS: XUITEPUYBCTBUTEITHOCT KbM (IIyIPOKOPTU30H WIH HAKOHU OT JIPYTHTE
KOMIIOHEHTHU Ha MPOAYKTa; CUCTEMHA I'bOMYHA MH(DEKIUs

He:xes1aHu JieKapcTBEeHH peakuu

* AprepuanHa XUNepTOHUS
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*  Oronu

* 3acTOWHU SBJICHHS B KPHBOOOPAIIEHUETO
e XuUnokajmeMHus

*  XWIoKaJJMEMHYHA aJIKaJio3a

MOHI/ITOPI/IpaHe Ha JICYHCHUETO

® KnuanyHO - 3a CHMIOTOMH Ha npeao3upaHC- KYIIMHIOMAHHU CUMIITOMUA /HpOCJIeI[SIBaT
ce apTepuasiHO HAJITaHe, TEJISCHO TerJI0, HaJIMYKMe HA CTPUH ¥ OTOLN/

*  BHOXMMHYHO — €JeKTPOJIUTH; TUIa3MeHa peHHHOBa akTUBHOCT /[IPA/- mokasaren 3a
3aMECTBAHETO ¢ MUHEPAIOKOPTUKOUIN

Kpurepumn 3a epeKTHBHOCT Ha JIeYEHHETO

- TOCTHI'aHE Ha HOPMOTOHUSI/TIOIOOPSIBAaHE HA OPTOCTATU3MA U XUIIOTOHHATA

- HOpMAaJlM3UpaHe Ha eJIEKTPOIUTHTE

9. JKEHCKM XHITOTOHAIM3BM (E28.8; E28.3; Q96.0; E23.0; E23.3)

Hamanenue unu ornajgaHe Ha SHUHUKOBUTE (PYHKIIMU B PE3y/ITAaT HAa YBPEKJAaHE HA TOHAAUTE
(TbpBUYEH WM XUIIEPTOHAJAOTPOIEH XUIIOTOHAAU3bM) WM MPHU 3aciraHe Ha peryaupanioro
neiictBue Ha xunoguzara, CbOTB. XHUIOTajJamyca (BTOPUYEH WJIM XHUIIOTOHAJOTPOIIEH
XHUIIOTOHATU3BM).

9.1. KbM KeHCKusA XUIIOTOHAJIU3bM cCnlajaar:

e Osapuanna qucpyskuus E 28.8

e Cunapom Ha Tepubp Q 96.0; Q96.1 Kapuotun 46,X is0 (Xq); Q96.2 Kapuorun 46,X
ChC CTPYKTYpHO aOHOpMajHa T0JIOBa XpoMmMo3oma, pasimdna ot IS0 (XQ); Q96.3
Mo3zaurmsbm, 45,X/46, XX nwmur XY; Q96.4 MozanussM, 45,X/npyra KJIeTh4UHA JTHHHAS
(muHMK) ¢ abHOpMainHa mosioBa xpomo3oma; Q96.8 Jlpyru BapmaHTH Ha CHHApPOMA Ha
Turner; Q99.1 46,XX ¢ UBHMIICCTH FOHAIY;

e XUINONUTYUTAPU3BM E23.0

XunortanamudHa auchynknus E 23.3

[IppBUUHa SHYHUKOBA HeJOCTaTHYHOCT E28.3

9.2./Iluarno3ara ce NocTaBsi Bb3 OCHOBA Ha:

¢ KIMHWUYHU MPHU3HAIK 34 OTHAJaHC Ha SITIHUKOBATAa XOpMOHaJIHa CEKpEIUs
e AHOBYyJIallMsd, CbOTBETHO aMCHOPEH.

9.3.3AMECTBAIIO JJEHEHUE C XOPMOHHA

C J1eyeHHETO ce LeJIn;
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[Ipenu3BuKBaHe W NMOJIbP)KAaHE HA BTOPHYHHUTE TOJOBU MPU3HAIM U CeKCyasHaTa (DyHKIIHSA,
BKJIFOUUTENHO (TICEBAO-) MEHCTPYallUH, a CBhUIO YKpeNBaHE M NOJAbpXKaHE HAa KOCTHATa
MHHEpaaHa IUIbTHOCT.

Upe3 XOpMOHAIHO 3aMecTBaHe ¢ nepudepHu SHYHUKOBM XOPMOHH HE € BB3MOXKHO
no100psiBaHe Ha PENPOTyKTUBHATA (YHKIMS. 3a BH3CTAHOBSIBAHETO W MOJIbpPKAHETO i (110
MPaBUJIO TMPU XUMOTOHAJAOTPONHMS XMUIIOTOHAIU3bM) C€ MpUiara XOPMOHAJIHO JICYECHUE C
TOHAJIOTPOINMHHU, CHOTBETHO KJIOMHU(EH IMTpPaT, HO MOPAAW OMACHOCT OT YCIOKHEHUS
(CBpBXCTUMYNAIMOHEH CHUHAPOM) TO3M BHJ TEpamusi CE€ U3BbPIIBA B EKUN WIH
CaMOCTOSITEJIHO OT THHEKOJIOT .

MoHOX0pMOHAIHATA TepaNus ¢ eCTPOreHN Ce Ipusara caMmo Mpu XUCTEPEKTOMUPAHH KEHU
WM TIPU MJIAJI MOMUYETa 32 OTpaHUueH NMEPUO OT BpeMe C 1Ie]l HHUIIMUPaHe Ha mybepTeTa.

KOMﬁHHI/IpaHaTa Tepanmus BKI0OYBa €CCTPOI€HU U Ir'€CTar€Hu 1o yCTaHOBEHA CXEMaA.

IIpunaranm jgexkapcreenu ¢popmmn:

TabueTkn, cbabpKalld €CTPOreHU KaTO €CTPaJUOI0B XEMUXUIPAT U €CTPAINOJIOB BajepaT
CaMOCTOSITEJIHO WM B KOMOMHAIUS C JIEBOHOPIECTPEN, AUIPOreCTEPOH, LIUIIPOTEPOH alleTar,
HOPrecTpes, HOPETUCTEPOH aueTaT U JIp.

IliracTupu ¢ ecTpaauos XeMUXUAPAT U JIp.

Tabmerkm ¢ recrareHM: JIUAPOTECTEPOH, JIMHECTPEHOJ, HOPETHCTEPOH  aleTar,
MEIPOKCUIIPOTECTEPOH.

IIporuBoOnOKa3aHus:

O HCHU3SICHCHO I'CHHUTAJIHO KbPBCHE
aKTHBHO Ye€pHOAPOOHO 3a00JIsiBaHe
IbJI00KU BEHO3HU TPOMOO3H
0CTPO TPOMOOEMOOTNYHO 3a00IIsIBaHe
€H/IOMeTpUaJIeH KapLIMHOM

o O O O O

KaplIMHOM Ha MJIEYHATA JKJIe3a
MoHuTOpuUpaHe HA JIeYEHHUETO:

KJIMHUYHO — Pa3BUTHUE U MOJIbPKaHe Ha )KEHCKUS (PeHOTHI
yIATPa3ByKOBO IPOCIIESIBAHE HA €HAOMETpUAIHAaTa Je0eIHa;
NEPUOANUYECKH — KOHTPOJIEH MpETJIe]] OT THHEKOJIOT;

o O O O

YJITPa3ByKOBO NPOCIEASIBAHE HA MIEUHUTE JKJIE3H.
JleyeHue ¢ KJIOMH(EH HUTPAT:

Toxazanus.
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O KEHH C aHOBYJATOPHU MEHCTPYAIIMOHHH [IUKIIN

O XWIMOTaJTaMHYHA aMEHOpes

O JIyTEeMHOBA HEJAOCTATHYHOCT
3anouBa ce ¢ 25 — 50 Mr IHEBHO 3a 5 IHHU, IPH JUICA HAa ycmex Jo3ara ce nokausa Ha 100,
eBeHTyastHO Ha 150 Mr aH.C TOBa JieUueHHE ce 1eNU Ja Ce CTUMYJIMPA OBYJIAIHATa, CbOTBETHO
3a0peMEHSBaHETO.

Hexesann u CTpAHMYHU SIBJICHUS
O CBPBXCTUMYJIMPAHE Ha SIMYHUIMTE (PSIIKO C TO3H JICKAPCTBEH MPOIYKT)
O ITUCKOM(OPT B MIICUHUTEIKIIC3IU
O TraJeHe,lIOBPbILIAHE

9.4 KPUTEPUMU 3A EOEKTUBHOCT HA JIEYEHUETO

- [peAu3BUKBaHE U MOAIBbP’KAHE HAa BTOPUYHUTE IOJOBU IMpPHU3HALM M CEKCyalHaTa
(GyHKIUS, BKIIOUUTEIHO (TIPH JKEJIaHue ) — peIOBHH (IICEBI0-)MEHCTPYAIUH;

- KOpeKIHs Ha MH(EPTUINTETA, KOTaTO TOBA € BH3MOXKHO;

- NOAABbp)KaHE HAa KOCTHATa MUHEPAIHAILIBTHOCT

- 7100pO Ka4eCTBO Ha >KUBOT.

10. CHH/IPOM HA MOJMKUCTO3HUTE SIMUHULIM (CIIKST) (E28.2)
XpOHI/IqHO HapymeHl/Ie, N3ABABAIIIO CE€ C aHOBYJ'IaIII/Ifl ucC XHHepaH}lpOFCHI/IS’bM.

CHHIPOMBT € Hal-9eCTOTO €HAOKPUHHO HAPYIICHHE MPH )KCHUTE B PENPOAVKTHBHA
Bb3pacT — 3acsra 9 — 10% ot Tix.

10.1./Ilnarno3ata ce mnocTaBs Bb3 OCHOBAa HAa [Ba OT CJeIHUTE TPH
kputTepuute or PorepaamMmckus KoHceHCYC:

o buoxumuyeH u/munu KIMHWYEeH xurnepanaporenussm (E28.1Xunepanaporenus)

o XpOHHYHA aHOBYJIALUA

o [lomukuctnunm sitaanim (> 12 Gonukysna BB BCEKH SIYHHK ¢ pazmep 2-9 mm)
Crnen u3KiIIOUYBaHE Ha APYTUHAPYIICHUS

[Ipu cuHIpomMa Ha MOJUKUCTUYHHUTE SHYHUIM € IMOBHIIEHO CEpyMHOTO HHMBO Ha OOIMS
TECTOCTEPOH, Ha cBOOOIHATA (PAKITHS HA TECTOCTEPOHA (B Hali- BUCOK % OT CIy4auTe) W/WIH
cepymHoro HMBO Ha JIXEAC. B mocinenHo BpeMme 3a ompeneisHe Ha SWYHUKOBHUS PE3EpB,
KaTo 1Mo-100bp METOJ] OT YATPA3BYBOTO M3CIICJBAHE HA SHYHUIIUTE CE€ HAIOXKU ONPEACIITHETO
Ha CEPYMHOTO HHBO Ha aHTUMIOJIEPOBUs XOpMOH (AMX).
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OT :KeHHnTe CHC CHHApPOMA:

40 -70% ca ¢ HAIHOPMEHO TETJIO WU ChC 3aTIBCTIBAHE,

75% oTroBapsT Ha KPUTEPUUTE 3a PE3UCTEHTHOCT KbM MHCYJIMHA,
MertabonuteHn cunapoM ce HabmogaBa y 62% ot sxenute cbe CIIKS u
3aTIBCTIBAHE.

CUHIPOMBT ce acOIMUpPa ¢ MOBHIIEH PUCK OT Pa3BUTHE HA PaK Ha:

O eHJAOMeTpuyMa
O TIbpaara

O SUYHUIIATE
IIpu CIIKS e noBuieHa yecTorara Ha:

O 3axapeH auabeT TUm2
O  MeTabOJHUTEH CHHAPOM
O CBPICYHO-CHIOBH 3a00JIIBAHUS

10.2.J1euyenne

Len:

O OBJagsBaHC HA CUMIITOMUTC
O IpeamnasBaHe OT HOTCHIHUAIHUTE YCIOKHCHUSA
O IMIpeoaoIIBaHC HAa aHOBYJIALIUATA, CbOTBCTHO Ha I/IH(I)epTI/IJ'H/ITeTa

Jlexapcmea:

OpanHu KOHTpalenTHBU
AHTHaHJIPOTE€HH

Knomuden uurpar

PexombunanTen ®CX
JwaroaeiicTBamniu aronuctu Ha GNRH

O O O O O O

So-penyKTa3Hu UHXUOUTOPHU

JleuenmeTo ¢ MOCJICOAHUTE TPH MPOAYKTaA CJICABA Ja CC U3BLPIIBA B CKUIT WX CaMO
OT T'MHCKOJIOT .

OpajiHd KOHTpauenTHBHU: ETUHWI €CTPaJAMOoi B KOMOMHAIMS C pa3iuyHU TecTareHu/
aHTHAHJPOTEHH  KAaTO  LUIPOTEpPOH  alerar, XJIOPMaJWHOH  aleTraT, JAHEHOTrecCT,
JIEBOHOPTECTpeJl, 1€30reCTpel U Ap.

JleyeHHneTo ce U3BBPIIBA 10 CXEMA.
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M3non3Bar ce B ciiydanTe, KOraTo Ha MAlEHTKaTa He IPEeICTON OPEMEHHOCT.
Jleuennero uma OJaronpusaTeH eQeKT BbPXY peryJupaHe Ha HUKBJIA U 110 OTHOIICHUE Ha
XUIEPAHAPOTCHUATA — XUP3YyTU3bM, aKHE.

Kiaomudgen uurpar:
3anouBa ce ¢ 25 — 50 Mr JHEBHO 3a 5 HM, [PH JIMIICA Ha YCIeX Jo3aTa ce nokausa Ha 100,
eBeHTyaHo Ha 150 Mr 1HEBHO.

C ToBa JleyeHME cCce€ LEIM Ja CE€ CTUMYJIMpa OBYJALUATA, CBHOTBETHO
3a0pemMeHsBaHeTO.EQEeKThT BBpPXY XUNEPaHIPOr€HHUTE MPOSBH € HECUTypeH U
OTrpaHHUYEH.

Ilpomusonoxazanusma W TpU JBET€ TPYNHd NOPOAYKTH ca CBIIUTE, KaKTO
3aMECTBAIOTO JICYEHUE C ECTPOrCHHU.

HNucyaunoBu ouyBcTBHTEM: MeTdhopmuH
B nocnennuTe ronMHu TOBA JIEYEHHUE €€ HAJIOKH KaTO IbPBOCTENIEHHO IOPaJAH BOACIIHUS
MaTOreHeTHYeH (PaKTOp Ha MHCYJTMHOBA HEUYBCTBUTEITHOCT.

Moske na ce Ha3Ha4aBa M HA MOMMUETA CJIe]] HaBbpIlIBaHe Ha 13 ToAuHU.

Jleuenuemo c MemqbopMuH cnomaea 3a.

O TpeojoJisiBaHEe HAa XUIIEPUHCYIMHU3MA U CTEPOUTHATA TUCHYHKIIHS

O peryjvpaHe Ha OBYJAIMATA U MOBUIIIABAHE HA (PEPTUIUTETHUS TOTCHIHAI

o Jleuennero ¢ MeTQOPMHUH BBH3CTAHOBSBA OBYJAIMHTE U TOBUIIABA
BB3MOKHOCTTA 32 3a0peMeHsIBaHe, 0COOCHO KOTaTo ce KOMOMHHpA ¢ KIOMHU(DEHIIUTpAT.

Hedcenanu u cmpanuynu oeticmeus Ha Memgopmun:

T'acmpounmecmunannu: Tuapus, TaJicHe WIK MOBpbINaHe, (GIaTylIeHIHs, KOpEeMeH
TUCKOMQOPT.

Jlakmammna ayuodo3za —KpaiiHO PAJIKO MPU MOMHUYETA U KEHH B MJIaJa U CpeJlHa Bb3pacT.
Pedykyus na upeenama aocopoyua na eumamun Bl12 .

Memdghopmun ne 6usa oa ce uznonzea 3aeoHo C:

cimetidine, ranitidine, digoxin, amiloride, quinidine, triamterene,

trimethoprim, vancomycin, #oachabpsKaiin KOHTPACTHU BEIIECTBA

MoHUTOPHUPAHETO CE W3BBPIIBA UPE3:
MeHcTpyalieH KajieHaap

O YJATPa3BYKOBO MpocieasBaHe Ha (HOTUKYTAPHUS PACTEXK
O YJATPa3BYKOBO OIpeJeIIssHe Ha AeOesnHaTa Ha €HJOMEeTpuyMa
O OINpeJeIssHE HAa CEpyMHOTO HUBO HAAMX
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O OIpeesHe Ha CEpyMHOTO HMBO Ha OOIIHMS TECTOCTEPOH (€B. M Ha CBOOOIHATA
(dpaxius Ha TECTOCTEPOHA)

10.3. KPUTEPUU 3A EOEKTUBHOCT HA JIEYEHUETO:

- peayKuMs Ha IpU3HALMTE HA XUIIEPaHAPOreHUs (aKHE,XUP3YTU3bM )
- [PEeoOJIABaHE HAa AHOBYJIALUATA, CHOTBETHO HAa MH(PEPTHIIUTETA
- peryiapusupaHe Ha MEHCTPYaJIHMs LIUKBJI;

- mpeAma3BaHe OT MOTCHIMATHUTE MeTa0onuTHU (3axapeH nuaber, CC3) wu
HEMETa0OJIMTEHH YCIIOKHEHHS Ha O0JiecTTa (SHIOMETpUAIIHA XUTICPIUIA3US U JIp.)
- J100pO Ka4ecTBO HA KUBOT.
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11. MBXKKHA XUTIOTOHAIU3BM (E29.1; Q98.0; E89.5; E23.0)

Hamanenne wnam oTmazaHe Ha egHa OT (YHKIMHTE HA TECTUCUTE - EHJAOKpUHHATa
(xopMoHasiIHAaTa) WIM €K30KpUHHATa (crmepMaroreHHaTa), WM Ha JIBET€ 3aeHO.
XHUIIOroHaAU3MbT MOXKE Jla Bb3HUKHE IPU YBPEXKJIAaHE HAa CAMUTE TECTHCHU (IbPBUYEH WIH
XUIIEPrOHaJ0TPOIIEH XUIIOTOHAINW3bM) WM IpU 3acAraHe Ha pEeryjaupanioro JIEHCTBUE Ha
Xurnodusara, CbOTB. XHIIOTaJIamMmyca (BTOPUYEH WM XUIIOTOHAIOTPOIICH XUIIOTOHAIUZBM).

KBbM MBIKKHSA XHIIOTOHAN3HBM CIIAAT:

o Tecrukynapna xunopyuxuus E29.1
o Cungpom Ha Knaitndpentsp Q98.0
o XunogyHKUUsA HA TECTUCUTE cie]l MeIUIMHCKU npouenypu E89.5

XUMNOroHaIn3MbT MOXKE 3 CHITBTCTBA U:
Xunonutyutapussm E23.0

o XwunortamamudHa aucyskims E23.3
o Merabomuren cunapom E66.8
o Jwuaber Tun 2 E11.1-11.9;

11.1.]Imarno3aTta MbKKH XHIIOTOHAIU3BM Ce MOCTABA Bb3 OCHOBA HA:

O KJIMHWYHU MPU3HAIU 3a OTIIaJaHC HAa TCCTUKYJIApHATa XOpMOHaJIHa CCKpeIUs,

O HHCKHU HHUBA Ha OOIIMS TECTOCTEPOH B KPHBHUS CEPYM.

MBbkeTe ChC 3aTIIBCTSABAHE U C METa0OIUTCH CUHJAPOM U BCHUYKH C HAMAJICHO J'II/I6I/II[O n
CPCKTUJIHA ,Z[I/IC(l)YHKI_II/IH IoJIe)KaT Ha U3CJICABAHC U ITPU HUCKU CTOMHOCTHU Ha TECTOCTCPOHA
— Ha 3aMCCTBAHC ITPHU ITOJIOKCHHUE, U€ HAMA IIPOTHUBOIIOKA3aHHA.

11.1.1. BAMECTBAIIO JIEYEHHUE C TECTOCTEPOH

I[Tpu croiiHocTH Ha oOmHs TecTocTepoH Haa 12 nmol/l e ce Haara 3amecTBanO
XOPMOHAJTHO JICUYCHHE.

KoraTo HuBOTO Ha 00UIMs TECTOCTEPOH € TpaitHo mox 8 Nmol/l e HeoOxoaMMO H3BBPIIBAHETO
Ha XOpPMOHAJIHA CYOCTUTYIUS, KOSITO IPH JIMIICA HAa IPOTHBOIOKA3aHUS B TIOBEUYETO CIIyyau €
NOJICU3HEHA.

[Tpu cepyMHO TECTOCTEPOHOBO HMBO MEXIy Te3u ABe cToitHocTH (8 — 12 nmol/l) 3amecTBane
C TECTOCTEPOH Ce MpEeANpHeMa CIIOpe] HATMYHUTE CHMITOMH M TPH TOHIKEHa CBOOOHA
(dbpakmus Ha TECTOCTEPOHA.
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Mpoaykru:

O KOMOHMHAaIUs OT TECTOCTEPOHOBU €CTEPH: TECTOCTEPOHOB MPOIUOHAT, TECTOCTEPOHOB
(GeHUIIpPONMoHaT, TECTOCTEPOHOB H30KalpoaT M TECTOCTEPOHOB JeKaHoaT (3a
MYCKYJIHO NPHJIOKEHHE);

TECTOCTEPOHOB YH/IEKaHOAT (3a MYCKYJIHO HPUIIOKEHUE);
TECTOCTEPOH —Tell.

11.1.2. C neyenmnero ce HeJaH:

[Ipenu3BuKBaHe U NOAAbpKAHE HA BTOPUYHUTE MOJIOBU IPU3HALM U CEKCyalHaTa (QyHKIuS,
YKpEIBAaHE U MOJAbpPKaHE HA KOCTHATA MUHEPAJIHA IIIBTHOCT.

CprMHOTO HHUBO Ha TECTOCTCPOHA B XO0JJda HAa 3aMCCTBAIIOTO JICUCHUEC CJIC/IBA 1a CC
noAABbpPIKa OKOJIO CpelaTa Ha HOpMaATa 3a MJIaJIu 3IpaBHU MbIKC.

Upe3 XOpMOHAJIHO 3aMeCTBaHE C TECTOCTEPOH HE € BB3MOXKHO TMOA0OpsiBaHE Ha
pernpoaykTuBHaTa GyHKIUA (CIIepMaTOreHe3arta). 3a Bh3CTAHOBSIBAHETO U MOABPIKAHETO
(o TpaBMIIO TIPU XHUITOTOHAIOTPOIHUS XUIIOTOHAJAN3BM) C€ TpHiIara APyro XOPMOHAITHO
JICYEHHUE.

11.1.3.ITpoTHBONOKA3AHUSA

A. Abconromnu:
O KaplUWHOM Ha MpOCTaTHaTa JKJe3a,
o kapuuHoM Ha glandula mammae,

O CBPBXYYBCTBHUTEIHOCT KbM TECTOCTEPOH.
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b. Omnocumennu:

11.1.4.

o O O O O O

11.15.

epUTPOLINTO3a U XUIIEPBUCKO3UTET,
HEeTpeTUpaHa ChbHHA aITHes,
u3pa3eHa J0OpOKaYeCTBEHA IPOCTaTHA XHUIIEPILIa3ns,

© O O O

HEKOMIICHCHpaHa TCXKKa ChbpACYHA HEJOCTATHYHOCT.
Hexenanm u CTPaAaHUYIHHU JIeCTBUA HA TECTOCTEPOHOBOTO JICYCHHUC:

OMa3HsIBaHE Ha KOXKaTa M aKkHe,
OIUJICIIMBSIBAHE OT MBKKH THII,

MOKa4YBaHe Ha XeMaTOKpUTa (0OMKHOBEHO MPU MO-Bb3PACTHU MBKE),
TUHEKOMACTHSI,

[IOTHCKaHE Ha CIIEpMaTOreHe3ara,

MNPCAU3BUKBAHC UJIW YTC)KHABAHC HAa CbHHA aIlTHCA
MonuTOopuUpaHe HA JIEYEHHUETO!

KIIMHUYHO — MOAIbpKaHE Ha MBXKKHUS XaOUTycC,

CEPYMHO HUBO Ha OO TECTOCTEPOH — B Kpasi Ha IbPBUTE TPU MeceIa Clie]]
BKJIIOUBAHE Ha JICYEHHE U CJIE]l TOBA 10 MPELEHKA €XKET0/IHO;

XeMaTOKpUT u PSA — nipesii ¥ Ha BCEKH TPU Mecella Ipe3 MbpBaTa TOIMHA CIIe]T
3al0YBaHe Ha JICYEHUETO U CJIE]] TOBA — BEIHBIK/TOTUIITHO;

PEKTaIIHO TYLIUpaHe — MPEIU U Ha TPETUS MeCell OT BKJIFOUBAHE HA JICYCHUETO, CIIE]]
TOBa CIOpE]l Bh3pacTTa Ha MallMeHTa W yKa3aHUATA 3a CKPUHHUHT Ha MPOCTaTeH
KapLIMHOM.

11.2.3AMECTBALIO JIJEYEHHUE C TOHAAOTPOIIMHA

IIpu BTOpHYEH XMIIOTOHAAM3BbM U KeJIaHue 32 OPEeMEeHHOCT:

O TECTOCTEPOH HE Ce JaBa WIM XOPMOHAIHOTO 3aMECTBAHE C TECTOCTEPOH CE
IIpeKpartsBa , KaTo ce

O TMpeMHHaBa KbM HH)KeKTHpaHe Ha pekoMmOumHaHTeH PCX min 4oBeuku
MEHOIIay3aJIeH XOPMOH + YOBEIIKH XOPUHTOHAJOTPOIIHH.

MounuTopupaune:

O pa3Mepu Ha TECTUCHUTE

O CEpPYMEH TECTOCTEPOH

O crepMorpama
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CTpaHI/I‘IHI/I lIeﬁCTBHH: OTHOCHUTEIIHO MaJIKO, MPECANMHO '’MHCKOMACTHUA.

MpoabkuTenHoct - JleueHNeTo MpoabIKaBa JI0 MOSiBA HA CIIEPMATO30MIN B €sKyJaTa
W/WIM  HACThIIBAHE Ha OpPEMEHHOCT. YCHeX II0 OTHOIICHWE Ha WHIyIHUpPaHe Ha
cnepmarorenesa ce HabmoaBa B 80 — 96%, a 3a 3abpemensiane — 38 — 51% ot cirydaute
C XUIIOTOHAIOTPOTICH XUTIOTOHATU3BM.

HopmoronagorponeH uauonaTuyeH MHQEePTUIUTET, BKJI. HEOOCTPYKTHUBHA
a3oocnepMusi:

E(i)eKT’bT OT T'OHAJOTPOITHOTO JICUCHUC HE € TaKa CUTYPCH U IIPUIIOKCHUCTO MY € CIIOPHO.

11.3. KPUTEPUU 3A EOEKTUBHOCT HA JIEYEHUETO:

- penyknus Ha CUMIITOMHTE Ha XUIIOAHAPOTCHEMUSs, MPEAN3BHKBAHE/TIONIbPKAHE HA
BTOPUYHUTE MOJIOBH MTPHU3HALIU U CEKCyaTHaTa()yHKIIHS;

- [OJbp)KaHe Ha CEPYMHOTO HMBO Ha TECTOCTEPOHA B XO/a HA 3aMECTBAILlOTO JICYEHUE
OKOJIO CpejiaTa Ha HopMara 3a MJIAJIN 37JpaBU MBKE;

- YKpelBaHe W MOJIbpKaHe Ha KOCTHATa MUHEpAIIHA TUIBTHOCT;

- TpeojoJisIBaHEe Ha MHPEPTHIIUTETa, KOTaTO TOBA € Bh3MOYKHO;

- 1100po Ka4ecTBO Ha KUBOT.

12. METABOJIMTEH CUH/IPOM (E66.8)

12.1. Jdepununmsa: MeTaOoJUTHUAT CHHAPOM TIPEICTABIISABA KOMIUIEKC OT B3aWMHO
CBbp3aHU PHUCKOBU (aKTOpPH 3a pa3BUTHE HA 3axapeH AuabeT M ChpPJEUYHO-ChAOBU
3abonsBaHus. Te3u pUCKOBU (paKTOpU BKJIIOUBAT JUCTIMKEMHUS, AUCIUIIUAECMUs, apTepraiHa
XUIEPTOHHUS U BUCLIEPAJIEH THII 3aTIbCTABAHE.

12.2. Kpurtepuu 3a 1uarHosa

IIpe3s 2010 rox. pabotHa rpyma kbM bearapckus uHCTUTYT “MeTaboiauTEeH CHUHIPOM
(BUMC) n3roTBu HaIlMOHAJIeH KOHCEHCYC 3a moBeaeHue npu MC, KoiTo mpejiara ciaeTHUTe
KpUTEPUU:

\ Hosuwena obuxonka na manusma - 3a Mbxe > 94 cm, 3a :kenu > 80 cm

\ Hosuwenu nuea na mpuznuyepuoume > 1.7 mmol/l wiu npuem Ha JeKapCTBEHU
MIPOJYKTH 3a MOBUIIIEHU HHUBA HA TPUTIIULIEPUINTE;

N Hamanenu nuea na HDL-xonecmepona - mo-maiko ot 1.0 mmol/l 3a Mbike, 10-Maiko ot
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1.3 mmol/l 3a xenu wim npueM Ha JiekapcTBa 3a HamaieHo HuBo HaHDL-xonecrepona;

N Hosuweno apmepuanno nanazane - cucronso > 130 mmHg w/mwm uacronso > 85
MMHQ, niu npueM Ha aHTUXUIIEPTEH3UBHU JIEKAPCTBA IPU aHAMHE3a 33 XUIIEPTOHUS;

N Iosuwena nnazmena 2nioko3a na znaono > 5.6 mmol/l wmm MpUEM Ha JIEKapCTBEHU
MPOAYKTH 32 XUIEPTIIUKEMHUS.

Cnopen BUMC ce u3nckBa HaIMYMETO HA MOHE 3 OT TOPEMOCOYCHUTE KPUTEPHUH 3a J1a Ce
npreMe HaJIndue Ha MeTa0OJIUTECH CHHIPOM.

12.2.1. JInarHoCTUYHHU NMPoOLEeIYPH NMPHU NALMEHTH ¢ MeTA00JIUTEH CHHIPOM

3a,Z[T>JI)I(I/ITeJ'IHI/ITC AUArHOCTUYHHU IIponcAypu IpU MNMaOUCHTH C CAHWH WM HSIKOJKO OT
KOMITIOHEHTHTE Ha METaOOJUTHUA CUHAPOM Tp$[6Ba Ja BKJIFOYBAT:

1. OwusukaneH mperien: HW3MepBaHE Ha PBCT, TEINIO, OOHMKOJIKA Ha TalUATa,
nzuucisBane Ha U'TM u HOMA unpekc.
2. Jlaboparopuu mnokazarenu: CVYE, IIKK, kpwpBHa 3axap na rmagHo, OI'TT c
U3Clie/IBaHe HA MHCYJIMHOBH HUBA /10 mpeneHka/, sumuaen npodut (TChol, LDL,
HDL, TG), kpeaTwHWH, NUKOYHA KucenuHa, TpaHcamuHasu (ASAT, ALAT);
enextponutu (K,Na); obma ypuna
IMpu 3] tun 2: K3II; HBAlc; CRP; muxpoanOymuHypus + ropenocoueHUTe pyTUHHH
OMOXMMHYHHU TTOKa3aTENH.

12.3.JIeyenne u npoc/ieAsiBaHe HA MALMEHTUTE ¢ MeTA00TUTEH CHH/IPOM
OCHOBHUTE MPUHIUIN HA JICYEHUETO HA MAIIMEHTUTE C META0OIUTEH CUHAPOM BKIIIOUBAT:

1. HedapmakonoruuHo noBiusiBaHe / pexum, uerTa, (pusndecka akTUBHOCT

2. JlexapcTBeHa Tepamus

Ycnexpr OT JIeYEeHHeTO Ha METAa0OJUTHUS CHUHIPOM C€ OIpeless OT CTENeHTa Ha
KOPEKIUSI Ha KOMIUIEKCa OT PHUCKOBH (hakTopu, KOUTO (opMHpaT AuarHosaTa MpH
CBOTBETHUS MALUEHT.

3a OIICHKa Ha C(I)CKTE[ OT JICUCHUCTO Ca BBBCACHHU TAPIrCTHU HHUBA 34 BCCKHU CIUH OT
komioHeHTUTe Ha MC.
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Puckos ¢pakrop

IIpuuesHo HUBO

YTouHEeHHEe

OOuKOJIKa Ha TanuaTa

MBxe <94 cm,

ke <80 cm

NT™M

< 25 kg/m2

ApTepuanHo HaJAraHe

< 130/80 mmHg

Exeronen koHTpon Ipu
AH>130/85, Ho < 140/90;
IIpy naHHM 3a XUNEPTOHUS
KOHTPOJI pu BCSIKO
IIOCELLEHUE TIPU JIEKap

O6m1 xonectepot

<4.5 mmol/l,

sxenarento <4.0

Cepymen LDL-C

<2.5 mmol/l,

sxenmarento <2.0

Cepymen HDL-C

MBxe >1.0 mmol/l,

ke’ >1.2 mmol/l

JlununuusaT npodun ciaensa

Jla Ce OmpemeNsl €XEroaHo
IIPY HOPMaJIHU CTOMHOCTH,
a TpH OTKJIOHEHUE W/WIH
Tepanus — NOoMpereHKa

Cepywmen He - HDL-C < 3.4 mmol/l
Tpurnuuepunu < 1.7 mmol/l
KpbBHa 3axap Ha Ii1aHO < 5.6 mmol/l
KpsBHara 3axap Ha riaagHo
KpbBHa 3axap 2 wu.cien < 7.8 mmol/l SIZCO ;)(I)Tpellenﬂ rc;ae;ymil 2e_
XpaHEeHe )
€KEroHO IPU HOPMAIHU
HbAlc npu 312 <6.5% CTOMHOCTH.

12.4. AnropuTbM Ha Jle4eHHe W TNpoOCieAsiBAHe HAa NalMeHTHTe C MeTadoJNTeH

CHH/IPOM

VY no6eH 3a KIMHUYHATA npakTHKa € npeanoxkenus oT KBMMC TpucTbnalieH ajJropurbm

Ha IOBEJICHUE:

I. IlbpBa crpnka: OneHKa Ha pUCKAa
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[IpenopbuBa ce ma ce ompenenu riaodanuus 10-roguieH pUcK 3a MosBa HA KOpOHApHA
0osiecT Ha CHPUETO WM CHPACYHO-CHIOBO 3a00JsIBAaHE NMPHU MAIMEHTHTE C META0OIUTHU
HapYILICHUSI.

Crnopen ekcrieptHata rpyna Ha BUMC SCORE e naii-rounata cucrema 3a oleHKa Ha
pucka B EBpomneiickara momysnanus, KaTo € U Hali-JIeCHa 3a IHUPOKOo npuiioxeHue. [lopaau
toBa KbMUMC npenopbuBa HEHHOTO M3MOI3BAHE.

3a Obarapckure nanumeHtn ¢ MC cneiBa Ja ce BB3NpUEMAT CIEJHUTE CTOHMHOCTH 3a
OLICHKA HapHUCKa:

e MHOro BHCOK (10-rogmmen puck 3a cMbpr > 15%), KIMHHYHO WU3sBEHA
aTepOCKIEPOTHYHA OOJeCT /MpPEKMBSIHM KOPOHAPHM HMHIWACHTH WIH U
METaOOIUTEeH CUHIPOM

e Bucok puck (10-rogumen puck 10-15%), auarHoctunmpana KOpoHapHa 06oject
WIN 3aXapeHualdeT

e ymepeH puck (5-10%6) u noxe 2 rojemu puckoBu (hakropa

Cbo0pa3Ho ompeaesieH!s] pUCK MpPU MAlMEHTUTE ¢ METaOOJMTHM HapyllIeHUs cleaBa Jia
BB3/ICHCTBA AKTHBHO BHPXY KOHKPETHUTE PUCKOBH (DaKTOPH.

10 12 13 16

LA

10 11 13

© 2007 ESC
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00
00
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I1. Bropa crbnka: Ilpomsina B HAaYMHA HA JKMBOT

KOHerTHI/ITC MCPKHU BKJIIOYBAT: IMOHMIKCHHUC Ha TCJICCHOTO TETJIO, ITOBUIIICHA (bI/ISI/I‘-IeCKa
AKTUBHOCT, IPOMAHA Ha XPAHHUTCIHWUTC HABUIK, AHTUATCPOIrCHHA XHHOK&HOpHﬁHa JUCTA,
OTKa3 OT TIOTIOHOITYIICHC.

II1. Tpera crbnka: JlekapcTBeHO JieyeHHe

HeKapCTBeHOTO JICYCHUE CC€ Haljlara KaTo CJcABall c€Tall IIPU IAaOUCHTUTE, IIPU KOHUTO
IMpoMsHaTa B HA4YMHA Ha )KUBOT € HCBb3MOKHA UJIN Hee(beKTI/IBHa.

[Tarodpusnonornynoro neuenne Ha MC ce cBexaga A0 NAaTOQHU3HOIOTMYHO JICUYCHHE HA
OTIEITHUTE KOMIIOHEHTH, KOUTO TO (POPMHpaT.

12.5.JlekapcTBeHO JiedeHHe HA TUCIUTTHAEMHUSITA

HMHTen3uBHOCTTA HaA TCpaluAaTa €€ OIpCAcCId OT a0COJIIOTHHSA IO-FO,Z[I/IH_ICH PHUCK 3a pa3BUTHUC
Ha CC3. HpI/II_IeJ'IHI/ITe HHBA Ha JIHUIIMJIHUTC CTOMHOCTH TIO BpCMC Ha TCpaluAaATa 3aBUCAT OT
OLICHKAaTa Ha pUCKa.

e IIpM yYMEpPeH PHCK - LI Ha TepanuATa e1ace nocturHar HuBa Ha LDL- C<3.4
mmol/l, a na ne-HDL-C < 4.1mmol/l.

® NpH BUCOKOPUCKOBHU OOyHU mpunenHute HuBa ca <2.5 mmol/l 3a LDL-ch u <3.4
mmol/l 3ane-HDL-C.
® IIpH MHOI'0 BHCOK pucK npunenaute HuBa 3a LDL-C ce nonmxkasar noxa 2.0mmol/l.

12.6. AHTHIMTIEMUYHH JIEKAPCTBA

12.6.1.Cmamunu
IIpoaykTH ¥ 1030B peKUM

« Atorvastatin - ¢unm ta6a. 10, 20 u 40 mg; naganaHa q03a- 10 Mr; MakcuMalTHa J103a —
80mr

» Fluvastatin — Ta6n. 40 u 80 mg; HayanHa no3a 20-40 Mr; MakcuMaiHa j03a — 80 Mr

« Lovastatin - Ta6x. 20 u 40 mg; HayanHa q03a 10-20 Mr; MmakcuMaHa 103a — 8OMr

* Pravastatin - ta6a. 10 u 20 mg; HayayiHa no3a 10 Mr; MakcumaiHa j1o3a — 40mr

« Simvastatin - ¢uam tada. 10, 20, 40 u 80 mg; HavanHa g03a 20 Mr; mMakc. go3a — 80
MI
» Rosuvastatin - ¢puim Tabm. 5,10,20,40 mg; HayanHa mo3a 5-10 Mr; Makc. go3a — 40mr

Mexanu3bM Ha JeiicTBue Ha ctatuHuTe: CratuHuTe ca 6nokepn Ha HMG-CoA-penykrasa

- CIUH OT KJIFOUOBUTC CH3UMH B XOJICCTCPOJIOBATA CUHTC3a B YCPHUA ,Z[p06.
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Pesyarar ot jeyenmero: B Haii-rossiMa cTeneH HamaisBaT HUBOTO Ha LDL- xonectepos B
KkpbBTa (20-55%); ymepeHo noHmxkasar HUBOTO Ha Tpuriuuepuaute (10-20%), nosumasar
ciabo HuBoTo Ha HDL- xonecreposna(5-10%)

JIONBJIHUTETHN OJIaronpusTHU e(eKTH: MPOTUBOBB3NAIUTENCH e(pEeKT BBPXY ChIOBATA
cTeHa W crabumm3upanl eQeKkT BBbPXY aTrepoCKIepOoTHYHATa IUIaKa; HaMajsBaT pPHCKa OT
HOBTOPEH MHOKapAeH WH(APKT U MO3bYCH HHCYIT U CHOTBETHO CHPACYHO-CHIOBATA M
o01ara CMbPTHOCT.

TepaneBTnuHa cxema: Tepanusita CbC CTaTUHU 3all0YBA C MUHHMMAJIHA /103a, KOATO IPHU
HE3aJI0BOJIUTENIEH e(DeKT MOCTENEeHHO ce yBenuydara. [IpenopbunTenHo e usgiaTa JHEBHA /1032
Ja ce mpueMa Bedep mnopaad (pU3MOIIOTHYHO MO-WHTEH3MBHATA XOJECTEPOJIOBA CHHTE3a B
HOUIHUS TIEPUOI.

CrpannyHy epeKTH HA CTATHHHTE:

YecTH: CTOMANIHO-YPEBHU OIUIAKBaHMS (KOPEMHH OOJIKH, 3aleK, TUapHs, METCOPU3bM),
rJ1aBO00JIME, MyCKYJTHU OOJIKU, OOPUBH.

Penxu, HO cepuoO3HU:

- YBpexJaHe Ha CKejleTHaTa MycKyJjaTypa (MuonaTs, paOAoMHOJIN3a) € Hai-CepHO3HOTO

HEXeJlaHO ChOWTHE TpuU JIeyeHHWe CbhC cTaTuHU. M3gBata W ce mnoOTeHUupa MpH
KOMOMHHUPAHETO MPUJIOXKEHUE Ha CTaTMHU C Jp. aHTHiIuneMuuu (¢puOpatu MU HUKOTHMHOBA
kucenuHa). C 1es1 NpOTHO3MPAaHE W MOHUTOPHpPA Ha PUCKAa OT MHONATHs C€ NPENOpbuBa

npocliefisiBaHe Ha HUBaTa Ha cepyMmHara kpeatuHgochokunaza (CPK, KPK) B xoma Ha
nedeHnero. KIMHUYHNTE CUMIITOMU ca MUAJITUH, MYCKyJIHa cinabocT, ¢pedpuinurer TpsiOBa 1a
ObJaT 3aM03HATH C PUCKA OT MUOMATHA U pabJJOMMONIN3A U J1a YBEIOMST JIEKYBalUs CH JIeKap
IIPU MYCKYJIHU OTJTAKBaHMUSL.

- IloBuiiaBaHe Ha YepHOAPOOHU €H3UMHM (TpaHCaMHHA3M) B KpbBTa ce HaOyonaBa mpu 1-

2% or MNalUCHTUTC HaAa CTAaTUHOBA TCpalud U C OOMKHOBEHO 06paTI/IMO. CrmpaHe Ha
CTaTUHUTC CC HajJlara camMoO IIpU TPUKPATHO YBCINYCHU CTOMHOCTH Ha I-IepHO):[p06HI/ITC
TpaHCaMHHA3U.

KonTpannaukauum 3a npuiio:keHHe HA CTATHHM: aneprusi; OPEMEHHOCT U KbpPMEHE;
3a00JIIBaHMS Ha CKEJIETHAaTa MyCKyJaTypa; 4epHOApPOOHHU 3a00JsBaHuUs.

12.6.2. @Quopamu

IIpenapatu 1 1030B peKUM

» Fenobibrate :

karnc. 100 mr; HayanHa no3a: 3x1 kanc; nogabpskaia: 2x1 kamnc
49



karc. 200 mr; gHeBHa go3a: 1 kancyna
tabl. modified release 160 mg - an. go3a: 1 karc

« Gemfibrozil kamc. 300, Ta6;1.600 mg; aueBHa mgo3a: 900 — 1200 Mr pasnpeaencHa B 2
npreMa Ipeind XpaHeHe.
» Ciprofibrate kamc. 100 mg; nueBHa g03a — 100mMr

Mexanu3bM Ha JeiicTBHe Ha ¢uOpaTHTe: CBBP3BAT CE C SIPSHH PEIENTOPH B
xenatonutute (PPARS), uneTo akTuBHpaHe CTUMYJIMpa CHHTE3a Ha JTUIONPOTEHHINIIA3aTa —
yBelIMYaBa ce MPOAYKIUATA Ha apo A W HaMaisiBa Ha apoC, B pe3y/TaT Ha KOSTO HaMassiBa
CHHTE3aTa M CBOTBETHO IMPKYJAaTOPHUTE HHMBAa Ha Ttpuriuuepuaure ¢ 20-50% wu ce
nosuinasat HuBata Ha HDL ¢ 10-20%. HamansBanero na LDL e B mo-manka crenen (5-20%)
WIH Oe3MPOMSIHA.

JlonbJIHUTETHH 0JIATONPUATHH e()eKTH: aHTHATPETaHTEH e(eKT

Nuaukanmu: (1)I/I6paTI/IT€ ca CpC€aACTBO Ha I/1360p 3a JICYCHUC Ha XUICPIUIIHNACMUA C
YBCIUMYCHUC IIPEANMHO Ha TPUTTIMOCPUIUTE.

TepaneBTH4Ha cxema: npuiiaraT ce €IHOKPATHO JTHEBHO 110 BPEME Ha XpaHEHE.
Crpannynm epekTH Ha pudpaTuTe

YecTH: CTOMAIIHO-YPEBHH OIIAKBaHUs (KOPEMHM OOJIKH, TajJieHe, 3aleK WIM Auapus U ap.),
KO>KHHU peakluy, oriakBanus oT crpana Ha [{HC (rmaBo6onue, cBETOBBPTEXK U IP.)

Penku, HO MO-cepHO3HM HEKeJIAHU PeaKIHH:

- TIOBUIIaBaHE HAa YEpHOJAPOOHU E€H3MMH (TpaHCaMuHa3W) B KpbBTa. lIpenoprunrenHo e
Ipeay 3alo4BaHE U 10 BPEME Ha JICYEHUETO ¢ (GuOpaTu na ce mpociensBaT MNepUOJUYHO
TpaHCAaMHHA3UTE.

- VBenuuyaBaT pucKa OT MHMONATHs M pabIoOMHOIN3a NPU KOMOMHHPAHO JIEYEHHE ChC
ctaTuHU. CaMOCTOSTETHOTO UM IIPWIOKEHUE HE HOCH PHUCK.

- [lorenmmpat oOpazyBaHe Ha KIHUYHU KaMBHHU.

KonTpannaukaunum: HedponuTrasza; TeXKH dYepHOAPOOHM U ObOpeuHH 3aboisgBaHus,
OpEMEHHOCT U KbpMEHE.

12.6.3. Ipyeu cpeocmea, nonuscagauwiu cepymHume 1unuou.

IIpoaykTH U 1030B peKUM
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* EBosoxkymad - 140 mQ uHXKEKIMOHEH pa3TBOp B MPEIBAPUTEIHO HAITbIHEHA
nycaJka.

Mexanu3bM Ha jaeiicTBue: EBosnokymad ce cBbp3Ba cenektuBHO ¢ PCSK9 m mpenorBparsiBa
cBbp3BaHeTO Ha mupkyaupaims PCSK9 ¢ perieniropa 3a munonporennu ¢ Hucka mrbTHOCT (LDLR)
BbPXY NOBBPXHOCTTa Ha YEPHOAPOOHHTE KIETKH, KaTO IO TO3W Ha4YMH TNpeJoTBpaTsIBa
meaunpanoto ot PCSK9 pasrpaxnane va LDLR. TloBumasaneto Ha HuBata Ha LDLR B uepHus
apo0 BoM 10 CBBp3aHO HaMasiBaHe Ha cepymuusi LDL - xonecteposn (LDL-C).

Nuankanuu ot Jeyenuero. Evolocumab e mokazan npu BB3pacTHH MAIMCHTH C ITbPBUYHA
XHIIepxoJjecTepoieMuss  (Xerepo3urorna (QamwiHa u  HepamMWiIHA) WIM  CMeceHa
JUCIUIIUIEMUS, KaTO NOITbJIHCHNUE KbM IUETaTa!

B KOMOWHAIUS ChC CTATHH WM CTAaTHH W JPYTH TOHIKABAIIM JIMIUAIUTE TEPAlUU TPH
MAIUEHTH, KOUTO HEe MOTAT Ja JJOCTUTHAT MpuIenHuTe croiHoctr Ha LDL-C ¢ MmakcumanHaTa
IMOHOCHUMA J03a CTATHH WU,

CaMOCTOSITEIIHO WJIM B KOMOWHAIUS C APYTY MOHMKABAIY JTUIUIUTE TEPAINus MPU MalUeHTH,
KOUTO HMMAaT HEMOHOCHUMOCT KbM CTaTUHU, WJIN IIPU KOUTO IPUIOKEHUETO Ha CTAaTHH €
IPOTUBOIIOKA3HO.

Evolocumab e nekapcTBeH MpOIYKT, MOKa3aH ChINO MPHU BH3PACTHU MHAMBHIM M IOHOIIU Ha
BB3pacT 12 u moBeve roJAMHU ¢ XOMO3UTOTHA (paMUITHA XUTIEPXOJIECTEPOJIEMHUs B KOMOMHAIUS
C ApYTrd NOHIDKABAIIW JIUIIUIUTE TEPAICBTUYHU CPEACTBA.

Jombianureanu oOnaronpusatun edextu: Edextsr Ha Evolocumab Bbpxy chbpaeuHo-
ChJI0BaTa 3a00J€BaEMOCT U CMBPTHOCT BCE OIIIE HE € YCTAaHOBEH.

TepaneBTu4Ha cxema:

-NpU NBPEUYHA XUNEPXONECMEPONeMUsl U CMeCeHa Ouciunuoemus 3a auya Hao 18 eoounu =
npenopwrunTenHara go3a Evolocumab e 140 mg Ha Bceku nBe cenmmunm wim 420 Mg BeIHBK
MECEYHO., IBCTC N03U Ca KIIMHUYHO €KBHUBAJICHTHU.

- NpU XOMO3USOMHA (PAMUNIHA XUNEPXOoaecmepoiemus Npu 8b3pAcmuu U OHOWU HA 8b3PAC
12 200unu u noseue = npenopbuUTENHATa HavaiHa jgo3a € 420 My Beaubk Meceuro. Cren
12 cepmuin Ha JIeYeHHE, YeCTOTAaTa HA TPUEMa MOXe Ja ce TuTpupa 10 420 Mg BeIHBK Ha
BCEKU 2 CEIMHIIM, aKO HE C€ MOCTUTHe KIMHUYHO 3HauuM oTroBop. Ilanmenture Ha adepesa
MOJKE Ja 3amoyHar JiedeHne ¢ 420 M@ Ha BCEKH JBE CEIMUIM, B CbOTBETCTBUE C TAXHATa
cxeMma Ha adepesa.

CrpannyHy e)eKTH Ha €BOJIOKYMa0:

YecTu: HazopapuHruT, HHOEKIUS Ha TOPHUTE IUXATEIHU IBTHUINA, O0JIKa B I'bpOa, apTpairus,
TPHII ¥ TaJIeHe; epuTeM, O0JIKa U IIOCUHSABAHE Ha MACTOTO Ha MHKEKTUPAHE;

KonTpauHaukanum 3a mNpUHIOKeHHe HAa eBOJOKYMad. CBPbXUYBCTBUTEIHOCT KbM
AKTHBHOTO BC€UICCTBO MJIN KBM HAKOC OT ITIOMOIIITHUTEC BECIICCTBA, 6peMeHHOCT 1 KbpMCHC.
12.6.4. Honooomennu cmonu (Hc1v4HU ceKeeCmMpanmu)
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IpoaykTy U n03u:
Cholestyramine — 4-16 g/nneBHO
Colestipol- 5-20 g/aneBHO

Colesevelman- 2.6-3.8 g/aHeBHO

Mexanu3bM Ha jelicTBHe HAa /iOHOOOMEHHHTE CMOJIM: YCKOpsBaT MeTabonu3Ma Ha
munuaure; [Ipuemar ce nepopajiHo, HO HE ce pe30pOupar U OCTaBaT B TBHKUTE YepBa, KbJIETO
Ce CBBP3BAT C XKIBYHUTE KUCEIUHU U 00pa3yBaT ¢ TAX KOMIUIEKCH, KOUTO HE MOTaT 1a OblaaT
pe30pOupaHu U ce OTACTSAT ¢ PeKaIuuTe.

Pe3yarar: kaTo KpaeH pe3yiTaT IbYHUTE CEKBECTpaHTH MOHMXaBaT HMBOTO Ha LDL-
xosecreposia B kpbBTa 10 30%. [Ipm moBeueTro mamuMeHTH ce TNOHM)KaBa HE3HAYMTEIIHO
HUBOTO Ha TPUTJIHUIICPHUIIU B KPBBTA, HO TOBA HE € 33 IbJDKUTEIICH CPEKT.

Nmar cnab edext Bppxy HDL-xonecrepomna.
Crpannynu epeKTH HA HOHOOOMEHHUTE CMOJIU: 3aMeK WIN JUapus, TaJlcHe, METEOPU3bM U

dbuaTyneHys, KOpeMHU OOJIKH; Hamanam pesopoyuama na uakou eumamunu (A, D, E, K,
(doyreBa KucenuHa), MuHepanu (Marae3ui, IAHK ¢ 1p. )

12.7. Ilognusasane na uHCyIuHO8aAMA Pe3UCMEHMHOCH

I/IHCYJ'II/IHOBaTa PE3UCTCHTHOCT € BOJACI] HaTO(I)I/BI/IOJ'IOl"I/I‘ICH q)aI(TOp 3a MC, nopaan KoO€To
HHCYJIMHOBUTC OYYBCTBUTCIIN Ca OCHOBHO CpPCACTBO 34a JICHCHHUC HA MAIIUCHTH.

IIpoaykru:
Metdopmun — Tabn. 500 mr; 850 mr; 1000 mr

H01106p;113a HHCYJIMHOBATA YYBCTBHTEC/IHOCT oe3 Aa MPE€AU3BUKBA XHIIOTJTHKEMHUSA UPC3:

° HaMaJIsIBaHC Ha €KCIICCHMBHATa qepHO)IpO6H3FJ'IIOKOHGOFGH633
° YBCJINYaBaHC Ha I'NIMKOICHOTI'CHEC3aTa B qepHI/mszOG
° CTUMYJIMPAHC Ha TJIOKO3HOTO YCBOABAHC OT MYCKYJHHUTC KIICTKHU YpE€3 HHCYJIHUH-

3aBrcuM MexaHuzbM (GLUT4)
. MOTUCKAHE Ha JINTIOIN3aTa

JonbaHUTEIHU 0J1aroNpUATHH e)eKTH HA MeT(POopMHH:

. nmoaoOpsIBa TUIUAHKS TIPOdHIT,
. BOJIM JI0 PEAYKLUS Ha TEIECHOTO TETJIo,
. yBenu4aBa (PMOPUHOIUTUYHA AKTUBHOCT,
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° HaMaJisiBa TpOM6OHI/ITHaTa arperauuysa

. uMa OnaronpuusiTeH eeKT BbpXy XUIIEPTOHHUSATA.

Hauanna noza: 2 - 3 mbtu mo 500 Mr — 3amo4Ba ce ¢ HUCKA J103a MOpaJy YECTUTE HEXKETaHU
peaKIMu OT TacTPO-UHTECTUHAIHHUS TPAKT, KOMTO CE M3SIBABAT B HAYAJIOTO HA JICUCHHUETO W
OT3By4YaBaT B paMKHUTE Ha 1-2 ceIMUIIH.

IloctemrenHo J103aTa CC IMOoBHUIlIaBa KaTo OIITUMalIHaTa J03a C€ OIpCACIIA MHAUWBUAYAIHO.

MakcumaJina go3a: 3000 mMr nfaeBHO

HpOIL’bJDKI/ITeJIHOCT Ha JICHCHHUCTO € HCOrpaHHMYCHA IIpHU JIMUIICA Ha KOHTpauHAWKAIUU H
CUCTCMHO IIPOCJICAABAHEC. JleuenueTo OOMKHOBEHO € IPOABIIKUTCIIHO /FOI[I/IHI/I/; CPOKBT CC
ornpeacisi THAUNBUAYAIHO.

12.8. Aumuxunepmen3zusna mepanus

ApTepuajHATA XMIEPTOHHUS TPU MAIMEHTUTE C META0OIUTEH PHUCK TpsAOBa Ja ce JIeKyBa
CHOpeJ ChBPEMEHHUTE MPETOPbKHU U KOHCEHCYCH (BK. Paznen AprepuanHa XUnepTOHHs)

[Ipn naumenture ¢ MC ce npenopbyBaT MPULETHH CTOMHOCTH HAa apTEPUAIIHOTO HaJsITaHe

noa 130/80 mmHa.

YMepeHOTO MOBUIIICHHE HAa apTePHUATTHOTO HaJISTaHe MOXE Jla ObJe MOBIHMSIHO C POMSHA B
CTHJIAa Ha XUBOT (PEAYKIMS HAa TEJIECHOTO TErJio, (Pu3nyecka aKTHBHOCT, OTpaHWYaBaHE Ha
COJITa, AJIKOXO0JIa ¥ Ma3HUHUTE, TTIOBUIIICH MPUEM Ha IJI0I0BE U 3€JICHUYIIH ).

[Ipu nunca Ha nocraThueH e(eKT € yMECTHO MPUJIaraHeTo Ha JIEKAPCTBEHH MPOTYKTH.

ACE-unxudéuropure ca cpeiacTsa Ha mbpBU M300p mpu mamueHtd ¢ MC, ocobeHo mnpu
JMIaTa C BbIVIEXUAPATHU HAPYILEHUs U/WIH IPOTEUHYPHUS

AT1-penentopuu 0Jiokepu ca anrepHatuBa Ha ACE-unxubGuropure mnpu ussBa Ha
HEKeJIaH! PeaKIMU B X0/1a Ha JICYEHUETO C TAX

Jluyperunure ca CpeicTBO Ha BTOpH H300p, Karto Bozema ¢ komOuHanusta ACE-
nHxuouTop/AT-1-6nokep+anypeTuk IMpH JEUYSHUETO Ha MalUeHT

[Ipennountann ca mo-HOBUTE mpemnapatu oT rpynata Ha ACE wuHXuOHTOpUTE HOpagu
JOITBIHUTETHUTE UM OJIaronpHUsITHU e(PEeKTH U3BBbH aHTUXUIIEPTEH3UBHOTO JCHCTBHE

IMponyxru: Enalapril, Lisinopril, Benazepril, Quinapril, Trandorapril, Ramipril, Perindopril,
Cilazapril, Fosinopril

J1030B pe:KMM: H3ION3BAaT ce B OOWYAWHUTE UM 03U, C M3KIIOUEHHE Ha CIydauTe MpU
MaIMEeHTH ChC 3axapeH IuabeT U HOPMOTOHUS, NMPH KOUTO ce BKIOuBa HUcCKa 103a ACE
MHXUOUTOP C 11T PEHONPOTEKIIHS.
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12.9.Aumuaczpecanmna mepanusn:

[Manmenture ¢ MC OOMKHOBEHO MMAT U MOBUIIEHU CTOMHOCTH Ha MPOKOATYJIAIHOHHHUTE
(paxrTopu.

[Mpodunakrtukara Ha TPOTPOMOOTUYHOTO CHCTOSIHHE M3HMCKBA HA IMTBPBO MSICTO NPOMSHA B
CTHUJIa HA )KUBOT U PEAYKIIHS Ha TETJIOTO.

[Tpu Gomuu Hax 40 roguau u npu mauueHTd ¢ 10 — roxumen puck Hax 10% wu nunca Ha
konTpaunaukanmn KBMMC mnpenoppuBa mpuiiokeHHe Ha HUCKM Ao03u acnupud 100 mg
BEuep

MeTa00JMTEeH CHHAPOM — NPOCJIeisiBaAHE

Cxkpununr 3a komnoHeHTuTe Ha MC (00MKOJIKa HA TanusATa, apTEPUATHO HAJIATAHE, TUTTUACH
npodui, KpbBHA 3axap Ha TJIAJHO) MPU MAIUCHTHTE C SJMH WIH MOBEYC PUCKOBU (DAKTOPH,
6e3 pasrspHat MC - BeIHBK TOAUIITHO.

IMpu nuna ¢ npeauader (IFG/IGT) cnenBa 1a ObaaT U3CIeIBaAHN 32 €BEHTYaIHA MIPOTPECHS JI0
KIMHUYHO u3pa3eH 3/12 ChIo BEAHBK TOAMIIHO - OPaJICH INIFOKO30TOJIEPAHTEH TECT.

12.10.  Jleuenue na xunepypukemuama:

IIpu nanmeHTH ¢ MeTA0OJHMTEH CHHAPOM YeCTO Ce HA(JII0JaBa XHIEPYPUKEMHUsI, KOATO
cleBa Ja ce MOBJWSABA NHPBOHAYAJIHO 4pe3 Hedapmakonoruunun wmepku. Ilpu
He0CTATh4YeH e)eKT MO’Ke /1a ce H3MOJI3BAT MPenapaTu Karo:

Anonypunos (Munypur):

- [Moxa3anusi = Bcuuku HOPMH Ha XHMIICPYPUKEMUs TPH JIHLA HAJ 18 TOIMHH, KOUTO HE Ce
KOHTPOJIpAT C JUETa, BKIIOYUTEIHO BTOPHYHA XMIIEPYPUKEMHs OT Pa3JIMY€H MPOU3XOJ U
KJINHAYHU YCIJIO)KHEHUS HA XUIIEPYPUKEMHUYHU ChCTOSHUS.

- Jlo3u = JIeYCHHETO C aJOMyPHUHOJ TPSIOBA J1a Ce 3amoYBa ¢ HHUCKa J03a — Harmpumep 100mr,
KaTo Jo3ara TpsOBa Ja ce TMOBUIIABa caMO TPH JIMICA Ha JOOBp OTrOBOpP OT CTpaHa Ha
cepyMHuTe ypaTu. [loBullleHO BHUMaHue ce Hajlara npH yBpeneHa 0b0peuna ¢pynkius. [Tpu
JIeKa XUTEPYPUKEMUsSI C€ TpernopbuBar a03u okoso 100-200Mr/a, psako mMpu MAIMEHTH C
MeTaOOIUTEeH CHHIPOM CE€ Hajara JiedeHue ¢ mo-BUCOKHU 103U 300-600Mr, mpumaraHu mnpu
YMEPEHO TEKKa XUIEPYPUKEMHUSL.

- Konrpaunaukaumu-> cCBpbXuyBCTBUTEIHOCT, OPEMEHHOCT, KbpMeHe. [1oBUIlIeHO BHUMaHHUE
€ HeoOXOAMMO MpU YEPHOAPOOHO WIM OBOPEUHO YBpEKIaHe, KaKTO W TpHU ymoTpeda
cbBMecTHO ¢ ACE MHXUOUTOpH WU TUYpPETHUIIH.

- Hexkenanu JieKpcTBeHM peaknmuum —>  (ypyHKOJ03a, XEMAaTOJIOTHYHH HApYIICHHS,
BJIOIIABaHE HAa METAOOJMTHUTE TIOKa3aTesld, aHa(pUIAKTUYHH pEeaKlUd, HEBPOJIOTUYHH,
CBHPJCUYHO-CHIOBH, OUHU HAPYIICHUS U AP.

dedykcocTar
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- Moka3auusi = JieueHWE HA XPOHUYHA XHMIICPYPUKEMHUS TIPH CHCTOSHUS, [IPU KOUTO BEUE €
HAaCTBIIWJIIO OTJIaraHC Ha YypaTu (BKJIIO‘-II/ITGJIHO dHaMHC3a WJIW HAJIM4YHUC Ha TO(bI/I H/1In
[I0JIarpO3€H apTPUT)

- o3 => IlpenoppuBanara noza ADENURIC e 80 mQ exun mbT AHEBHO, HE3aBHCHUMO OT
XpaHarta. AKO MMKOYHATa KHcelnHa B cepyMma e > 357umol/l cnen 2-4 ceqmuiy, Moxe aa ce
oomucnu npunaranero Ha ADENURIC 120 mg eaus nbT AHEBHO.

- KonTpaunaukanuu—-> CBpbX4yBCTBUTEIHOCT, OpEMEHHOCT, KbpMeHe. [10BHIIEHO BHUMaHHUE
€ HeoOXoauMo mpH YepHoApoOHO mwin OBOpeuHo yBpexaaHe. He ce mpenopbuBa jeueHue ¢
¢debykcocTaT MpH MAIMEHTH C HWCXEMHUYHAa OOJIECT Ha CHPLETO WM 3aCTOMHA ChpJeyHa
HEJI0CTaThYHOCT.

- Hexenanu JIEKPCTBEHH PeaKIUU —> Hali-4yeCcTO ChOOIIABAHUTE HEXKEIIAHH PEAKIIUH CIIOPE]T
KIMHUYHA W3MHATBAHUS W CHOOPA3HO TOCTMAPKETUHTOBHUTE JMJAaHHHU Ca:  IOJArpo3Hu
NPHUCTHITN, a0HOPMHA YepHOIPOOHA (YHKIIHS, TUAPHs, TaJCHe, TIaBO00IHe, OOPUB U OTOK;
Psanko cmopex TOCTMAapKETHHTOBUS OIHUT Ca BB3HUKBAIM CEPUO3HU pEaklIuud Ha
CBPBXYYBCTBHTEITHOCT KbM (peOyKCOCTAT, HIKOM OT KOUTO ca OWJIM CBBP3aHH ChC CUCTEMHHU
CUMIITOMH.

13. BATIBCTSIBAHE

13.1.0npenesienne

HNUTM, kr/m?
[logHOpMEHO TErIo <18.5
Hopwmaino Termo 18.5-24.9
HaHopMmeHo Teriio 25-29.9
3atinbcraBane | cr 30.0-34.9
BatnbscTsaBane 11 cT 35-39.9
3aTnbcraBane I cT >40

Bucuepanno 3aTibcTaBaHe - OOMKONKa Ha Tanus >94 cMm mpu Mbxe U >80 cM mpu
HeOpemennu xenu (IDF, 2005).
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13.2.luarHocTHYeH U JeuyeOeH MOAX0/1 MPH 3aTIbCTABaHE

NUTM, xkr/m?*  [Taaus, cM Tamua, cm  |[IIpuapyxaBamm
Mb:ixe <94 Mmb:ke > 94  [3abonsiBaHus
Kenn <80 Kenn > 80

25-29.9 [THXK ITHXX [THX + @

30.0-34.9 [THK I[MTHX + ® [THX + ©

35-39.9 [THX + © ITHX + ® [MTHX + D+ X

> 40 MK+t O+ X [[THK+ D+ X [[THK+ D+ X

IIH)K- Ilpomsna 6 Hauwuna Ha Jcusom /Xpamene,

Dapmaxomepanus, X-xupypaus

13.2.1. Orlistat

Nuxuburop

TPUTIIULOCPUIUTE O CBO60,Z[HI/I MAaCTHU KHUCCJIIMHU U MOHOTJIMLCPUIN

Ha

CTOMAIITHO-YPCBHUTC

JIATIa3U,

IIOTHCKa

Qusuuecka axmusnocm/; @-

XUAPOJIU3UPAHETO Ha

o [lokasaH 3a neyeHue Ha 3aTIBCTABaHE Npu nanueHTH ¢ U'TM > 30 Kr/M? Wi ManyueHTH
¢ HagHOpMeHo Teryio 1 UTM > 28 Kr/M? MIPU CHIIPOBOXKIAIIHN PUCKOBU (haKTOpH

e l3non3Ba ce Karo AOMBJIHEHUE KbM JIEKO XHUIIOKajgopuuHa aueta /¢ 30% kamopuu ot

Ma3HHUHU,

OoratTa Ha TUIOJIOBE U 3EJICHUYLH/.

I[HCBHI/ISIT npuem Ha MacCTu,

BBIVICXUAPATHU U 66J'IT’BI_[I/I Ja 6T>I[e pasupCacyiICH B TPUTEC OCHOBHU XPaHCHUS

e JleyeHueTro ga ce MMpEeKpaTu CJca 12 CCAMUIHN aKO NMAIUCHTUTC HE Ca YCICIU Oa
HaMAaJIAT TErJI0TO CU ¢ HE IO-MaJIKO OT 5% B CpaBHCHHUE C U3XOAHOTO

e JlozupoBka: 120 Mr HemocpeacTBEHO MPeaH, MO BpeMe WM J0 | yac cien BCAKO
ocHOBHO xpaHeHe. J{o3u Hag 3x120 mMr/oH HIMAT AOMBIHUTENCH O1aronpusiTeH eexT

HEOOXOIMMO J1a ce TIpruemMa

¢ Konrpannaukanuu:
CBPBXYYBCTBUTEIHOCT

XpOHHUYIHA

ManabcopOrus,

Mex1y OCHOBHUTE XpaHEHUs Jla ce U305rBa mpueMa Ha XpaHH, ChAbPKAIIN Ma3HUHU
AKO ce MpomnyCcHE XpaHeHe WM Ce IPHEeME XpaHeHe, KOeTO He ChAPHKA MA3HUHH, HE €

XoJecTrasa, KbpPMCHC,

*  CrpaHuyHu e(eKTH: TIO-YECTH WIHM CICIIHH IMO3WBHU 3a Jedexarus, OTACNsIHE Ha

Ma3HUMHHU W Ma3HU MUIMNPAKHCHUA /0cOOGHO B HAYajJOTO HA JICYCHHUETO U npu

KOHCyMHpaHe Ha XpaHa, Oorata Ha Ma3HHHW/; HamalsBa pe30opOlMATa Ha MacTo

pPa3TBOPUMHU BUTAMUHHU.
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13.2.2. Naltrexon/Bupropion

- TabIeTKH, ChABPKAIIKA 8 MY HaITpeKCoH (u-OmHouaeH penentopeH antaronuct) u 90 mg
OynpornuoH (aTUMHWYEH aHTHICTPECAHT, CEJIEKTHBEH HHXMOMTOpP Ha OOpPAaTHOTO 3axBalllaHe Ha
HOpenuHe(PUH U TOTTAMHH OT HEBPOHHUTE)

- IToka3anmsi: Saxenda e mokasaH KaTo JOMBJIHCHHE KbM HUCKOKAJIOPHIHA AMETa U MOBHUIICHA
¢u3nuecka akKTMBHOCT 32 KOHTPOJI Ha TETJIOTO NPH BB3PACTHHU MAIMEHTH C HAdaJleH MHICKC Ha
tenecnara maca (MTM)

* > 30 kg/m? (3aTabCcTsABaHE), WM

* > 27 kg/m? 1o < 30 kg/m? npu HanM4Ke Ha €THO WK TIOBEYE CBBP3aHH C TETIIOTO ChIIPOBOKIAIIH
3abossiBanus ( Hamp. AuadeT TUN 2, AUCIUNHICMUS WM KOHTPOIUpaHa XUIepToHus. JeueHneTo
TpsiOBa /1a ce mpekpartu cien 16 ceaMuIy, ako MAUeHTHT He € 3aryOr1 MoHe 5% OT Ha4aJIHOTO CH
TerJo.

- Jlo3upoBka —> HavaiHaTa 7032 ¢ | TabyieTKa THEBHO CYTPUH 3a €IHa CeIMHMIIA, CIel TOBa Ipe3
Cenmuna 2 — enHa tabieTka CyTpuH U enHa TabneTka Beeuep, Cenmuinia 3 — qBe TabJIETKU CYTPUH
u enHa TabneTka Beuep u Cenmunia 4 — nBe TaOJIETKH CYTPUH U 1BE TaOJIETKU Bedep.

- [IpoTHBONOKA3aHUA —> CBPHXUYYBCTBUTEIHOCT KbM HAJITPEKCOH/OYMPONHMOH, HEKOHTPOJIHMpPAHA
XHUIEPTOHHSI, aHAMHE3a 32 I'bPUYOBE, OUTIOSIPHO PA3CTPOMCTBO, OYITMMUS UM aHOPEKCHsI HEPBO3a,
OCTpa aJIKOXOJIHA WIIM OCH30[Ma3enruHOBa AOCTUHEHIMS, XPOHMYHA 3aBUCHMOCT OT OITHOW/IH,
TEpMUHATHA OBOpEYHAa HEIOCTATHhYHOCT, TEKKO YEPHOAPOOHO yBpexnmaHe, JedyeHue ¢ MAO
UHXHOUTOPH (10 14 ITHM creq mpeyCTaHOBsIBAHE HA JICYCHHETO), OPEMEHHOCT, KbpPMEHE.

- Hexxenanu JEKApCTBCHU pealcm/mé MOBUIICH PHUCK OT CYMIIMJHO IMOBCIACHUC, AJICPTUYIHU
peaKknuu, rbpv0BEC, INOBUIICHO apTCPUAIIHO HAJIATAHEC, 6C3C’BHI/IG, CTOMAIITHO-YPCBHU IPOABU —
raacHc, O6CTI/IHaI_[I/I$I, IOBpPBIIAHE, SaMaﬁBaHe, CyXOTa B yCTarta.

13.2.3. Liraglutide 3 mg

Liraglutide 3 mg = npeaBapuTe/IHO HAMbJIHEHA MHCAJIKA, ChABbPkKama 18mg muparayrua B 3
ml.

- IToka3zanmsn: Liraglutide 3 mg e mokasan kaTo JONMBIHEHHE KbM HHCKOKAJIOPUYHA JHETA U PEIKUM
C IIOBHUIICHA q)nanecxa AKTUBHOCT 3a KOHTPOJHMPAHC Ha TEIJIOTO IPHU BH3PACTHHU HNALUMCHTU C
IbpBOHAYAJICH HHJIEKC Ha TenecHara maca (MTM)

* > 30 kg/m? (3aTabCcTsABaHE), WK

e > 27 kg/m? no < 30 Kg/m? npu HaiMuMe Ha TOHE €IHO CBHIIBTCTBAIIO 3a00JsBaHE, KaToO
aucraukeMust (mpexuaber WM 3axapeH auabeT Tum 2), XHIEPTOHWS, TUCIUITUACMHS FIIH
oOCTpyKTHBHA ChHHA amHes. JleueHreTo ¢he Saxenda TpssOBa Ja ce mpeycTaHoBHU ciief 12 ceamuIn
npu f03a 3,0 mg/aeH, ako MalMeHTUTE He ca HAMaJIWIHM TbPBOHAYAIHOTO CH TEJIECCHO TETJIO C MOHE
5%.

- I[ompomca - HayajaHaTa J03a € 0,6 Mg JHECBHO 3a IIOJKOKHO IPUIIOKCHHUE. I[ozaTa Tpf[6Ba Ja Cce
YBCJIUWYU OO 3,0 Mg AHEBHO Ha CTBIIKMU OT 0,6 Mg, Ha UHTEPBAJIK OT IIOHE €AHA CeAMMIIA, 3a Aa CC
HOI[06pI/I CTOMAIIHO-YpEBHATA ITOHOCHUMOCT. AXO TIOBHIIIABAaHETO J0 ciacapamara Jgo3a HE CC
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IIOHACH 3a JBE MOCJIEeI0BATEIHN CEIMUIIY, CIe/Ba Aa c€ OOMUCIH NPEYCTAHOBIBAHE HA JICYEHUETO.
He ce nmpenopbuBat gHeBHU 1031 Haj 3,0 mg/THEBHO.

- IIpoTHBONOKA3aHUSI = CBPHXYYBCTBUTEIHOCT KbM JMPArIYTHI WA KbM HAKOE OT MMOMOIIHHUTE
BELIECTBA, OPEMEHHOCT, KbPMEHE;

- Hexxeslanu JieKapCTBeHH peaKHHMH—> XHIIOTJIMKEMHS, CTOMAIIHO-YPEBHH OIUIAKBAHMUS,
XOJIC/INTHAa3a, IMAaHKpPCATHUT, XOJCHUCTUT, TaxXUKapIusd, aHa(bI/IJ'IaKTI/I‘-IHa pcaknus, OCTpa
O0bOpevHa HeJICTATHYHOCT.

14. IPEAUABET (R73.0) - Hapymena raukemusi Ha riaagHo (R73.1), Hapymen
rJoKo3eH Tojepanc(R73.2)

[Ipenuaber 3aeMa MEXIMHHO MSICTO MEXKIy HOpMajHaTa KpbBHA 3aXap W 3axapHHs JUA0CT U
BKJIFOYBA JIBE CHCTOSIHMS — HApylIeHA TJIMKEMHs Ha TJIaJIHO W HAPYIICH TIIOKO3CH TOJIEPAHC.
C30 mpuema CTOWHOCT Ha IUTa3MeHa IoKo3a 6.1 mmol/l kaTo ropHa rpanuiia Ha HOpMara 3a
IUIa3MEHa TJIF0OKO3a, KOeTo ce 0Oa3upa Ha ¢akTa, 4e HaJ Ta3u CTOMHOCT € HaOI0JaBaHO
MPOTPECUBHO HAPACTBAaHE HA PUCKA OT Pa3BUTUE HA MUKPO- H MAKPOCHIOBH yCIOKHCHUSI.

3a mocTaBsiHE Ha JMarHo3a npeaualdeT ce MpOoBeKAa M3CIIeBaHe Ha IUIa3MEHa TJII0K03a B X072
Ha CTaHJIapTeH opalieH rimoko30-toaepancer tect (OI'TT) cbe 75T riaroko3a.

Kputepun 3a auarHosa Ha pa3iMYHH CTENICHH HA TIIIOKO3EH TOJepaHC Ha 0a3aTa Ha IUla3MeHa
TJIFOKO03a Ha IJIaJHO U Ha 2-s 4ac B xoaa Ha OI'TT (C30, 2006).

L] HOpMaJ'IeH IIIOKO3€H TOJIEPAHC

[UIa3MEeHa TJIF0K03a Ha TIaHO < 6.1 mmol/l
u
TUIa3MeHa TTFoKo3a Ha 2-51 ac pu OI'TT < 7.8 mmol/l

e Hapymena riaukemus Ha riaaano (HI'T)

IUIa3MEHA TJIF0K03a Ha TJAIHO 6.1 - 6.9 mmol/l
1 (aKo e u3CJIe/IBaHa)
TUTa3MeHa TIroKo3a Ha 2-51 ac ipu OI'TT < 7.8 mmol/l

e Hapymen riawoko3en Tosaepanc (HI'T)

IUTa3MEHA TJIF0K03a Ha TJAIHO < 7.0 mmol/l
u
TUTa3MeHa rTroKo3a Ha 2-s1 yac ipu OI'TT >7.8 u <11.1 mmol/Il

e 3axapen guader

IUIA3MEHA TIIFOKO03a HA TIIATHO > 7.0 mmol/l
WITH
IUIa3MeHa IiokKo3a Ha 2-51 yac npu OI'TT >11.1 mmol/I

Awmepukanckata [IlnaberHa Acorpanus npuema u HuBo Ha HbALC 5.7-6.4% kaTo nuarHocTH4eH
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KpUTEpHii 3a mpeauader.

[To manam Ha Mexaynapoanata Jlnaberna ®eneparus (IDF) monacrosimem ¢ HapyuieH
[JIIOKO3€H ToJiepaHC ca 352 MuimoHa Ayl mo cBera, win 7.3% OT HACeIeHUETO Ha Bb3pacT
Mexay 20 u 79 ronuHH, KaTto ce oyakpa mpe3 2045r. 6posAT uM aa ce yBenudu 10 531 MummoHa
nyu, unn 8.3% ot Hacenenuero. U nBere mpeanaOeTHU CHCTOSHUSA ca CBBP3aHU HE CaMo C
MOBUILIEH PHUCK 3a OBJIEIIO pa3BUTHE HA 3aXapeH AualeT, HO U C PUCK 3a pa3BUTHE HA ChPJIEYHO-
ChJI0BU 3a0ossiBaHus. ViMa JaHHM 3a HaMW4KMe U HA JPYTU YCIOKHEHUS MIPH JIBETE MpeauadeTHH
CBhCTOSIHUS - He(ppomaTus, HEBPOIIATUS, PETHHOMATHSI.

[IpenuaGeTaruTe CHCTOSHU ca oOpaTUMU. J[aHHWTE OT peaWila MPOYYBAHUS IMOKA3BaT, 4e 4pe3
aKTHBHAa Hameca B Ta3W (pa3a - ype3 MpoMsiHa B HAYMHA HA >KMBOT U TPU HEOOXOIMMOCT
BKJIIOYBAHE HA OMNPEACJICHU JIEKAPCTBEHH TIPOIAYKTH, € BB3MOXKHO OOpaTHO pa3BUTHE H
MpEeBEHIMST Ha Mpexojaa Ha mpeauaber B 3axapeH aualer. MeTtaananu3 Ha 8 mpoydBaHHS C
MPWIOKEHNE Ha AueTa U (pu3mdecka aKTUBHOCT CPAaBHEHU CHhC CTAHJIAPTHU MPENOPBKHU, U 2
MIPOYYBAHUA C MPUIIOKEHUE CaMO Ha JIUeTa Wi (PU3nYecka aKTUBHOCT, C MIPOIABIKUTEITHOCT OT
1 1o 6 roauHU, € YCTAaHOBWJ CHM)KEHHE HA pUCKa OT pa3BuTHe Ha nuabet ¢ 37% c auera u
(u3HYecKa aKTUBHOCT CIIPSAMO CTaHAAPTHU MPETOPHKH.

JlanHuTe OT peauiia MPOydYBaHHUsS TOKAa3BaT, Y€ 4pe3 MPUIIOKEHHE HAa peaulla JEKapCTBEHU
nponayktu (MeTdopMuH, akap0o03a, OpJIMCTAT, TUA3OJIHIUHIAWNOHH, JIUPATIYTHA) € BB3MOXKHO
obpatHo passutre Ha HI'T u HI'T u npeBeHnms Ha mpexoj Ha Te3W CHCTOSHHUS KbM 3axapeH
IaoerT.

TepaneBTHYeH OAXOA MPU NPeTUaOETHN ChCTOSHUS:

1. TIpomsHa B HaYMHA Ha )KUBOT

2. Metdopmun (500mg, 850 mg, 1000 mg) — mpenopbuBa ce KOrato ¢ IpOMsiHA B HAYWHA
Ha JKMBOT HE Ca MOCTHIHATH LEJIUTE MO OTHOIICHHE Ha MOJ0OpSBaHE HA TIIIOKO3HHS
TOJICpAHC; MPEMoPbYBA CE KaTO CPEJICTBO 3a MPEBEHIMS HA 3axXapeH JAUa0eT BbB BCHUKU
MEXKIYHAPOIHU PHKOBOJICTBA

3. Axkapb6o3a (100 mg) - moxke j1a ce MMa MpeIBU I 3a MPEBEHIINSA Ha 3aXapeH quabeT THI 2
NIPH JIUIIA, KOUTO ST TOHACST JA00pe.

15. JEYEHUE HA 3AXAPEH JJUABET THII 1 (E10.2, E10.3, E10.4, E10.5, E10.9)
3axapHuAT AMa0eT e MpU3HAT 3a €IUH OT Hal-3HAUYMMHTE 3/paBHH NPOOJIEMU B CBETOBEH
mamab. Ilo nmamam Ha MexnayHnaponnata JluabGerna @enepamus (IDF) mpes 2017r.
3abossiBaHeTo 3acsra 424.9 munuoHa Ay mo ceeta win §8.8% OT HaceleHUEeTO Ha BB3PACT
Mexay 20 u 79 ronuHH, U MPOTHO3UTE ca OpoAT UM Ja JocTUrHe 628.6 MUIMOHA TyIIH Ipe3
2045r. wm 9.9% ot HaceneHHeTo. 3axapHHUIT AUA0ET € riobaneH mpolsaeM, KOWTO 3acsra u
HamaTta ctpaHa. [loHacrosimem B bwiarapus uma oxono 424 300 mymm cbhCc 3axapeH aAuader,
KOeTo TipeicTaBiisiBa 7.9% OT HacelleHneTo Ha Bh3pacT Mexay 20 1o 79 roguHm.

Oxkomo 10% oT marMeHTUTe CTpajgaT OT 3axapeH Auader Tuir 1.

3axapeHn amaber Tunm 1 € XpoHWYHO 3a00JsBaHE, MPU KOETO ce HaOII0aBa JACCTPYKIIHS Ha
Oera KIETKUTE HA TAHKpeaca C MOCTEINeHHO OTHaJaHe Ha WHCyinuHoBata cekperwms.llopaan
TOBA TC3U MAUCHTH CC HYKAAAT OT 3aMCCTUTCIIHO JICUCHUC C NUHCYJINH.
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15.1. Hucynunosu npooykmu, unyiceKmupane u oo0yueHue

IIpenopbuBa ce:

0 IlpoBexnane Ha UWHTCH3U(PUIIMPAHO WHCYJIUHOBO JIeUeHHUE C OBp301eicTBAaIl

MHCYJIMH/AHAJIOT TIpeIn BCsIKO XpaHeHe u 6azanen NPH uHCynmH/MHCYIMHOB aHajior,
OCBEH B CIIy4aHuTe KOTaTo:
NAIMEHTHT HE JKellae MPOBEXKJaHe Ha MHTCH3U(DHUIHUPAHO JICUCHHE;
I'bBKABOCTTA B €)KEHEBHETO HE € OT 3HAYCHUE;
IPU BUCOK CEKPETOPEH KarauTeT (PEMUCHS — MEJICH Mecell);
I[To Bpeme Ha peMuCHsI MOKE Ja ce MpuiaraT caMO MHTEPMEIUEpEeH WHCYINH/0a3aneH

aHajor, caMmo OBp30jeicTBall HHCYJIMH/AHAJIOT, WIM KOHBEHIIMOHAIHA/aHAJIOIroBa
cMmec

Mecta Ha HHXXEKTHpaHE - HMHXKEKTHpaHe Ha Obp30JelcTBall HHCYJIMH/aHAIOT B
KOpeMHaTa CTeHa, a Ha MHTEPMEIMEPHU WHCYJIWHW/O0a3aqHu aHaio3u — B Oejapara;
MpenopbhYBa C€ CMsIHA HAa MHKEKIIMOHHUTE MECTa B T€3U 00JIacTH;

o OOydeHue Ha MalMeHTa OTHOCHO:

paboTa ¢ MHXEKIIMOHHHTE YCTPOWMCTBA, BKIIOYUTEIHO pPECyCIEHIMpPaHE Ha
NPH uHCynMH/MHCYTHMHOBA CMEC/aHaIOTOBa CMEC; ChXpaHEHNE HAUHCYIINHA;

XapaKTepUCTUKUTE HA PAa3UYHUTE MHCYJIUHOBU NMPOIYKTH, IPOMSHA B
JI03UPOBKUTE HAa MHCYJIMHA CIIOpe]] oOeMa IpueTa XpaHa U pu3ndeckara
AKTHBHOCT M BB3MOXKHOCT 33 CAMOCTOSITEJTHO HarJIacsiBaHE Ha JO3UTE;

IPOBEX/IaHE Ha aJeKBATCH CaMOKOHTPOI;

CIIpaBsAHC C XUIIOTTIMKEMUS;

e(eKTUBHO CIpaBsiHe ¢ AuadeTa Ipu MbTYBaHE U [0 BpeMe Ha 3a00JIsIBaHeE;

15.1.1. Onpeoenane na uncyrunogume Hy3cou — 00U NOCMAHOBGKU

o

I/IHCYJ'II/IHOBI/ITG AO3HUPOBKU CC OIPCACIIAAT Ha Oaszata Ha peKXruMa Ha XPAHCHC U
(I)I/ISI/IIIGCKB. AKTUBHOCT, KaKTO M Ha Oasara Ha npeamecTBail OonmuT € MHCYJIUH II0
OTHOIICHHUEC Ha 06]].[1/1 HHCYJIMHOBU HYXJIU (;[a HC CC U3IOJI3BAa ONPCACIIAHC HAa NO3UTC
Ha 0a3aTa Ha TEJICCHOTO TCFHO); ACHOHOIITHU BapyWallii Ha WHCYJIMUHOBUTC HYKIU,
dHaMHCE3a 3a XUIIOITIMKEMHUH, CbCTOAHUC Ha MHXXCKITMOHHUTEC MCCTA,

I/IHCYJ'II/IHOBI/ITG J031 CC KOpHUIWpaT Taka, 4€ C TAX Oda C€ IOCTUTaT YTOUYHCHHTC
IMPUICTIHA HMBA 3a KOHTPOJI U Aa CE n30srBaT XHUIIOTJIMKEMUH

OO6u4aitHO Oa3zalHUTE HYXIH MPEACTaBIsABaT 0Kojo 50% oT obmiara 103a;

15.1.2. Ilpunoscenue na 6vp3o0eiicmeaniu UHCYIUHOBU AHATIO3U

©)

bep3oneiicTBaliuTe MHCYJIMHOBM AHAJNO3W HMMAT pPEAMIA NPEeIUMCTBA  IIPeJ
Obp30/eiicTBAIIMTE YOBEUIKW MHCYJIMHU U TIPU MPAaBUIIHO U3IOJI3BaHE MPEICTaBIsBAT
CepHO3Ha Kpauka Hampes B OCUTYPSIBAHETO Ha MO-(PU3MOJOTUYEH WHCYJIUHOB PEXKUM
NIPY NAIMEeHTHUTE ChC 3aXapeH AuadeT Tul 1 - mo-100bp mocTnpananaIeH ITMKeMUYeH
KOHTPOJI, TMO-J00Bbp ABITOCPOYEH TJIIMKEMHUYEH KOHTPOJI, IIO-HUCHK PHUCK OT
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XUIOTJIMKEMHH, I'bBKABOCT U IIO-TOJsAMAa CBOOOJA B €KEIHEBHUETO HA IAIMECHTUTE;
abcopO1usiTa UM HE 3aBUCH OT MACTOTO Ha MHXKEKTUPAHE;
o Hsaxkom ocobeHOoCTH TIpH TpPeMHHABaHE OT OBP30JACHCTBANl HMHCYJIMH KbBbM
Obp30/1eiicTBAI MHCYTHHOBAHAJIOT
Jla ce MMa TPEBHI, Y€ HYKIUTE OT 0azaleH HHTePMEIUCPEH
WHCYNTWH/0a3aJIeH aHAJIOT MOTaT J]a ce MMPOMEHSIT;

IIpyU MPOBCKIAHE Ha XPAHUTCICH PEKHUM 0e3 MCXKJIWHHHU 3aKyCKH C
6Lp3OHCﬁCTBam HHCYJIMHOB aHAJIOT" € HCO6XOI[I/IMO KaJIOPUHUTEC OT MEKINHHUTE
3aKyCKU Ja C€ IPEXBBPJIAT KbM OCHOBHUTC XPAaHCHUA. B ClIydauTte C
HaJHOPMCHO TCIJIO U 3aTIBCTABAHC TOBA HC € H€O6XOI[I/IMO.

15.1.3. Ilpunoscenue na 6a3zannu uHCyIuHO8U AHAI03U

o baszasHnTe MHCYJIMHOBU aHAJIO3U Ca CH3/AJEHU B ONMT 3a ThPCEHE HA MAaKCHUMAJIHO
OJIM3K0 110 (PU3MOIOTMYHOTO 3aMeCTBaHe Ha Oa3anHaTa HHCYJIMHOBA CEKPELUs;

o IlpenumMcrBa Ha Ga3zajaHUTE MHCYJIMHOBU aHAJIO3U NpeJ] MHTEPMEIUEPHUTE HOBEUIKU
MHCYJIMHU ca OE€3BBPXOBUAT MPOGUIT U MO-TIPOABIDKUTEIIHOTO JICHCTBHE B CPAaBHEHUE
¢ oOWvaiflHUTe WHTEPMEIUEpHH W OaBHOJECHCTBAIIM HWHCYJIMHOBH NPOAYKTH. Te
OCUTYpSBAT IMO-I00BpP KOHTPOJ Ha KphBHATA 3axap Ha TJAIHO; MO-HUCHK PHUCK OT
XMIIOTIMKEMUN BKJIOYUTENIHO M HOLIEM; I0-rojsiMa I'bBKaBOCT M cBoOoxa B
€KEIHEBUETO HA MAL[UCHTUTE.

o bazanmaure mHcynuHOBH aHano3u oT |l renepamms (nernmynek, raapxkua 300) umar
IpeJuMCcTBa Npe] 0a3aJHUTe WHCYJIMHOBHM aHAjo3U OT | reHepaius - CBbp3aHU ca C
MO-HUCHK PUCK OT XMUIIOTJIUKEMHUH, BKJI. HOIIHH.

15.1.4. Hazcnacaeane na oozume Ha uHcyIuHa
o HeobOxomuma e mpeaBapuTeIIHA OIEHKA HA JIAHHUTE OT CAMOKOHTPOJIAa Ha KpbhBHATA
3axap 1 HbA1c, XpaHUTETHH HaBUITK U (U3MUYECKa aKTUBHOCT Ha MAI[MEHTa, BPEMETO
Ha I/IH)KGKTI/IpaHe Ha I/IHC}’HI/IHa, NHXXCKIIMOHHATA TCXHUKA HA IMAalTUCHTA U CbCTOAHUCTO
Ha NTHXXCKIITMOHHUTEC MECTA.
o HarnacsBane Ha no3ara Ha OBP30ACHCTBAI HHCYJIUH:
Jla ce aHanmu3upa HMBOTO Ha KpbBHATA 3aXap MpeIu WHKEKTUPAHETO HAa MHCYJIHHA
158 Hpe)m CJIEeABaIIoOToO I/IH)KeKTI/IpaHe, KAaKTO 1 HAJINYUCTO HA XHUITOTJIUKCMUSA M@)K)Iy
JIBETE WHKEKIIWH;
[Ipm BHCOKa KpBbBHA 3aXap M JUIICA HA XUITOTJIMKEMUS MIPEAN TOBA — Ja CE YBEIUYH
nozata Ha uHCynuHa ¢ 10%; mpu HanWuWe HAa XUIOTIUKEMHUS — Ja C€ HaMalH
nosara ¢ 10%:;

o HarnacsBane Ha g03ata Ha Obp30/eiicTBAlI aHAJIOT:
Jla ce aHanu3Mpa HMBOTO Ha KpbBHATa 3axap MOCTIpaHIuanHO (2 ydaca cien
IIPUEM Ha XpaHa), a HE MPEeAU CIEABAIOTO XPAaHEHE U HHKEKTUPAHE;

o HarnacsBane Ha no3zara Ha NPH uHCynuH npeauchbH:
Jla ce aHanu3upa HUBOTO HA KPbBHATA 3axap Mpeau ChbH U MPEIn 3aKycKa, U Mpu
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BB3MOKHOCT TIPE3 HOIITA; IPU HEOOXOIMMOCT Jla Ce HarjiacsiBa MHCYJHHOBATA
71034,

o HarnacsBane Ha no3zara Ha NPH uHCYTMH MHXXEKTHpaH 1O IPYyro BpeMe:
Jla ce aHanmu3upa KpbBHO-3aXapHUA NPOQUI / HaTUYKWE HA XUIIOTJIMKEMHS 3a
nepuo oT 12 yaca cien MHXKEKTHUPAHETO; Ja ce MPELEeHU O4YakBaH e(eKT Ha
JIpYrd WHCYJIMHOBHU TMperapaTd, WHXKEKTHUPAHU Tpe3 TO3H TMEpPUOJ; MpH
HEOO0XOIMMOCT J1a Ce HarjacsiBa MHCYJIMHOBATA J103a.

o HarnacsBane Ha no3ara Ha 0a3ajieH MHCYJIMHOB aHAJIOT:
bazannuTe MHCYJIMHOBHM aHANO3U 32 €THOKPATHO MH)KEKTHpaHE MoraT Ja ObaaT
ATUTMIIMPAHA TI0 BCSIKO BPEME Ha JICHOHOIMETO.ba3anHuTe MHCYJIMHOBH aHaIo3u
3a IBYKPaTHO aIUIAIIMPAHE e MPEeropbuBa Ja ObAaT MpWIaraHu CYyTPHUH U TIPEIn
ChbH.

JlosupoBkata Ha Oa3aJiHUS WHCYJIMHOB aHAJOT 3aBUCH OT WHAUBUIYATHUTE
JICHOHOIIIHU HYK]IM; pernopbuBa ce aa 0vae okono 40-50% ot obmara uHCyIMHABA
703a.
15.2.1106edenue npu xunoznuxemus
[ToBTapsiu ce XUNOTIMKEMHUH B OMIPE/ICTICHO BpeMe Ha JeHs O3HayaBaT pa3MUHABaHE
MeX1y MHCYJTHHOBOTO JICUEHUE M XPAHUTEITHHS PEXUM U (PU3MUecKaTa akTUBHOCT Ha MAIMEeHTA.

o Jla ce ananu3upa nmanu ce MOBTAPAT MPOMEHH B XPAHUTEIHUS PEXUM M Pu3nyeckara
aKTHUBHOCT Ha IMAIMEHTAa; aKo € TaKa Jia ce KOpUrupa a03aTa Ha WHCYJIMHA ChOTBETHO Ha
T€3H MMPOMEHHU;

o [la ce umat npeaBua U IPOMEHHU B MHCYJIMHOBATa YyBCTBUTEIHOCT (Bb3pacT / ObOpeuHn
yYBpeXIAaHUs / APYTH €HIOKPUHHU 3a00JI5IBaHMs ),

o Jla ce THpCAT NPUYMHU 3a XUIMOTIUKEMHS: TPOIMYCHATO/TIPOMEHEHO XpaHEHE WU
MeX/MHHA 3aKyCKa, HeouakBaHa (hU3MUYeCKa aKTUBHOCT, MPUEM Ha aJIKOXOJ, TPOMEHU B
MecTaTa Ha WHXEKTHpaHe, pOTalus Ha WHXEKIMOHHUTE MECTa, TPelIKd MpH
MHXEKTUPAHETO WJIH J103aTa, HEMPABUIHO pa3lpe/iesieHre Ha J103aTa, racTpornapesa;

o Hepa3no3naBaHeTo Ha XUMOTJIMKEMHUHUTE YE€CTO € YACTUIHO 0OPATUMO CHCTOSTHUE;

o [la ce uma mpeaBH]l Bb3MOKHOCTTA 32 HEPA3IMO3HATA XUIIOTTIUKEMHUS OCOOEHO MPH HICHK
HbA1; — ChOTBETHO Ja Ce HArIacsAT J03aTa Ha MHCYJIWHA U IPUEMbT Ha XpaHa, 3a Jia ce

OBJIaJiee TaKbB MpoOIIeM; Jla ce U30srBa crajiaHe Ha KpbhBHATA 3axap moa 4.0 mmol/l.

Toseoenue npu HOWHA XUNO2HIUKEMUA.

Jla c€ KOpHUrHpa BeuepHUs: Obp30/IeHCTBAIL MHCYJINH IPU BUCOKA /1032 WIH KBCHO
WH)KEKTUPaHe, ThH KaTo Ts JoNpUHAcs 3a Xxunoriaukemus mexay 24.00- 03.00;
J1a ce NHXKeKTupa BeuepHara 1o3a NPH nHcynnH Bb3MOXKHO Hali-KbCHO MIPENN CHH
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— Taka ce pasneisaT eekTUTe Ha BeuepHus Obp3ojeiicTBam nHCYauH 1 Ha NPH
WHCYJINHA;

Ja ce MpHeMe 3aKycka OT 0aBHOpPE30pOMpallU C€ BBIVIEXHAPATH BBH3MOXKHO
Hal-KbCHO;

Jia ce MpeMUHE Ha ObP30ICCTBAI MHCYJIMHOB aHAJIOT PN Beueps;

na ce npemure oT NPH uHcynuH Ha 6a3alieH MHCYJIMHOB aHAJIoT

Tlosedenue npu xunoenukemuuHa Koma.
[Ipu chcTostHME HA Oe3Ch3HAHHWE Ja ce MHXKEKTHpa BeHo3HO 20% rimroko3a wim 1
M@ TJIFOKaroH MYCKYJHO Wi 3 M@ Ha3ajeH riarokaroH. /la ce mma mpeasup
He3aJ0BOJUTeNeH e(deKT Ha TIIIoKaroHa mpu TiagyBan naiuedt./la ce mpuemart
BBIVIEXUJIpATH Mpe3 ycTara cjej TOBA U Jia CE CJICU 3a MOBTOPHA XUITOTJIUKEMHUSI.

I[a c€ 06yan 3APAaBHUTC CIICHHUAJIUCTHU U OIU3KUTE Ja U3II0J3BaT I'NIFOKaroH 1npu
YCCTU XUIIOTJIMKEMHH; [a CC OCUT'YPHU I'NITFOKAr'OH B CPOK Ha I'OAHOCT.

15.3./Ieuenue c uncynunosa nomna
o AJTepHaTHBEH METOJ Ha MHTEeH3UUIMpaHa 6a3aIHO-00IyCHA MHCYJIMHOBA Tepanus
o IlpenopbuBa ce npu JaOMIIHO MPOTUYAHE HA 3aXapeH AualdeT TWl | W HemocTHraHe Ha
[EJIUTE Ha TIMKEeMHYCH KOHTPOJI Ha (poHa Ha MHTEH3U(HUIMpPAaHA TEPAIUs C HHCYJINHOBH
aHaJIO3M; MPU YECTH XMITOTIIMKEMUH, BKJIIOUYUTETHO M TEXKH; IO BpeMe Ha OpPEeMEHHOCT

U TIpH IJIaHUpaHe Ha OPEeMEHHOCT

15.4 Jlonvnanumenna mepanus npu 3axapen ouadem mun 1

B omut 32 momoOpeHne Ha TITMKEMUYHUSI KOHTPOJI TIPU 3aXapeH Auader Tur | ca W3cieBaHu
Pa3IUYHM JEKapCTBEHU MPOAYKTH B IOIBJIHEHHE KbM IPOBEKIaHaTa MHCYJIMHOBATA TEPAITUs.
o SGLT2 unxuOurtopu — OmarompuareH epeKT MO OTHOIIEHHWE Ha HHCYJIUHOBA [03a,
TEJIECHO TErJIO, TJIMKEMHYEH KOHTPOJ, TIIIOKO3eH BapHaOmwimmTeT (manariaudiio3uH c
MOKa3aHUe 3a MPWIOKEHHE MPH 3axapeH AuadeT TUM 1); MOBHINEH PHCK OT auabeTHa
KeTOoaIma03a

15.5.1ea1n Ha JieyeHMeTO — TpAOBa Ja ca MHIUBUAYaTU3UPAaHU CIIOpEJ] Bb3pacTTa Ha
MalyeHTa, ChIBTCTBAILUTE 3a00NsABAaHUS M YCIOXKHEHHs Ha Juabera, OdvaKBaHaTa
MPOABDKUTETHOCT Ha KHUBOTA.

o HbAlc <%

e HbAlc 6.0-6.5% - npu maneHTy ¢ Majka JaBHOCT Ha 3a00JIsIBAaHETO, C ToJIsIMa
OYaKBaHAa TPOJBDKHTEITHOCT Ha JKMBOTA, 0€3 3HAYUMO CHPJCYHO- CHIOBO
3a00151BaHe, M aKO TOBAa HMBO MOXKE J1a ObJie TOCTUTHATO 0€3 3HAYUM PHCK OT
XHUITOTJIMKEMHS WJIH IPYTH CTPAaHUYHU ¢()EKTH Ha TepaIusTa;

¢ HbAlc 7.5-8.0% - mpu mamyeHTH C aHaMHe3a 3a TEXKKU XHIIOTJIIMKEMHH, C
OYaKBaHA Mallka TPOABIDKUTEITHOCT HA JKUBOTA, aBAHCHPAIU YCIIONKHECHUS,
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MHO>KECTBO CHITBTCTBAIIM 3a00JISIBaHUS, U MAINUCHTH, MPU KOUTO TPYIHO CE€
MOCTUTAT TPUIEIHUTE CTOWHOCTH BBIPEKH WMHTCH3MBHO OOydYeHHE U
WHCYJTUHOBO JICUCHHUE.
o KpsBHa 3axap (J1abopaTopHO M3CIeABAaHE WU JAHHUA OT CAMOKOHTPOJI)
e Ha riagHo < 7.2mmol/l
e rnocrtrnpanguaaHo< 10.0 mmol/l

Tenecuo terimo — UTM < 25.0KI‘/M2

JIMnuIHYA OKa3aTeau
e OO6m1 xomectepoia < 4.5 mmol/l
¢ HDL xonecrepon > 1.0 mmol/l (mbxe) u > 1.2 mmol/l (xenn)

® LDL xonecrepoin < 2.5 mmol/l (mpu MHOTO Brcok prck < 1.8 mmol/l)

*  Tpurmuuepnan < 1.7 mmol/l

o Aprepuanno Hansrade < 140/85mmHg (npu an6ymunypus >1g/24h 130/80mmHg)

15.6. KpuTepuu 3a onieHKa Ha e()UKACHOCTTA HA NMPOBEKAAHATA TepPaNus:

s« HbAIlc

¢ KpbBHO-3aXxapeH npopuiI — KpbBHAa 3axap Ha [JVIAAHO, MpPENpaHIualHO U
MOCTIPaHANAIHO (J1a00paTOPHO U3CIIEBAHE WU JaHHU OT CAMOKOHTPOJIA);
s TenecHo Terno;

¢  (OcTpH YCIOKHEHUS HA TUabeTa — KETOAIMI03U, XUTIOTITMKEMHH;

XpOHUYHHM YCJIOXHEHHs Ha Jauabera — pauabeTHa peTuHomartus, Hedpomartus,
HeBponartus, Mmakpoanruonatus — MbC, muokapaen nngapkr, MCB, Mo3bueH HHCYIIT,
nepugepHa cb10Ba 60IECT, aMIyTallMM Ha KpalHUIIN;

¢ CppledHO-CHI0BU PUCKOBU (DAKTOPH (JIUIUIHU MTOKA3aTeNU, KPbBHO HAJSATaHEe);

e CMBpTHOCT.

16. IEYEHHUE HA 3AXAPEH JIUABET THUII 2 (E11.2, E11.3, E11.4, E115, E11.6,
E11.7, E11.8, E11.9)

[TonactositemM € Hanluile MaHAEMHS OT 3axapeH auader, karo okoino 90% OT mamMeHTuTe
CTpajaT OT 3aXapeH auader Tum 2.

3axapen auabeTr Tum 2 e 3a00iiIBaHe ¢ KOMIUIEKCHA MATOT€He3a, B KOATO y4acTBaT peauiia
(dakTopu - HApYIICHO WHCYJIWHOBO J€WCTBHE (MHCYIMHOBA PE3UCTEHTHOCT), HapyllIeHa
WHCYJTMHOBA CEKPEIHs, ITOBHUIIICHATA TJIFOKAarOHOBAa CEKpPEIHs, ITOBUIICHA YepHOAPOOHA
TIIIOKO3HA TPOAYKIMS, HAMaJeHOTO YCBOSBaHE Ha TJIOKO3a OT MYCKYJIHTE, TOBHIICHATA
JIUTIONIN3a, CHUKEH UHKPETHHOB €()eKT, MOBUIIeHaTa peadbcopOys Ha TITI0KO3a Ha HUBOTO Ha
O0BOpenuTe, HEBPOTPAHCMUTEPHA AUCHYHKITHS.

[Ipu nuarHocTuMpaHe Ha 3axapeH AualeT THIl 2 TpsOBa /Ja ce MPEOLEHH CTHIIA Ha KHUBOT U
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TOU A3 ObJiE IPOMEHEH CHOTBETHO UPE3:

[ 06yquI/Ie Ha IManucHTa |

e PCIAOBCH CAMOKOHTPOJ,

e OIpEJesiHE Ha MPUIIEIHATA KPbBHA 3aXap;

e JUETHUYECH PEKUM;

e (usmuecku ynmpaxHeHus;

e OI'PAHUYCHUC B KOHCYMALIMATA HA aJIKOXOJI;

e OTKa3 OT TIOTIOHOIIYILICHE,

16.1. Jleuenue c nepopaiHu U UHHCEKUUOHHU HEUHCYJIUHO6U XuUunoliukemusupauwiu

cpeocmea npu 3axapen ouadem mun2

0 ITokazanms — JICKApCTBCHATA TCpaliusd CC 3al104Ba, KOraTo:

v’ Beue e IMPOBCACHO O6y‘I€HI/I€/HaHpaBeHa € aJ/ICKBATHA IIpOMAHA B CTHUJIA HA JKXHUBOT;,

v HbAl¢ > 7.0%, BeHO3HA II1a3MeHa TIII0KO3a Ha riafgHo > 6.1mmol/l;

o prnI/I MMPOAYKTHU — U3IIOJI3BAT CC:

burBanuau (MeTpopMuH);

Nucynunosu cekperaro3u (CYII, mernmurunuam);
Tuazonuaueauonwy;

Anda-riaroko3uazHu THXUOUTOPH;

DPP- 4 unxuburopu

GLP-1 penennitopHu aroHUCTH

SGLT2 unxuburopu

OcHoOBHH MNepopaiHu U MHKKCKIIMOHHU HCUHCYJIMHOBU JICKAPCTBCHU MPOAYKTH 3a JICUCHUC

Ha 3axapeH AuadeT THI 2

IIponyxr ITpuem TabneTku J/IHeBHa n03a
(ITBTH THEBHO) (mg) (mg)
HNHcyMHOBH cekperarosu
CVII - BTOpa renepauus
I'mubenxmamun 1-2 5 2.5-20
['mubenkinaMu; MUKPOHU3HPAH 1-2 3.5 1.75-14
I'muknasung 2 80 80-320
['muknasug ¢ MoauduIupaHo 1 60 30-120
ocBoboxnaBane (MR)
I'munusun 3 5 2.5-30
['munu3ua ¢ yIbmKeHo TecTBUE 1 5:10 5-20
(XL)
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['mumenupuyg 1 1:2:3:4:6 1-8
MerauTuHUAR
Penarnuaunn 3 0.5:1;2 0.5-16
BurBanuan
Metrdopmun 2-3 500; 850; 500-3000

1000
MetpopMuH ¢ YOBIDKEHO 1 500; 750; 500-3000
ocBobokaaBane (XR) 1000
Anda-riaoKko3uaasHu
HHXHONTOPH
Akapbo3a 3 50; 100 50-300
TuazoauauHaIoHN
[MTuoriurazon 1 15; 30: 45 15-45
DPP-4 unxuéuropu
CHrarmnTuH 1 100 25-100
BunnarmunTaa 1-2 50 50-100
Caxkcarnuntux 1 5 2.5-5
Jlunarnuntun 1 5 5
SGLT2 nnxuduropn
Hanarnudno3ux 1 10 10
Emnarnudguosun 1 10 10-25
Kanarmmdmo3un 1 100; 300 100-300
Epryriugnosun 1 5; 15 5-15
KomOnnnpanu npenaparu
Bungarnuntun/metrdopmun 1-2 50/850:

50/1000

CurarmnTas/MeThOPMUH 1-2 50/850

50/1000
JluHarmuntua/mMeThopMuH 2 2.5/850

2.5/1000
Caxkcarnuntu/MeThopMUH 2 2.5/850

2.5/1000
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10.8 mg B 3ml

Hanariaudiaozun/ MeTopmMuH 2 5/850, 5/1000
Emnarnudnozun/mMeTdopMuH 2 5/850
5/1000
Kanarnudnosun/mMerdopmun 2 50/850
50/1000
150/850
150/1000
Epryrimdnozun/merdopmun 2 2.5/850
2.5/1000
7.5/850
7.5/1000
Emnarnudo3uns/muHaraunTaH 1 10/5
[Tuornurazon/mMeTGOopMUH 2 15/850
GLP-1 peuentopuu aronucTu WnxexkTupane 3apeneHu JlHeBHa 103a
(TbTH AHEBHO) | mHCATKK/ (I
Ex3enarnn 2 300; 600ug 10-20pg
JlukcuzeHaTua 1 280; 560ug 10-20pg
JluparnyTtun 1 18 mg B 3ml 0.6-1.8 mg
Hynarmytug 1/cenm 1,5mg 1,5 mg/cenmuuno
Cemarmytug 1/cenm 2.0mg/1.5ml| 0.5 mg/cenmuuno
4.0mg/3.0ml| 1,0 mg/cenmuuno
KomMOuHupanun  npenaparu
0a3anen uncyauH/GLP-1 ananor
WucynuH nerinyaex/mmparay T 1 300 exuunm/ 10-50 no3zoBu

cTenku (1 exunuial/

0.036mg)

16.2. CwobOpakeHus npu n300p HA MPOAYKT:

16.2.1. Merdopmun

67




O TOAXOJIANI KaTO HayaJHa Tepamnus IpU HOBOJIMATHOCTUIMPAH 3axapeH nuader
TUI 2, IPY JIUIICA HA IPOTUBOIIOKA3aHMUS;

o Ilonosxcumennu epexmu:

v TTonoOpsBa TIIMKEMUYHKS KOHTPOI,

Heytpanen mo oTHOIIIEHHE HA TETJIOTO MPU XPOHUYHA YIOTpeoa;
He yBenuuaBa pucka OT XUIIOTJIUKEMUSI;

bnaronpusiTHu eeKTH BPXY JHUIUIAHATE TIOKA3ATEIHN;

<N XX

Nwma noka3zaTesncTsa 3a CbpAEUHO-ChIOBH MOJI3H;
YcranoBenu epekTH Ha MET(HOPMUH 110 OTHOLICHUE MPOTEKIUS OT KaHIIEPOTreHe3a.

Cmpanuynu egpekmu - OT CTpaHa Ha CTOMAITHO-UYPEBHUS TPAKT - METAJICH BKYC, TaJICHE,
MOBpBILAHE, TUAPUUHHU H3XOXKIAHUS, MIOAyBaHEe HA Kopema, (hIaTyIeHIIHS.
Ilpomueonoxaszanusi: BCUYKH CHCTOSHHS, CBbP3aHH C TEXKA THhKAaHHA XHUIOKCUS H
UCXEMHUSl - ChpJCYHA HEIOCTATHYHOCT, OCTBhD CTaauii Ha WH(APKT HA MHUOKapja,
YEpPHOAPOOHA HEJOCTATHYHOCT, OBOPEUHA HEIOCTATHUHOCT.

JlozaTa Ha MET(GOPMHH TpsIOBa Jia CE HAMAJIM HATOJIOBUHA IIPH TJIOMEpYITHA (untpamus <

45 ml/min/1.73M? ¥ nekapcTBEHH IIPOAYKT TPsAOBA Ja C€ NPEyCTAHOBU HPH IJIOMEPYJIHA

Gunrpams < 30 ml/min/1.73m?; mpocnenssa ce ObOpeynarta (YHKUMS IIOHE BEIHBXK
TOJIMIITHO

16.2.2.Cyadonnnypeiinn npenapatu

Tonooxcumennu epexmu:

v BHCOKO eDEeKTHBHU U MOIIHYM HHCYJIHHOBH CEKPETAr03H

v BrOpeuna nporekiws (rauknasug MR)

Cmpanuunuegexmu:

v PHCK OT XHIIOTJIUKEeMHS (TT0-U3pa3eH MPH ABITOIEHCTBANINTE TPOAYKTH U MPH TE3H C
aKTUBHHM METa0OJIUTHU - MIMOSHKIAMUA) - IIMOCHKIAMUA > MIMIMU3UA > TIUMETHPUT
> TIWKIA3U]; Opeapasnoiarauy (pakTopu 3a XUMNOTJIMKEMUs: Bb3PACTHU MHAllMEHTH,
HaMaJIeH MpHeM Ha XpaHa, ObOpedYHH M 4YepHOAPOOHM 3a00JIIBaHUA, JIEKApPCTBEHU
B3aumozeiicteust  (acmupud, napyru HCIIBC, anTukoarynantu, cynaoHaMuiu,
¢ubpatn),ankoxor;

v' VMepeHO yBelnuaBaHe Ha TEIJIOTO TPH TOYTH BCHYKHM TPOYYBAHUS C XPOHUYHO
npwitokerne Ha CYII (Hai-HUCHK puck ¢ riukiasua MR);

Ilpomueonokazanus: TALUEHTH CbC 3axapeH auaber Tun 1, nuabeTHa KeToanuao3a,
MaHKpeaToreHeH aAuabeT, OpeMeHHH M KbPMEIU KEHH, CKIOHHU KbM XUIOIVIMKEMHH (C
4epHOApoOHU U ObOpeuHHr 3a00IABaHMs), C TEKKU UHPEKINN WIN TPAaBMHU, C aHAMHe3a 3a
crpannynu eextu kpM CYIL

16.2.3. MerauTuHuIH
Tonoocumennu eghexmu:
v Bbp30/eiicTBAIIM HHCYIHMHOBH CEKPETAr03H;
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v' KoHTpoaupaT mo-m0o0pe IOCTHpAHIMAIHMTE €KCKYP3MHM Ha KpbBHATa 3axap
(OTHOCHUTETHO TMO-TIPEANOYUTAHN Tpea CYI(POHWIYPEHHHUTE TMpernapaTd MpU IO0-
BHCOKH TIOCTIIPAH/IMATHA CTOMHOCTH Ha KpbBHATA 3aXap);

v JloOpa TOHOCHMMOCT ¥ €(pEKTHBHOCT, CXOAHa ¢ Ta3u Ha cpaBHsBanu CVYII, HO mpu
3HauyuMo (¢ 60%) MO-HHCBK PUCK OT XHIIOTJIMKEMHS CHPSMO JAPYTH CEKPETaro3u
(CYID);

V' Tlo-KpaThbK MOJIYKHBOT, KOETO Hajlara Mo-4ecT HpHEM;

Cmpanuynu echexmu:

XUIOTIUKEMUsI, KOATO C€ HaOJF0/1aBa, KOTaTo MPHUEMAHETO Ha JICKAPCTBEHHS IPOAYKT HE

ce MOoCJIe/IBa OT XPaHEHE;

He e ycraHoBeH edekTa Ha npenapaTiTe BbPXY TEJICCHOTO TEIJIO.

Ilpomusonokazanus: MallMEHTH ChC 3axapeH jauader Tl 1, AuabeTHa KeToaluao3a, C

TEXKO HapylieHu O0b0peyHa u yepHoApoOHa GYHKIHS, OpEMEHHH U KbPMEIIU KEHH.

16.2.4. Tua3oauANHAAOHH (ITHOTJIATA30H)
Tonosicumennu eghexmu:
v' Tlomo0OpsiBaT IUPEKTHO UHCYJIMHOBATA YYBCTBUTEIHOCT

v’ Tlo-TpaeH awirocpoueH e(pekT BbpXy HMBOTO Ha KPBBHATA 3aXap B CPaBHEHHE ChbC
CVYII u meTdopMuH
braronpusitHr epekTH Ha THOTJIUTA30H BBPXY JUIMHIHUATE TTOKA3aTEIIH;

HamansaBane Ha BUCHCPAJIHATA MACTHA ThKaH;

He ca cBbp3anu ¢ pUCK OT XUIIOTJIIUKEMUS;

<N XX

YmMmepen OnaronpusaTeH eeKkT BbpXy ChbpACYHO-CHIOBUTE MHIUIACHTH KaTO BTOPHYHA
KpaiiHa 11el (MMOTTUTa30H).

v' TlpunoxeHne Mpy BCHYKU CTENIEHH Ha HapyIlieHa Ob0pedHa GyHKIws (MHOTIHTa30H).

Cmpanuunuepexmu.

v’ 3ajpbKKa Ha TEYHOCTH - OTOIM, AHEMHUS, ChP/ICYHa HEAOCTATHYHOCT TPH
MpeIpa3noioKeH! MalUeHTH;

v VBennuaBaHe Ha TEJIECHOTOTEITIO;

v' TloBUIIEH PUCK OT KOCTHH (QPAKTYpH IIPU MBIKE U KEHH;

Ilpomusonoxaszanus: OpPEeMEHHOCT, AaKTUBHU TEXKH YEPHOJIPOOHU 3a00JIsBaHUSA,
yctaHoBeHa chpaeuna HegoctarbuHoCT [ u [V OK mo NYHA.

16.2.5. Anda-r1oKo3ua1a3Hl HHXHOUTOPH

Tonoocumennu eghexmu:

v' EdexkTuBeH KOHTPOJ Ha TOCTIPAHIHAIHATA XHUIEPIIUKEMHUs - HAMalsABaHE Ha
MOCTIPAHMATHOTO TIOKAaYBaHE Ha HUBOTO HAa KpbBHATA 3axap clel NpueM Ha
BBITIEXUApPATH (OCHOBEH €(EKT);

v VMa JaHHU 32 ChPJICYHO-CHIOBH IOJI3H OT MPUIIOKEHUE HA akap003a;

v' He ca cBbp3aHM ¢ PUCK OT XMIOIIMKEMHUs (akap0o3a IOYTH HE Ce pe3opoupa - moj
1%).
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Cmpanuunu egpexmu: OT CTpaHa Ha CTOMAIIHO-YPEBHUS TPAKT - JHapws,
bratyneHnus 1 KOpeMHH OOJIKY; J103aTa ce TUTPUPA, 3a Ja ce M0I00pU TOJIEPAHCHT;

: 2
Ilpomusonokaszanus: KpeaTHHUHOB KiupbHC moxa 25 ml/min/1.73m~, OpemeHHoCcT U
KbpMEHE, Bb3NAINTEIHH YPEBHHU 3200 IsIBaHMS, BB3PACT 1o 1 8roauHm.

16.2.6. DPP-4 unxuduropu

Tonoxcumennu egpexmu:
v Bwb3cranossBaT HuBata Ha enjgorennute uHKpetrnu (GLP-1 u GLP);

V' Tlopo0OpsBar TpaitHO TIIMKEMUYHHUSI KOHTPOJ;

v T'110K030-3aBUCHM €(EKT, MOPaJn KOETO NPHIOKEHHETO UM HE € CBBP3aHO C PUCK OT
XHITOTITMKCMUST;

v HeyTpajHu 10 OTHOIIEHHE Ha TEJIECHOTO TETIIO

v' HeyTpajHu 110 OTHOLIEHHE HA CHPIAEYHO-CHIOB PUCK (CHTAIJIMIITUH, CAKCATJIUITHUH,
QJIOTJIMITTHH)

Cmpanuunu egpexmu: HaJTUYIHUATE B KJIMHUYHATA TPAKTHKA MIPEICTABUTEIIM HA rpyraTa Ha

DPP-4 wunxuburopure ce moOHsICAT A00Ope, NpU H3KIOYUTEIIHO HHUCKAa 4YEeCTOTa Ha

CTpaHWYHHM e(eKTH, CpaBHUMH C TE3W Ha IUIane00 WM CPaBHSBAHU JIPYTH JIEKapCTBA;

YCTaHOBEHA TIOBUIIEHA YECTOTa HAa XOCHHUTAJIHM3AIMK 32 ChpJeYHA HEIOCTATHYHOCT

(cakcarnunTug).

Jlo3aTa UM TpsiOBa jJa ce Kopurupa cropea ObOpeuHaTa QyHKIus, onpeaeneHa uype3 ['O

(mpu TMHATTUOTHH HE ce HaJiara)

Ilpomueonoxazanus: He TPsSOBA Ja ce MPUIATAT MPH MAIMEHTH ChC 3aXapeH AHadeT THI

1, mo BpeMe Ha OPEMEHHOCT ¥ KbpMEHE, TPH JInIa 1o 1 8-ToauIrHa Bb3pacT.

16.2.7. GLP-1 penenTopHu aroHMCTH

Tonoocumennu eghexmu:

v AxruBupar GLP-1 penenrropure

v OCHOBHO JIOITHJIHATEITHO PEUMCTBO € PEIYKIUATA Ha TETIIO;

V' T110K030-3aBHCHM €()EKT, MOPAIH KOETO MPIIOKEHHETO UM HE € CBBP3aHO C PHCK OT
XHITOTITHKEMHSL.

v CbpIeYHO-CHIOBH MOJI3H - TIO-HUCKA YeCTOTA Ha ChPACYHO-CHIOBH CHOUTHS U
CMBPTHOCT (JIMPArJyTH]I, CEMArTyTHI)

v' BbOpeyHH MOJ3M - 3HAYMMO CHIDKEHHE Ha pHCKa OT HedpomaTus (JmpariyTH,
CeMarJIyTu/I)

Cmpanuunu egpexmu. OCHOBEH CTpaHWYeH €(EeKT ca raJeHETO W MOBPBIIAHETO, 0COOECHO

paHo B X0J1a HA JICYCHUETO; TOPAJN CHOOIICHH CITydan Ha MAHKPEATHT B XO0J1a Ha JICUeHUE

¢ GLP-1 penentopHu aroHucTH, NHalMEHTHTE TpsOBa Aa ObaaT MHPOPMHpaAHH 3a

XapakTepHUTE IMpHU3HALKM Ha OCTbP NAHKPEAaTUT W NpPU CHMHEHUE 32 MaHKPEaTHT

JIEKapCTBEHUTE NPOIYKTH TpsiOBa Aa ObJaT MPEeyCTaHOBEHU.

Ilpomueonoxazanus.: He TpsIOBA Ja ce MpHJAraT MpH MAIUEHTH ChC 3aXapeH AUa0eT THII

1, tmabGeTHa KeToaAIM03a, O BpeMe Ha OPEMEHHOCT U KbpPMEHE, NPH MALUEeHTH C TEKKU

racTPOMHTECTHHAIHY 3200 sIBaHNUS, TIPHU JIUIA ToA | 8-roauiHa Bp3pacT.
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16.2.8. SGLT2 unxudburopu

o [lonoscumennu echpexmu.
v Kopurupar mnosuiieHaTa obparHa peaOCopOLHs Ha IJIIOKO3a B MPOKCUMAITHUTE

TyOymH;
v EQeKTUBHU BbB BCUUKHU CTa[MU HA 3aXapeH auaber Tui 2
v' HamanisBaT TEeIECHOTO TETJIO;
v/ HamajnsBar apTepUaaHOTO HaJISAraHE,
v’ Be3 pUCK OT XUIIOTIUKEMHUS
v' CbpIe4HO-CHIOBU IMOJ3M — IIO-HHCKA YECTOTAa HAa ChPAECYHO-CHIAOBH CHLOMTHS U

CMBPTHOCT TP MAIMEHTH ChC CHPICYHO-CHIOBU 3a0oisiBaHus  (eMmarianguio3uH,
KaHarmu(I03MH); MO-HUCHK PHCK OT XOCIUTAIHM3AIMs 32 ChPACYHA HEIOCTATHYHOCT
(emmarmudio3uH, kaHarUGIO03UH, Aanariu(I031H)

v' BbOpedyHH MOJ3M - 3HAYAMO CHIDKEHHE Ha DPEJATUBHUS PHUCK OT Da3BUTHE WU
BJIOIIABAaHE Ha ChINECTBYBalla Hedponaths (emmaraudo3uH, KaHaraudIo3uH,
nanariaudao3uH)

o Cmpanuunu eghexmu: TEHUTATHU HHOEKIMY, THa0ETHAa KETOAlWI03a, aMITyTalldH Ha

J0JIHY Kpaitauim (kaHaraudao3uH, epTyringiio3un) u ¢ppaktypu (kaHaraudao3uH)

o [Ipomusonoxasanus: He TpsiOBA Ja ce MpUiaraT 1o BpeMe Ha OPEMEHHOCT M KbpPMEHE,

OpH NalUEeHTH ¢ HamalieHa riaomepynHa ¢uirpanus < 45 ml/min/1.73m2, npu nuna nox

18-ronuiHa u Haj 75-TOIUIITHA BB3paCT.

16.3. Jleuenue c uncynun
Ilokazanusa 3a uHCyIUHOBO Nleuenue npu 3axapen ouadem mun 2:
® HEBH3MOXXKHOCT 3a T[IOCTUTaHe€ Ha J00Bp TJIHMKEMHUYEH KOHTPOJ, BBIPEKH
MaKCHMAaJTHUTE 03U Ha KOMOHMHAIIUU OT MEPOPATHU M UHKEKIIMOHHU HEUHCYJIUHOBH
XHUIOTJIMKEMHU3UPANTUTIPETIapaTH;
® IIPOTUBOTIOKA3aHUS WM CBPBXUYBCTBUTEIHOCT KBbM TICPOPATHU H WHXCKIIMOHHH
HEWHCYJIUHOBH aHTUANA0ETHUICKAPCTBA;
e JIEKOMIICHCAIMS, CBbpP3aHa C UHTEPKYPEHTHO 3a00MsBaHE;
e JICUYCHHUE B MIEPUONEPATUBEH MIEPUOT;
e OpEMEHHOCT W JIaKTaIlus;
e TMAIMEHTH B KPUTUYHO CHCTOSIHUE.

Jleuenue ¢ uncynun ce exmousa koeamo HDA]c ce nosuwu >7.0% cnen MakcuMaiiHO
ToJlaraHe Ha TPYKHM 332 XPaHHWTEJICH PeKUM M HM3YepIBaHE Ha eeKkTa Ha MEPOPATHUTE U
WHXCKITMOHHUTE HEUHCYJIMHOBU XHUITOTTTMKEMU3UPAIN CPECTBA:

e OTHOBO C€ pPEBU3MpA XPAHUTEIHUS PEKUM;

® peBuU3Mpa Ce WM 3al0YBa MPOBEXKIaHE HA CAMOKOHTPOJI Ha KpbBHATA 3axap;

[

0 MPELeHKa MPOIbJIKABA MIPUIOKEHUETO HAa MET(HOPMUH / MHCYJIIMHOBH CEKPETAro3u

| DPP-4 naxubutopu / GLP-1 peuentopuu aronuctu / SGLT2 uaxuburopu;
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Ilpunaecam ce:

e NPH wuncynun/6azaneH MHCYJIMHOB aHAJIOT NPEAH ChbH B ChUETAHUE C MEPOPATHHU WU

WH)KEKIMOHHU XUMOTTUKEMU3UpAIIM TpenapaTd NpU JHUIa ¢ A00pU WHCYITHMHOBH
CEKPETOPHH PE3EPBH;

['0TOBM MHCYJIMHOBU CMECH - KOHBEHIIMOHAIHH UJIM aHAJIOTOBHY;

Wuten3uduuupana tepanus ¢ KOHBEHLIMOHAJHU YOBEIIKM WHCYJIMHOBM Ipernaparu/
MHCYJMHOBU aHAJIO3U

16.4. Anzopumovm 3a uzoop Ha npenapam

16.4.1. Hauanna mepanus - Monomepanus

e MetdopmuH, OCBEH B CIy4auTe C MPOTHBONOKA3aHUS WIM HETOHOCHMOCT, € CPEJICTBO

Ha [bpBM u300p npu 3axapeH auaber Tun 2. OOuyailHO ce Ha3HadaBa
HAIlOCPEICTBEHO CJIE/l HOCTAaBSHE HA TUAarHO3aTa Ha 3a00JIBaHETO.

Axo mopanu HjIKaKBa NMPUYMHA HE MOXKE Ja C€ M3MOJI3Ba METPOPMHUH, TpsOBa j1a ce
n30epe Apyro NepopaHo WIN HHKEKIIMOHHO CPEJICTBO.

e [lpu Bucok usxonen HbALc (>9.0%) e manka BEpOSITHOCTTA Jia C€ IMOCTUTHAT LICIIUTE

Ha TJIMKEMHWYCH KOHTPOJ C MOHOTCpAIIUA; B TaKKMBa CjlIydau € OIpaBJaHO 3aIll04YBAHC
JAUPCKTHO C KOM6I/IHI/IpaHC Ha [1Ba JICKapCTBCHU IMPOAYKTA.

o [lpu nanueHTH ¢ U3paseHa xunepriukemus (KppBHa 3axap > 17 mmol/l wmun HbAlc >

10.0-12.0%) unm ¢ mpu3HALM HAa XUIEPrIUKEMUs, MOXE Jja Ce BKIIOYM MHCYJIUH B
camMoTO Hayajo. MHCcynuHOBa Tepamus € 3aJbJDKUTENIHA NIPU HAJIWYMe Ha MPOSIBU Ha
KaTaboIu3bM M Tpu KeToHypus. Cren crabuian3upaHe Ha ChCTOSIHUETO € BB3MOXKHO
penynupaHe Ha J103aTa WIM HAITBIHO MPEYCTAaHOBSBAaHE HA WHCYJIMHA M TIPEMHHABaHE
KbM HEWHCYJIMHOBHU aHTUXUTEPTIIMKEMUYHH JICKAPCTBA, HA-4€CTO B KOMOWHAIIHS.

16.4.2. IIpemunasane Kbm 080liHA KOMOUHUPAHA MePaAnUs

AKO caMO ¢ MOHOTEparusi He C€ MOCTUTHAT W TMOJIbP)KAT MPHUIEITHUTE HUBA Ha
HbAlc 3a mepuonm ot 3 Mecemna, TpsOBa jga ce no0aBH BTOPO MEPOPATHO HITH
WHKEKIIMOHHO CPEJICTBO.

[Ipr manmeHTH ¢ YCTaHOBEHO aTE€POCKIEPOTUYHO CHPIACYHO-CHIOBO 3a00JSIBAaHE Ce
npeanouynrta BkmoyBaHe Ha GLP-1 penentopeH aroHMCT ¢ JIOKa3aHH ChpACYHO-
cb0BU mom3u (mupariaytun > cemariayTtun > ex3enatun LAR) wwumm SGLT2
MHXUOUTOP C JI0OKa3aHU ChPJICYHO-CHIOBHU MON3K (eMmariandiIo3uH > KaHaTrIu(I031H)
IIpY a/IeKBaTHA TJIIOMepyHa PUATpALHS
[Ipy mamuMeHTH C BOJeNIAa ChbpAEYHA HEAOCTATBUHOCT WIIM XPOHUYHO OBOpEUHO
3abomsBaHe ce npennounta SGLT2 nHXUOUTOp ¢ T0Ka3aHO CHIKEHHE HA ChpJedHa
HEJOCTaThbUYHOCT W/WIM  TpOrpecuss Ha XpOHHYHO ObOpedyHo 3abossiBaHe
(emmarnudmo3un, kKaHarmugIO3uH, AanaraudIo3uH) MPH aJeKBaTHA TJIIOMEpYJIHA
dbunTpanys; nNpu HEMMOHOCUMOCT WJIM MPOTHUBOIOKa3aHus 3a SGLT2 uHXuOuTOp Min
MpU HeaJeKBaTHA TIyoMepyiaHa ¢uirpanus ce mpeanounta GLP-1 penenropen
aroHMUCT C JOKa3aHW CBhPJACYHO-CHAOBH TIOJN3H (JIMpariyTUa > ceMariyTua >
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exzenatua LAR).

- Ilpm manueHTH ¢ HEOOXOJUMOCT OT HaMaJIBaHE HAa PUCKA OT XMITOTJIUKEMHUsS Ce
npeanountat DPP-4 naxuburopu, GLP-1 penentopuu aronuct, SGLT2 nnxuburopu
WU THA30JIMIMHIHOHU

- Ilpu manueHTH ¢ HEOOXOAMMOCT OT HaMalsiBAaHE HA HAIABAHETO HA TETJIO WU C
HEOOXOAUMOCT OT CHIDKCHHE Ha TeJeCHOTO Terio ce mnpemnopbuBar GLP-1
PELENTOPHH arOHUCTH ¢ J00pa ePpUKaCHOCT 3a HaMaJIIBaHE Ha TEJICCHOTO TEIJIO WU

SGLT2 uaxuburopu.
16.4.3. npemunasane Kom mpoiuHa KOMOUHUPAHA MePAnUs

e Axo ¢ koMOMHaIus OT JBa MPOJAYKTa HE MOraT Beue€ Ja Ce IOCTUraT LEIUTe Ha
IVIMKEMUYEH KOHTPOJI, MOXE Jla ce J100aBU TPETH, KaTo HJAeATa € Ja C€ M3IO0J3Bar
JIeKapcTBa C Pa3IMYHU U JOIBJIBAILM c€ MeXxaHu3MH Ha jaeiictue.llpu npunoxxenue
Ha TpoitHa KOMOWHAIIMS MAMEHTHT TPsAOBa 1a ObJIe CTPUKTHO HAOI01aBaH, ThH KaTo
C yBeJlM4yaBaHe Ha Opos Ha JeKapcTBaTa HAapacTBa M BB3MOXKHOCTTA 3a IOsSBA Ha
CTpaHUYHH €(DEeKTU U JIEKapCTBEHHU B3aMMO/IECHCTBHSL.

e [lpu u3uepnBane Ha eeKTa HA TIEPOPATTHUTE CPEJCTBA B IBOMHA/TPOITHA KOMOMHAIIHS
ce MpernopbyBa BKIIOYBAHE HAa MHXKEKLIMOHHA Tepanus. KaTo mbpBO MHKEKIMOHHO
cpeznctso ce mpenopbuBa GLP-1 penientopen aronuct. HCynMH ce npenopbyBa KaTto
mbpBa MHXKEKIHOHHA Tepanus npu HDALC > 11%, npu Hanuyue Ha CUMIITOMHU HITH
JaHHA 3a KaTabonu3bM (3aryba Ha Teryio, TMONUYpPHsl, TOJUIUICHUS, KOUTO
Npe/roiaraT HHCYJIMHOB Ae(UINT), WK IIPH ChbMHEHHUE 3a 3axXapeH auadet v 1.

16.4.4. Ilpemunagane Kvm uncynun

OOuuaiiHO mNpH 3amO4YBaHE HA MHCYJIMHOBA Tepamus MpH 3axapeH auaber Tum 2 ce
MpeNoYnTa BKJIIOYBAHE HA Od3aiied UHCYIUH, OCBEH B CIlydyauTe, KOraTo MalUeHTHT € C
M3pa3eHa XUIEPTIUKEMUs W/HWIW KIMHUYHU TPU3HAIIM HA XUMEPIIIMKEMUs. 3amouyBa ce ¢
HuCKa no3a Ha Oazaned wHcynmuH - 0.1-0.2 E/kr termo wiu 10E/mueBHO. Moxe ma ce
mpujaraT MHTepMEIUepeH MHCYJIMH Wi 0a3alieH MHCYJIMHOB aHAJOT, KaTO aHallo3uTe ca
CBBP3aHHU C MO-HUCHK PUCK OT XUMOTIMKEMHUS MPe3 HOIITA U C TTO-MaJIKO HaJIJJaBaHe Ha TETJIO.
Crnen BrIrouBaHe Ha 0a3alieH MHCYJIWH € HEOOXOIUMO aJeKBaTHO TUTPHpPAHE Ha J03aTa JI0
MOCTUTaHE Ha IIEJINTE 3a HUBOTO Ha KPbBHATA 3aXap Ha MIaJHO — Hanpumep ¢ 2 E Ha Bceku 3
JTHU 710 TIOCTUTAHE Ha TPHUICITHOTO HUBO HA KpbBHATA 3axap HA IJIaJHO 0€3 XUITOTJIUKEMHUSI.
[Ipu xunornukeMus, ako He MOXe Ja Ce OINpeAeNd IPUUNHATa, C€ MPENopbUBa PeAyLUpaHE
Ha jo03ata Ha Oazamuus uHCYnAuH ¢ 10-20%. [Ipu manuweHTH, KOUTO HE MOCTUTaT LEINTE Ha
TIIMKEeMHUYeH KOHTPOJ Ha (oHa Ha Tepamnusi ¢ 0a3ajieH WHCYTUH B KOMOWHAIUS C MEPOPATHU
CpelICTBa, TepamusiTa MOXe Ja ce MHTeH3uduuupa ¢ BkaouBane Ha GLP-1 penenropuu
aronuct, SGLT2 waxubOutopw, uim mpaHauaieH WHCYIuH. KoraTto 0azamHUSAT WHCYJIHUH €
TUTpUpaH J00pe W € MOCTUTHATO MPHIETHOTO HUBO Ha KpPbBHATA 3axap Ha TJaJHO, WU
no3ara Ha Oazaamuus uHCcynuH € > 0.7-1.0 E/kr terno, a HODALC e Hag mpHUIETHOTO HHBO,

TpsiOBa 1@ ce MMa TpenBu] A00aBsSHE Ha WHCYJIWH Tpeau xpaHeHe. Hail-TouHO W r'bBKaBO
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MOKPUTHE Ha MPAHJUATHUTE WHCYJIMHOBU HYXIU C€ MOCTUTA C OA3AIHO-O0NYCEH PedHCUuM,
BKJIFOUBAII J0oOaBsiHEe HAa OBP301eHCTBAI MHCYIIMH/aHAJIOT KbM Oa3amHus MHCYIHH. MoXxe na
ce MPWIOXKHU CTHIANOBHIACH IOIXOMA, MPU KOHTO MBpPBOHAYAIHO ce€ 00aBs caMo eaHa
WHXKEKIUS TPaHINaJICH HHCYJIUH MPEAnd XPaHEHETO, KOETO BOJAM JIO HAH-TOJISIMO IOKA4YBaHE
Ha MOCTIIPaHIUAIHATa KPhBHA 3aXap, a BIOCJCICTBHE ce T00aBAT ChOTBETHO BTOpa M TpeTa
WHXKEKIUS Ha Obp30JeiicTBal] WHCYIHH/aHAIOT. Moxke a ce o0ChIIU NMPHIOKEHHE Ha JIBE
WIA TPH aIUTMKallMK Ha WHCYJIMHOBA cMec JHEBHO. [Ip mammeHTH, KOMTO HE ca JICKyBaHH
Ipey TOBa ¢ MHCYJIMH, 00nYaiiHo ce 3anoyBa ¢ go3a 10-12E gueBno wim 0.3E/kr Ter:o.
MetdopmuH obuyaifHO ocTaBa B TepamusTa Clie[l BKJIIOYBAaHE Ha 0Oa3alieH MHCYJIWH, KaTo
penuia Mpoy4yBaHHUs ca YCTAaHOBWIM NO-MAJIKO HaJJaBaHE Ha TErJo Mpu KOMOWHHpaHE Ha
uHcynmuH U MerdopmuH. [lpu mpunoxxkeHne Ha 0a3ajeH WHCYIMH MOXE Ja TPOABIDKA
NpUEeMbT Ha MHCYJIMHOBU CeKpeTaro3u (mperopwuBa ce peaylmpane Ha jgos3ata ¢ 50%); e,
obaue, TpsiOBa Ja ce MPEYCTAHOBAT MpPH BKJIIOYBAHE HA TMPAHIUAICH WHCYJIMH B
TepaneBTHYHaTa cxema. CBHBMECTHO C HMHCYJIMH MOXeE Ja ce npwiarat ceiio DPP-4-
uaxuoutopu, GLP-penentopun aronucty m SGLT2 wunxuburopu. Pazpaborenn ca u
KoMOuHMpanu mpenapatd Ha GLP-1 penentopen aronuct u 0a3ajeH HHCYJIWHOB aHAJIOT
(muKcM3eHaTU T/ TIAPIKUH, JTUPATITYTH/ACTIIYICK).

Ilooovporcane na 000vp KpveHO-3aXapeH KOHMPOI C RNEPOPANHU U UHICEKUYUOHHU
HEUHCYIUHOBU XUNOTUKEMUIUPAULU RPOOYKMIU

o Quaksa ce:
v/ BIIOIIaBaHE HA MIMKEMUYHHS KOHTPOJI C BPEMETO;

v HEOOXOJMMOCT OT MOBHIIIEHHE B JO3UTE W J00aBsSHE Ha HOBU MPEMapaTH C BPEMETO
T.€. KOMOMHHUPAHOJIEUECHHUE

v/ BKJIIOYBAHE Ha MHCYJIHMHOBO JICYCHUE NIPH YACT OT MAIMEHTUTE CIIE]] Pa3IHI€eH MEPHO/I
OTBpEME;

16.5. Ileau Ha JieyeHMeTO — TpAOBa Ja ca WHAMBUIYAIM3MpPAHU CIIOPE] Bb3pacTra Ha
nalyeHTa, ChIBTCTBAILUTE 3a00JIIBaHUS M YCIOXKHEHUs Ha Juabera, O4aKBaHaTa
NPOIBIDKUTEITHOCT Ha )KUBOTA.

o HbAlc <%

e HbAlc 6.0-6.5% - npu marpeHTH ¢ MajKa JaBHOCT Ha 3a00JIsBaHETO, C TOJsIMa
OYaKBaHa TPOJBDKHTEITHOCT Ha J>KHBOTA, 0€3 3HAYMMO CHPJCYHO- CHIOBO
3a00IsBaHe, M aKO TOBA HUBO MOXe€ Jia 0b/ie TIOCTUTHATO 0€3 3HAYUM PHUCK OT
XHUIMOTTIUKEMHUS WK JIPYTH CTPAaHUYHU €(eKTH Ha TeparusTa;

e HbAlc 7.5-8.0% - mpu mamuMeHTH C aHAMHE3a 3a TEKKH XHUIOTJIUKEMHUH, C
OYaKBaHa MaJlka TPOJBDKUTEIHOCT HA JKUBOTA, aBAHCHPAIHM YCIOXKHCHHS,
MHO’KECTBO CBHITBTCTBAIIN 3a00JIABAHUSA, W MAIMCHTH, MPU KOUTO TPYIHO CE
MOCTUTAT TPUIEIHATE CTOWHOCTH BBIPEKH WMHTEH3UBHO OOydYeHHE U
MpWIoKeHWe Ha e(EeKTUBHH [03UM Ha PA3NIUYHU TIIOKO30-TTOHIKABAIIN
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npenapaTH, BKJIOYUTEITHO UUHCYJIMH.
o KpwbBHa 3axap (J1abopaTopHO U3cieIBaHe WIH JaHHU OTCAMOKOHTPOI)

e Ha mmagHo < 7.2 mmol/l

e nocrtopanauairo < 10.0 mmol/Il

Tenecuo Teriio — UTM < 25.0KF/M2

JIMnuIHY TOKa3aTesn
e OO0 xonectepou < 4.5 mmol/l
® HDL xonecrepon > 1.0 mmol/l (mbxe) u > 1.3 mmol/l (;xkenn)

® LDL xonecrepon < 2.5 mmol/l (mpu MuOro Bucok puck - < 1.8 mmol/l)

*  Tpurmuuepnan < 1.7 mmol/l

o Aprepuanso Hamsirane < 140/85mmHg (npu an6ymunypus >1g/24h<130/80mmHg)

16.6. Kputepum 3a oneHKka Ha e)UKACHOCTTA HA MPOBEKIAHATA Tepanus:

¢ HbAI1c

¢ KpbBHO-3axapeH mnpodus — KpbBHa 3axap Ha [JIAJHO, NPENpaHIAATHO U
MMOCTIPAHIMAIIHO (JJa0OPAaTOPHO M3CJICIBAHE WIIN JAaHHU OT CAMOKOHTPOJIA);
e TenecHo Terno;

®  (OcTpu yCIOKHEHUS Ha TUabeTa — KETOAIM 103U, XUTIOTIIMKEMHUH;

XpOHUYHM YCJIOXKHEHHs Ha Jauabera — pAuabeTHa peTuHomartus, Hedpomartus,
HeBponartus, Makpoanruonatus — MbC, muokapaen nndapkr, MCb, Mo3bueH HHCYIIT,
nepudepHa chA0Ba 00JIECT, aMITyTallUU HA KPAWHUIIH;

e CppledHO-CHI0BU PUCKOBU (DAaKTOPH (JIUIMHUIHU [TOKA3aTeNN, KPbBHO HAJIATAHE);

e CMBpTHOCT.

17. TUPEOUJHU 3ABOJISIBAHUSA

17.1. XUIIEPTUPEOUIU3DBM (MKB: E05.0, E05.1, E05.2, E05.3, E05.5, E05.8,
E05.9)
XunepTupeouu3MbT C€ XapakTepu3hpa C TMOBHILIEHA MPOAYKLUHS W/WIW OTHENsHE Ha
TUPEOUTHN XOPMOHH, BOJEIIM J0 THPEOTOKCHKO3a M MOXE Ja C€ IbJDKH Ha CIEIHUTE
NPUYHHU:
bazenoBa 6onect (TokcuuHa 1udy3Ha CTpyma)
Xammrokcuko3a (Audy3eH Uil HOI03€H BapHAHT)
Hono3na 6a3enoBudunupana ctpyma (TOKCHYHA HOJO3HA CTPYMA)
TokcuyeH aeHoOM (JeKOMIIEHCHPaH )
[TopocTsp THPpEOUAUT

ok wdpE

be3001Kk0B 1 mocTnapTaneH TUPEOUAUT
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7. ﬁon-HHﬂyquaH (aMuo1apoH, KOHTPACTHU BEIIECTBA U IPYTH)

17.1.1. JleyeHue HA XUTNIEPTHPEOHTU3IMA
Bw3npueru ca Tpu OCHOBHM NATOT€HETHYHHN METO/Ia Ha JICUCHHUE!
1. TupeoctaTn4yHo
2. XUpypruvyHo
3. Papwmoiiomieuenue

17.1.2. TupeocTaTU4YHO JieUeHHE
CpenctBo Ha MEPBU U300P MPU BCUYKHU BUIOBE XUIIEPTHPEOUIN3HM U BHB BCUYKHU BH3PACTH.
Ilokazanus: OpEeMEHHOCT, JETCKa BB3pACT, IUQy3HA CTPyMa, HUCKOCTCTICHHA CTpPyMa,
MOJITOTOBKA 32 XUPYPTUYHO JICYEHHE, MOATOTOBKA 32 PaAHONH0/IJIeUeHNe, TPOTHUBOIIOKA3aHUS 32
paAMKaIHO JIedeHHe (XUPYPTUYHO U PaIUOO/IeYeHIE ), THPEOTOKCHYHA KpH3a
Heodocmamwvyu:
Hucka edexruBaocT — B 40-50 % 0T ciydanTte ¢ XUNEPTUPEOUTUZHM

CrtpaHn4HU eQeKTH:
- 1eKH - 5 % (KOXKHO-aJepruyHu OOPHBH, JIEBKOIICHUH,aPTPAIITHN)
- TeXKHU - < 1 % (TOKCHYEH UM XOJECTaTUUEH XEHaTUT, JIyIlyC-110I00€H CUHIIPOM,
arpaHyJolNuTO3a)
Jlexapcmeenu npodykmu:

-  Meruma3zoa — HayanHa 103a 30-40 Mr, ¢ MOCTENEHHA PEayKIUs B 3aBUCUMOCT OT
XOPMOHAJIHUS U UMYHOJIOTUYEH CTaTYC.

- IIpommnTuoypamma — HavyanHa pao3a 300-400 mr, ¢ NocCTeneHHa pPENyKLUs B
3aBUCUMOCT OT XOPMOHAJIHUS U UMYHOJIOTUYEH CTaTYC.

- OO0ma npoaBIDKUTETHOCT Ha JICYEHUETO — cpeAHo 2 roauHu. [lpu BB3pacTHU U
YBpEACHH MAIlUEHTH MOKE J1a OCTaHE KaTO IMOCTOsTHHA Tepanwus B go3a 1 — 2 T.
CUMNTOMATHYHO JIeunHHe ¢ OeTa-0I0KepH, aHTHAPUTMHUIIH (TI0 BB3MOXKHOCT Oe3
AMUOIapOH), ceaThBa

17.1.3. Xupypru4Ho jeyeHue
CpenctBo Ha BTOpHU U300p, KaTo € HEOOX0AUMa MPeIBAPUTEIIHA TUPEOCTATUYHA TIOJITOTOBKA 32
MOCTUTAHE HA €YTUPEOUIHO CHCTOSHHE U UMYHOJIOTUYHA PEMUCHS.
Lloxazanus:

1. cycmekmus 3a CBHOBTCTBAI KapiuMHOM Ha muToBuaHaTa >kie3a (I[XK)
BHCOKOCTETICHHA W/WJIM HOJO03HA CTPyMa, BKJIIOYHUTEIHO pElUIUBHA
peTpocTepHaIHa, peTpoTpaxeaiHa CTpyMa
YECTHU PELMIUBH ClIe]] THPEOCTATUYHO JIEUEHUE
TEKKHU CTPAaHUYHU PEaKLUU OT TUPEOCTATUYHOTO JICUCHUE
MIPOTUBOIIOKA3aHUS UM OTKA3 OT PaIuOHO0ITICYEHUE

o

5. cwmbpTcTBaIa THpeouaacounupana opranmonarus (TAO)
Hedocmamvyu: HUCHK TPOLEHT Ha CIENONEPAaTUBEH EYTUPEOMIU3bM, CIIEJONEPaTUBHU
YCIIO)KHEHHS — YBpEXkAaHe Ha N. eCUrrence, XunoTUpeouIubM, XUIONapaTUPEOUIU3bM

Ilpomusonokazanus:
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1. VYBpeaeHo oOIIO0 CHCTOSIHUE C OTHOCUTEIIHU WM a0COJIFOTHU MPOTHUBOTIOKA3aHUS 32
OTIepaTUBHO JICYCHHUE TI0]] O0IIIa aHECTEe3MUs
2. Hwuckocrenenna nudysHa ctpyma
17.1.4. Paanoiioarepanus

CpencTBo Ha BTOPU WJIM TPETH M300p, KaTO € HEOOXOAMMO MPEABAPHUTEIIHO THPEOCTATHIHO
JIeYCHUE 3a ITOCTUTAHE Ha €YTUPEOUTHO ChCTOSHUE U UMYHOJIOTYHA PEMHUCHS.
Iloxazanus:

HeedexTuBHO THpEOCTATUYHO JICUCHUE

Peunnus cien XupypruyHo JieueHue

[IpoTHBONOKa3aHUS UK HEXETAHUE 33 XUPYPTUYHO JICUCHUE
IIpomusonokaszanus:

AOCOIIOTHY - OPEMEHHOCT, KbpPMEIIIU KEeHH, JEeTCKa Bh3PacT

OtHocurenHu - ¢epTUHA BB3PACT, BUCOKOCTENIEHHA CTPyMa, KOMIPECHUBEH CHHAPOM,
peTpoCTepHAIHA U peTpoTpaxeanHa cTpyma, JeBkoneHus, TAO, chbmbTCTBAI KAPUUHOM
Ha IUTOBU/HATA *Jie3a, Moa-basenos

17.2.TPOCJIEJASIBAHE B XOJIA HA JIEHEHHUETO

IIpoabKUTEIHOCTTA HA THPEOCTATHYHOTO JICYEHHE 3aBUCH OT TEKECTTa Ha 3a00JIABAHETO,
HauyMHa Ha IPOTUYaHEe, CKJIOHHOCTTa KbM PELUAMBH, HUBOTO HA aHTUTENIaTa KbM peLenTopa Ha
tupeoctumyupamius xopmor (TRAD), pasmepa Ha cTpymara

IIpu BB3pacTHM HauanHaTa jno3a € cpeaHo 30 mr aHeBHO (20-40MI/IHEBHO) C MOCTENEHHO
HaMmalsiBaHe JI0 TMOCTUTaHe Ha WHIUBUAyajlHa TMOAAbpXKAlla [J03a M TIIOCTUraHE Ha
TepareBTUYHA U UMYHOJIOTUYHA PEMUCHSL.

JleyeHneTo ce KOHTpOJHMpa C U3CIeABaHE Ha TUpeouacTuMynupamms xopmoH (TSH) u
cBoboauus T4 (FT4) na 1, 2 wiu 3 Mecena B 3aBUCUMOCT OT aKTUBHOCTTa Ha 3a00JISIBaHETO.
[MpocnensBaneTo BKiIOYBa 1 u3cienBane Ha TRAD u exorpadus na 11DK.

[Ipu npekpaTsiBaHe Ha JICYEHUETO XOPMOHAJIHUAT CTaTyC ce mpociezsBa Ha 3, 6 u 12 mecern,
CJIe]l KOETO BEHBK TOAMILIHO.

Crnen Xupypru4Ho jJe4eHre XOpMOHAJIHUAT CTaTyC ce mpocieassa Ha 1, 3, 6 u 12 mecen, cien
KOETO BEIHBXK FOJIUIIHO C OTJIE PAHHO YCTAHOBSBAHE HA PELUINB HAa XUIIEPTUPEOUIU3MA WIH
Ha MOCTONEPATUBEH XUITOTHPEOUTUZBM.

YMecTHO € m3caenBane U Ha KanmnueBo-hocdoprara (Ca-P) oOMsiHa nipe3 IbPBUST MeCeEI] ClIe]
omepanusTa 3a paHHAa JAMarHo3a M KOMIIGHCAlUsi Ha €BEHTyalleH I[IOCTONEPAaTUBEH
XUIONAapaTUPEOUTUZBM.

Onepupanute OOJIHU C HOJO3HHU CTPYMH IOJIIEKAT HA €XKEroeH eX0orpadcku KOHTPOII.

PagmoiionyieyeHneTo ce U3BHPIIBA B CHEIUAIM3UPAHN MEAUIIMHCKH 3aBEJICHUS OT KOMMCHS,
BKJIIOYBallla THPCOUAOJOr W paJuojior, Mmoo YTBBPACHA CXEMa, BKIIIOYUBAIla CIIMPpAHC Ha
TUPEOCTATUYHOTO JICUCHUE 3 THU TIpeau mpuemMa Ha paauonon. [Ipu koMOMHUpaHO JeUYeHHE C
JIEBOTHUPOKCHUH, TMOCIECTHUAT TpsiOBa na ce crpe 2 CeAMMIM Npeau NpueMa Ha paauonol.
Bn3npuero e nedeHueTo Aa ce nmpoBexaa B 103a 6 - 8 Muiukiopu. B cioydante Ha mo-manka
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mudysHa DK ot I-1I cr. wnm monmmuaomo3na crpyma ot Il cT. € ymecTHO naBaHeTo Ha 4 WU
CchOTBETHO 10 MIIIUKIOPH.

XOpMOHAJIHUAT CTATYC ce MpociensBa Ha 1, 3, 6 u 12 Mmecel, ciie/l KOETO BEIHBXK T'OJMIIHO.
[Ipu HEeycnenmHo paanonoaIeYeHue MOXKE JIa Ce Jajie BTopa J103a cies 6 — 12 mecena.

[Ipy Hanuuue Ha HOMO3HA CTpPyMa 3aJBJDKUTENIHO TpsOBa Ja ce MpoBele THHKOUTJICHA
acniupannonna ouorncus (TAB) mog exorpadgcku KOHTPOI 32 U3KIIOYBAHE HA KAPIIUHOM.

Ha Bb3pacTHH OOJNHM CbC CBHPACUHO-CHIOBH 3a00JsBaHHS M PHCK OT O0OOCTpsiHE Ha

XUIEPTUPEOUAN3MA, C€ BKJIKOYBA TUPEOCTAaTHMYHO JeueHue 7 — 10 gHu cien mpuema Ha

131
olpezelieHaTa TEpaleBTHYHA 1034 3 I 3a 1 — 3 mMecena winm no mpeneHKa Ha JieKaps

CHELHUAJINCT - U NIOBEYE.
HeszaBucumo oT MeTojna Ha JieueHHE, MPU XOPMOHAJIHU JaHHU 32 XUIMOTHPEOUIUZBM C€
BKJIIOYBA 3aMECTHUTEIIHO JieueHue ¢ Levothyroxine B 103u criope Hy)KIuTe Ha MaIllUCHTA.

17.3.0COBEHOCTH HA JIEYEHUETO HA XWUINEPTUPEOUIU3ZMA IIPU
BPEMEHHUA

Cpedcmeo na uz60p — TAPEOCTATUYHO JICUCHUE

Jlexapcmeo na uzbop — Propylthiouracil B8 mbpBust TpumMecTbp Ha OpEeMEHOCTTa, CIEI KOCTO
Methimazol

Hosza na uzbop — Haii-MankaTa B3MOXHA J103a, KOSTO Jia TMOAIbpKa TUPEOUAHATa (DYHKIUS B
TOPHUTE TPAHHUIM HA HOpMaTa

IIpocneossane

nscnenBane Ha FT4 uTSH exemecedHo 1mo Bpeme Ha OpeMeHHOCTTa

M3clieIBaHEe HAa TUPEOUIHATA (DYHKITUS HA HOBOPOJICHOTO

npocliefsiBAaHe Ha XOPMOHAJIHMS CTaTyc Ha 3 Mecela CJell pakIaHeTo, C OIJIeHd
BEPOSTHOCTTA 32 000CTPSIHE B TIOCTHAPTAIHUSI TIEPHO/I.

17.4.0COBEHOCTH HA JJEUEHUETO HA XUIIEPTUPEOUIU3MA IIPH NO/I-
BA3E/1OB

JleueHneTo ¢ aMHOJIAPOH BOJM /10 HapylleHa TupeounHa ¢yHkuus mnpu 14-18 % ot GonHuTe.
HaGumonaBar ce 1Ba Tuna aMHoJapOH-UHIYLMPAH XUIIEPTUPEOUIUZBM:
Tun I (o Tuna Ha bazenoara Gosect)
nosutuenu FT3 u FT4
notucHar TSH

ITOBHIIICHA 131 | -KarTanus

MOBMIIIEHA BaCKyJlapu3aLus Mpu exorpadcko uscneasane ¢ usereH Jomiep
Jleuenne — Tupeoctaruuno (Propylthiouracil win Methimazol)

Tun Il (mo Tva Ha JeCTPYKTUBHUTE TUPEOUIUTH )
nosutuenu FT3 u FT4
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notucHat TSH
131I

MOTHCHATA -KanTamus
HamalieHa BacKyJlapH3alus Ipu exorpadcko u3cieaBane ¢ mnpereH Jlomiep
JleyeHue — KOPTUKOCTEPOUIU, TUPEOCTATUK, XUPYPTHUUHO.

17.5.CYBKIIMHUYEH XWUINEPTUPEOUIU3ZBM (MKb: E05.0, E05.1, E05.2, E05.3,
E05.8, E05.9)
Jluaruosata e naboparopHa, xapakrepusupa ce ¢ norucuatr TSH (< 0,1 mlU/ml) u nopmanuu
FT3 u FT4. Cynpecusita na TSH Mosxe 1a Ob/ie €HIOTCHHA WITH €K30TEeHHA.
KnuanyHa cuMnToMaTHKa HSIMa WM € JUCKPETHA, M3passBalia ce MPEIUMHO B ChplicOHeHE,
TpPEeMOp, yMopa, JeTPECUBHOCT.
CYOKAUHUYMHUSIM XUNEPMUPEOUOUIbM € PUCKO8 hakmop 34
- Tporpecusi KbM KIIMHHYEH XUTICPTHPEOUTUIbM
- PUTHMHHU HapyUICHHS HA ChPJICYHATA ICHHOCT
- pa3BUTHE Ha OCTEOIOpO3a
Ilogeoenue:
- XOpPMOHAJICH KOHTPOII cjie]] 3 Mecena 3a Bepuduipane Ha Juaros3ara
- MHIUBUAyAJIM3UPAH MOIXO]
TupeocTaTuyHO JIeUeHNE, EBEHTYAIHO PaJHOMOATEPAINs CE MPEIABMK/IA TIPH:
- HaJIWYHE HAa XUMEPTHPEOUIHA CUMIITOMATHKA;
- TIOJIMHOJIO3HA CTPYMa;
- CBITBTCTBAIIO CHPACYHO-CHIO0BO 3abossBaHe (CC3) ¢ TMOBHIIEH pPHCK 32
PUTBMHH HapyIICHUS,
- CBITBTCTBAIA OCTEOIICHHS WIIH OCTEOIOPO3a;

17.6. TUPEOUJACOLIMMPAHA O®TAJIMOIATHS (TAO) (MKE H06.2)

Puckoeu paxmopu:
1. TroTroHOMYyIIEHE
2. XUNOTHUPEOUIU3bM, BKII. IOCTTEPANIEBTHUCH
3. TIpoabmKUTEHOCT U TEXECT Ha XUIEPTUPEOUAU3MA
17.6.1. Jleuenne na TAO
Jleuennero Ha TAO ce mpoBexnaa B CHeUMaIU3WpaHd E€HIOKPUHHU KIWHHUKH OT BHCOKO-
KBAIU(UIIMPaHU CTIEUUAIUCTH EHJOKPUHOJIO3U B TSACHO CHTPYIHHYECTBO C O(TaIMOJIOr.
Bb3MoXkHO € nmpuiaraHeTo Ha 3 TepaneBTUYHU METOJ]a — CAMOCTOSITENTHO MJIM KOMOMHUPAHO, B
3aBHCUMOCT OT aKTMBHOCTTA M TEXECTTa Ha 3a00JIIBaHETO.
1. JlexapcTBeHM MPOAYKTH — JIOKAJIHO U CUCTEMHO ¢ riitokokoptukonu (I'K)
2.  Teneramarepamusi Ha peTpOOPOUTATHOTO MPOCTPAHCTBO
3. Xupypruyso
Obwu epudicu 3a nayuewma: BUCOKA BB3IVIABHUIIA, HAMaJEH IPUEM Ha COJ, TbMHH
OUMJIa, 3aKPUBAHE HA €HOTO OKO
17.6.2. JlekapcTBeHa Tepanus
a/ 00110 JeyeHue
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- JICYCHUE HA XUMEPTUPEOUAN3MA C TUPEOCTATHIHN (BXK. XHIIEPTHPEOUINZHM)

- BKIOYBaHe Ha Levothyroxine mnpu XumoTupeoumu3bpM, J03MpPaH B 3aBUCHMOCT OT
XOPMOHAJTHUSI CTaTyC, Bb3pacTTa U Npuapyx)aBamuTe 3a0onsBanus. [IpoabmkureTHocTTa
Ha JICYECHUETO € JI0)KUBOT, KaTO HE € M3KJIIYEHO MPEMUHABaHE B XHUIIEPTHUPEOUIHO
CBhCTOSIHUE M CMSIHA HA 3aMECTBAIIOTO JICYEHHUE C TUPEOCTATUYHO.

- CenenoBu npenapatu B 103a 200 Mkr a1H. B nmpoabikeHnue Ha 6 mMec.

- [ rokoKopTUKOUAN:

- napenmepanno — 3 ceanca OT 3-KpaTHU BE€HO3HU WMH(QY3uH mpe3 AeH Ha 500 mr
(makcumym 1000 mMr) MeTunnpeaHHU30JI0H, C MEXIUHHO MYCKYJIHO MPUJIOXKEHUE Ha
I'K, xaro oOmara kymynaTHBHa J03a He OuBa Ja HaaxBbpiast 6 - 8 rpama ['K.
[IpoabmxuTEIHOCTTA HA €AMH KypC Ha JIeUeHHE € 4 - bMeceria.

- Opanno — antepHupan] npueMm B go3a 15-20 Mr mpe3 JeH, NpeIuMHO MEXIY
MyJICOBETE U KAaTO 3aBbpIIBal] eTar Ha JedeHnero ¢ ['K wiu teneramatepanusta

- Cyclosporine — momen umyHocympecop, 5-7.5 mg/kg/nu B komounanus ¢ 'K 60-100
mg/oH
- Rituximab1000 mg 2 netu mpe3 2 cenmunu u ['K 100 mg npeau ToBa
0/ TOKaJHO JIeYeHNE
17.7. xonupu c I'K u Hectepounnu nporuBoBb3nanurennu cpeactsa (HCIIB) —
NIPY U3pa3eHa UHEKIHS U XeM03a ChC CyOEeKTUBHHOIUIAKBAHHUS
17.8. donodopesa ¢ I'K-ynresent — 5 — 10 nporeaypu 3a eIuHKypC
17.9. U3KycTBEHHCHI3H
17.10. bera-010Kepy JOKaJTHO M JUYPETUIM - TPU TOBUIIEHO BBTPEOYHO
nHamsirane (BOH), mox kouTtpona Ha croiinoctute HaBOH
17.11. AHTUOMOTHUYHHU KOJIMPU U YHTBEHTH— IPU HAJIMUUE HAUHPEKIUSI
17.6.3..Teseramarepanus

17.12. petpolynbdapHO
17.13. 10 gau o 2 Gy
17.14. MIPOTUBOIIOKA3aHUS TIPU 3aXapeHauadeT
17.15. YCIIO’)KHEHUS — KaTapakTa Ha JICHIUTE
17.6.4. Xupypru4Ho JjieueHue
17.16. Ha XUIEePTUPEOUIM3Ma — CyOTOTaIHA/TOTaTHAa TUPEOUJEKTOMUS
17.17. JIEKOMITPECUBHA OPOUTOTOMUS
17.18. Tap3opadus
17.19. KOpeKIus Ha PUKCUpPaH CTPaOU3bM

Orenkata Ha e)eKTa ce U3BBPIIBA Bh3 OCHOBA HA PE3YJITATHUTE OT KOMIIOThpHATA TOMOTpadus
(KT) na opburu, ex3opranmomerpusrta o Hertel, Buzyc, BOH, ¢pynmockonus u usciensaHe

MMOABUKHOCTTA HA OYCABUTATCIIHUTC MYCKYIJIN.

17.7. XHMIOTUPEOUAMU3BM (MKB: E03.0, E03.1, E03.2, E05.3, E03.4, £03.5, £03.8,
£03.9)

YcraHossiBa ce B 4,7% 0T ObJirapckara momyJanus. XapakTepusupa ce ¢ HaMajeHa CeKpeIus
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Ha TupeouiHu XopMonu ot DK 1 Moxe fa ce AbKU Ha CIeHUTE TPUYNHU:
1. ITppBUYCH XUTIOTUPEOUTUIBM
- TUPEOUAUT HaXaIMMOTO
- IOCTOIEPATUBEH XUIIOTUPEOUTUIBM
- cies paauoroaTepanus
- cien Teneramarepanus (TT'T) B obmactra Ha DK
- IEKapCTBEH XUIIOTUPEOUTUIBM — TUPEOCTATHIIN, JIUTUH, O]
- MHOUITPATUBHY BB3MAJIUTEIHNA WIN HEOIUIacTHUHH 3a0osBanus Ha [IDK
- BPOJCHH WJIM IpUA0OUTH 1e(heKTH Ha OMOCHHTE3aTa Ha THPEOUIHN XOPMOHH
2. BropuueH u TpeTHYEH XUTTOTHPEOUTUZHEM
- 3a0onsBaHMs Ha XuNo(dusara U XUMOTAIAMyca
3. BpomeHa pe3MCTEHTHOCT KbM THUPEOUJHHUTE XOPMOHHM — TnepudepHa u
reHepaanu3upana

17.7.1. Jleuenue

3amectutenHo jeueHue ¢ Levothyroxine (L-T4) ce BkiIrouBa Mpu CICAHUTE YCIOBHS:
IMpu cepymen TSH > 10 mIU/L u mnoBumen puck oT cbpaeuHa HemoctaTbyHOCT u CC
CMBPTHOCT.
[Tpu cepymen TSH mexy 4.12 - 10 mIU/L moxe fa ce 3amovHe JeueHue Npy HaIuYue Ha:
* KJIMHUYHA CUMIITOMAaTHKA
* mno3utuBHu TPOAD
* ucCXeMHYHa OOJIECT Ha CBHPLETO, ChpJEYHA HEIOCTAThYHOCT, WJIM PUCKOBH
(bakTopH 3a Te3u 3a00JIsIBaHUA
[Maruentn ¢ TSH m/y 3.0 — 5.0 mIU/l uamat KJIMHUYHO 3HAYMMH CUMITTOMHU M JICYCHHUETO C L-
T4 e HoCH pearHU TOI3U
IMpu TSH m/y 5.0 — 10.0 mIU/l pemrennero 3a neyenue ¢ L-T4 3aBucu oT MHOTO (akTopu M
NpUIPYKaBAIIX 3200 SIBAHNS:
* TSH 2-xpatro Hag 8 mIU/| unu HapacTBal mporpecuBHO
* Haymuwme Ha ryma w/wnum nosutienu TAT, TPOAD
» JleTcko-toHOIIECKa Bh3pacT/Miiaa Bb3pacT
* TepaneBTHYEH ONMUT 3a MOBJIMABAHE HA KIIMHUYHA CUMIITOMATHKA
» [Ipeanouynranue Ha MaMEHTA
* CC3 unu CC puckoBu ¢pakropu
* TroTioHOIyHIEHE
»  JlucounmaemMus
*  bumnossipHO pa3cTPOUCTBO, ACIIPECUS
[Ipunennu croitnoctu Ha TSH
* Ilpu BB3pacTHU MHAMBUIU U HEOpEeMEHHU MalUeHTKH Ha nedenue ¢ L-T4, TSH
TpsiOBa J1a ce moaabpika B pedep. rpanuim — 0,4 — 4,12 mIU/L
Cpeocmeo na uzbop TIpu BB3pACTHH € MOHOTepamusTa ¢ Levothyroxine B cpemna mgo3a 1,6
mcg/kg TesecHO TEryo IHEBHO, CYTPHH Ha riaaHo, 60 MuH npeau 3akycka. L-T4 He OuBa ma ce
IpreMa eTHOBPEMEHHO C BEIIeCTBA U JIEKAPCTBEHH MPOIYKTH, KOUTO HHTep(depupar ¢ Heropara
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pe3opOius 1 MeTabonu3bM. JIeKapCTBEHUST MPOIYKT TpsiOBa Aa ce chxpanssa mpu 20°-25° C,
Ha CYXO U ThMHO MSCTO.

He e nokaszano npenuMcTBO Ha KOMOMHUpPaHOTO npuioxkeHue Ha L-T4 u L-T3. Bernpeku ToBa,
ipu 5% - 10% ot manmenture nekyBanu ¢ L-T4 u ¢ Hopmanen TSH, cbo01maBaT 3a CHMIITOMU
KakTo npu xunotupeounuzbm. Hopmanuuar TSH npu neuenue ¢ L-T4 He e rapanuus 3a
€yTUPEOUHO CHCTOSHNE BbB BCUUKHU ThKaHHU. OmnpezeneHa KaTeropusi MalirueHTH C
XUIMOTUPEOUAN3IbM BEPOSTHO OMXa CE€ MOBIUSIIN OJIArONPUATHO OT KOMOMHUPAHOTO
npuiiokenue Ha L-T4 n L-T3, koeTo MOXke J1a MUMUTHpPA 0-yCIIEIIHO ChOTHOILIEHUETO Ha
FT3/FT4 npu 3npasu. Bee orie odade HiMa 10CTAaThYHO JOKA3ATEICTBA, KOMTO J1a OOSICHST
nepcucTrpallaTa CUMIToMaTiKa. ETo 3a1110 BCHUKY TUPEOUIHU OpraHU3aluy IpenopbuBar L-
T4 mMoHOTEpanusTa KaTo CTAaHJAPTHO JICYEHUE HA XUIIOTUPEOUIU3bM.

Kom6unanusara na L-T4 u L-T3 He TpsiOBa aa ce u3I013Ba NPy OpeMeHHHU KEHU WU TPU KESHHU,
IJIAHUPAIIA OpeMEHHOCT.

He e nokazaHo nmpe1nMcTBO Ha MPUIIOXKEHUETO HA Excmpaxm om wumoguoHa dicie3a pe]] ToBa
Ha MoHoTepanus ¢ L-T4.

Jonvrsawo neuenue — cenenou npenapatd 200 MKI JAHEBHO B CIy4yauTe€ Ha TUPEOUIUT Ha
XanmmMMOTO | MTOBUIIICH TUTHP HA AHTUMUKPO30MAITHU M AHTUTUPEOTIIOOYIMHOBY aHTHTEIIA
3aMecTBaHETO ¢ TUPEOUIHA XOPMOHH TPSOBA J1a CTaBa MOCTETICHHO, B 3aBUCHMOCT OT:
- BB3pacTTa
- TeXecTTa Ha 3a00JIIBaHETO
- MPOIBIDKUTEIHOCTTA HA POTHYAHE
- CBpJEYEH CTaTyc
- CBHIIBTCTBAIU €HAOKPUHHU U IPYTH 3a00IsIBAHUS
YTOYHABaHETO Ha J]03aTa ce M3BBPIIBA Bh3 OCHOBA Ha CTOWHOCTUTE Ha 1SH mpe3 mHTEpBaN
or 6 — 8 ceamuiu. Clreql MOCTUTaHE HAa WHAMBHUAyalHA MOAMBpIKAIIAa 7032, KOHTPOIBT Ha
JICYEHUETO ce U3BBPIIBA Ha 6 niaK 12 mecena.
MoHuTOpHpaHe Ha 3aMECTUTEITHOTO JICYeHUE TIPU MAIMEHTH C BTOPUYEH XUTIOTHPEOUTU3IBM Ce
U3BBpIIBA C u3cienBaHe Ha FT4, xato cToiiHOCTHTE My TpsiOBa Ja ca HaJa CpPeIHHUTE 3a
CHOTBETHUTE ped). TPaHHUIIH.
[Ipn cweobpTCTBama HAAOBOPEYHO-KOpPOBA HEAOCTAaThYHOCT, JedeHnero ¢ ['K TpsOBa ma
MIpeIecTBa BKIOYBAHETO HA 3aMECTHTENHO JeueHue ¢ L-T4.
[Tpu Tupeonaut Ha XamMMOTO € BH3MOXKHO ITPEMHHABAHE OT XHIIOTHPEOUIN3bM BBB (a3a Ha
XHIIEPTUPEONIN3bM, Hallarama CHHpaHe Ha 3aMECTUTEIIHOTO JICYCHHWE W BKIIIOYBAHE Ha
THUPEOCTATHK.
Hsaxom nexapcTBa — XojecTupamuH, Xene3eH cyndar, cykpandar, Kaiamui, aHTHAIUIHU
ChIBpPXKAIIM alyMUHHEB XHUAPOKCHI, 3a0aBiaT pe3opOuusta Ha Levothyroxine. Hsxou
AHTUKOHBYJICAHTH, puUaMIuH M JpyrH HamaraT ynorpebara Ha MO-BHCOKAa J03a MOpPaIu
NoBHIIICHHUsT MeTabou3bM Ha Levothyroxine.
[Tpu manmenTu ¢ Bucoku n03u L-T4 (> 200 pg/nn) u nosumen TSH TpsabBa na ce umart npeaBu
2 OCHOBHU MPUYUHH:
e JuIca Ha KojaOopalus OT CTpaHa Ha MalMeHTa
* mpobiiemu ¢ pe3oporuaTa Ha L-T4, KosSTO ce MOBIMsABAa OCHOBHO OT MIPUEMAHETO
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My C XpaHa WIH C JIp. JIEKApCTBEHU NPOAYKTH

[To-psimxo ce HabII0JaBa HEMOHOCUMOCT KbM TIOMOIIHUTE BEIIECTBA B TA0JIETKATa, KOSTO MOXKE
J1a IPUYMHA ManadcopOIysl Ha JIEKAPCTBEHOTO BEIIECTBO.
IIpeno3upane ¢ L-T4 ce ycranossasa npu okoio 20 % ot nekyBanurte nmauueHtu. Haii-uecture
CTpaHUYHH PEaKLMU B TE3H CIIyyau ca OT CTpaHa Ha:

*  CBHPAEYHO-CHI0OBATA CHCTEMA

* CcKeleTa

*  HsKoU a(DeKTHBHH Pa3CTPOUCTBA
Bb3pacTHuTe XOpa ca CKIOHHUM KbM H35iBa HA PUTHMHH HAPYIICHHS, a MOCTMEHOMNAY3aTHUTE
KEHU — KbM YCKOpPEHa KOCTHA 3aryoa.
L-T4 ne TpsdBa na ce wu3MOJN3BAa 3a JICUCHHE HA CUMOTOMH, TOJOOHM HA TE3W MpHU
XUIMOTUPEOUANIBbM, 0€3 OMOXUMHUYHO MOTBBPKICHUE HA JUarHo3aTta.
L-T4 ne Tpsab6Ba 1a ce M3MOJ3Ba 3a JICUCHUE HA 3aTIIHCTSABAHE NPU €yTUPEOUTHH MAlUEHTH.

17.8. CYBKJIMHUYEH XUINIOTUPEOUAN3BM (MKB: E03.0, E03.1, E03.2, E03.3,
E03.4, E03.8, E03.9)
ToBa e chbcTOsIHHE, XapaKTEPU3UPAIIO Ce C JICKO A0 ymepeHo mosuiren TSH (m/y 4,2 — 10
mlIU/L) npu nopmanuu FT4 u FT3. Uecrorara e 3,6 % npu Obiarapckara momyJsanus, HO € 10-
roJsiMa Mpu:

- JKeHH, 0COOCHO cJie]] MeHoIay3arTa

- C Hampe/BaHE Ha BB3pACTTa

- T0-BHCOKO ChIbpKaHHE Ha HOJ B AMeTaTa
OOUMKHOBEHO JIMNCBAT KIMHUYHU CHMIITOMH, YCTaHOBSIBA C€ CIy4allHO NpPU CKPUHHHTOBO
n3cineasane Ha TSH.
Haii-uectata mpuyuHa 3a CyOKJIMHHYCH XWUIIOTUPEOWIN3BM € ABTOMMYHHUST THPCOUIIUT,
KoiTO B 3 — 20 % 0T ciiydauTe nmporpecupa 10 KIMHUYEH XUITOTUPEOUIU3bM, B 3aBUCUMOCT OT
HAJIMYMETO HA CTPYMa /WM TUPECOUTHU aHTHUTETIA.

CYOKAUHUYMHUSIM XUNOMUPEOUOUZbM € PUCKO8 (DaKMOp 34
- pa3BUTHE HA KIIMHUYEH XUTIOTUPEOUTU3IHM B
- 17 % npu TSH =5 mIU/ml u TPO /+/
- 44 % npu TSH = 10 mIU/ml u TPO /-/
- 83 % npu TSH = 10 mIU/ml u TPO /+/
- yBEJIMYaBaHE Ha CHPJICYHO-CHJIOBUS PUCK (HE3aBUCUM PUCKOB (PakTop 3a MH(DAPKT
Ha MHOKapJa ¥ aTepoCKIIepo3a)
- TUCITMITAIE MU
- HEBPO—TICUXUYHH 3200 ISIBAaHHS
Iloseodenue:
- 3aMecTUTeNHO JieueHue ¢ Levothyroxine mpu Bcnuku 60au ¢ TSH Hag 10mIU/ml
- 3amectuTenHo sieueHue ¢ Levothyroxine mpu TSH wan 5,0 mlU/ml u Hamuuue Ha
CTpyMa WY TIO3UTHBHHU TUPCOUTHH aHTHTEIIA
- BKJIFOYBAHETO HA 3aMECTHTEITHO JICUCHUE 3aBUCH OT PUCKOBUTE (PAKTOPH 3a pa3BUTHE
Ha TIPEeACHPIAHO MBXACHE, ocTeonopo3a, CC3, nenpecus. TpsbBa ga ce uMat mpeaBug
CIICTHUTC JaHHK OT aHaMHe3aTa: TII0J, BB3pPacT, TIOTIOHOMYIICHE, apTepHaTHa
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XUIICPTOHHUA, JUCITUITUACMUS, 3aXapCH I[I/Ia6eT
ﬂ03upaHe Ha jieyeHuenio.

Tbil KaTO OTKIIOHEHUSITA OT €yTUPEOUTHO ChCTOSIHUE Ca MO-JIEKH, JO3UTE MOTarT Jia Bapupatr OT
12,5 no 125 mMukporpamMa JHEBHO, KaTO IMOHSIKOra ca HEOOXOIWMH W TO-BHCOKH 03U B
3aBUCUMOCT OT TEJIECHOTO TErJI0 M CTENeHTa Ha pe3opOius Ha mpoaykTa. JledeHweTo B
MMOBEYETO CITyYau € JOKUBOTHO.

IIpocneossane:

- HuBoTO Ha TSH TpsiOBa ma ce momabpka B rpanurmre 0,5 — 4,0 mlU/ml, B
3aBUCHMOCT OT Bb3pacTTa u npuapy:xasamure CC3.
- CJIe/l MOCTHTaHe Ha CTa0MIHA KOMIICHCAIMS € YMECTCH KOHTPOJI BEIHBXK TOJHIITHO.

17.9. XUITOTUPEOUAU3BM U CTEPUJIUTET IIPU )KEHU

Haii-uecTo ce IbJIKM Ha CBI'BTCTBALL TUPEOMANUT Ha XammMoTo. M3sBsiBa ce ¢ MEHCTpyalIHU
HAPYILCHUS U CTEPUINTET. BKIFOUBaHETO Ha 3aMeCTUTENHO JieueHue ¢ Levothyroxine moxe na
HOpMaJIM31upa MEHCTPYAIHUS LIUKBI U J1a T0BeJe 10 OPeMEHHOCT.

17.10. XUITIOTUPEOUJAN3BM U BPEMEHOCT
KanHMYHMAT XHNOTHPEONAN3BM BOJU /10 NOBHILEHA YECTOTA HA apTepUaHA XUIEPTOHMS,
MPEeKIJIaMIICHs, aHEMHs, CTIOHTaHEeH a0opT, KaMepHa AUCHYHKIHS M CIEAPOIOB KPHBOU3IIHB
opu MaiikaTa, CMBPT Ha IUIOJa WJIM HOBOPOJEHOTO, HUCKO TEIJI0O Ha HOBOPOIEHOTO,
HEeJ0pa3BUTHE HA MO3bKa.
CyOK/JIMHHYEH XHNOTHPEOHAM3bM II0 BpeMe Ha OpeMEeHHOCTTa MOXKe Ja JIOBele M0
HapyllaBaHe KOTHUTHMBHATa (DyHKIMST Ha HOBOPOAEHOTO, Jla TMOBHUIIM PHCKa OT CMBPT Ha
wioga. BUCOKMAT TUTBD Ha TUPEOMJHHM AHTUTENA IPEACTABISABA CAMOCTOSITENIEH PHUCKOB
(hakTOp 3a CIIOHTAaHHU a0OPTH.
[Ipn OpemeHHM XeHM, aKO HsAMa H3paOOTEHH TpUMECTbp-crieluuYHU pedep. TpaHulM, ce
M3MOJ3BAT CJIeTHUTE TOpHU pedep. rpanuny Ha TSH:
* IIspBu TpumecTsp - 2.5 MIU/L
*  Bropu tpumectsp - 3.0 mIU/L
* Tperu tpumectsp - 3.5 mIU/L
Ilosedenue: neuenue ¢ L-T4 e onpaBaaHo MpH CIETHUTE CIyYau:
» JKenwu B merepoana Be3pact ¢ TSH 2.5 — 4.12 mIU/L, ako ca OpemeHHHu B | TpuMecTBp
WIH IJIaHUpaT OpeMEHHOCT
» Bpemennu BwB II u III Tpumectsp ¢ TSH 3.0-4.12 mIU/L
* Kenu B nereponna Bb3pact ¢ TPOAb(+) u TSH e B pedep. rpanunu
- aKo ca OpeMeHHH WM IUIaHupaT OPEeMEHHOCT
- aKO Ca MMaJli CIIOHTaHEeH a0OPT WM XUITOTUPEOUIN3BM B MHUHAJIOTO

[IpocnensBane Ha FT4, TSH na Bceku 4-6 ceamuiu o BpeMe Ha OpeMEHHOCTTa U aJIalTHpaHe
Ha jto3ata Levothyroxine cien paxxaaHero

17.11. XUINIOTUPEOUIN3BM U 3AXAPEH IUABET
Oxono 10 % or mauueHTUTEe ChC 3axapeH AualdeT Tuml | pa3BUBAT CHI'BTCTBAIL ABTOMMYHEH
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TUPEOUANT, KOUTO MOXKE Ja € CBhp3aH C HaJM4MeTO Ha cTpyMma (nudy3Ha WIA HOJO3HA) H
CYOKJIMHUYCH WM KIIMHUYCH XUTIOTUPEOUTNIBM.

17.12. XUITIOTUPEOU U3 BM U JEINPECUSA
[Ipn Bceku mamueHT c aenpecus TpsAOBa J1a ce M3KIOYM ChI'BTCTBAI XUIOTUPEOUIUIBM —
KJIMHUYEH Wiu cyOkimHuYeH. [lanueHTuTe, moiyyaBamly JIMTUEBU IpenapaTd, MOJJIeKaT Ha
nepuoguuno u3cineaane Ha K (TSH, exorpadwus), Thil KaTo JUTHAT MOKE Ja MHIYIUPA
¢dbopmupaHe Ha Tymia U pa3BUTUE HA XMIIOTUPEOUAN3bM. HiMa 10CcTaThuHO JaHHU 3a MOJ3a OT
npuiiokeHneTo Ha L-T4 npu eyTupeonaHu NalueHTH C Aenpecus.

17.13. EYTUPEOUJHA CTPYMA (EC) (MKB: E04)
JAudy3Hara eyrupeongHa CTpyMa MOXe J1a C€ JbJIKU Ha:

-floneH nedunut

-TeHeTHYHHU (paKTOopH

-CTPyMHUI€HHHU (paKTOpU OT OKOJIHATA cpefa

- hapMaKOJOTUYHU CTPYMUTEHHU (haKTOpHU

- aBTOMMYHHO 3a00JIBaHe
Hopno3na eyrupeonasa crpyma
Yecrorara Ha Hojo3Hata ctpyma (HC) Bapupa B 3aBucMMOCT OT MeTona Ha usciensane. C
Majimaius ce ycTaHoBsiBa npu 4—7 % oT obmiaTta momynanus, ¢ exorpadcko u3cienBane— B 24
%, mipu aytoricusi — B 45-57 %. Bw3pacTTa, *KEHCKUAT O U HOTHUAT AePUIUT ca OCHOBHU
pUCKOBH (aKTOpH 3a pa3BUTHETO Ha BB3IH B [1DK.

17.13.1. MIOBEJAEHHUE

17.13.1.1. Aupy3na EC (MKBb: E04.0)
Jleuenwue ¢ Levothyroxine ce 3amo4Ba B CJeIHUTE CITydYau:

- mareHTH no 50 roxumiHa Be3pact, 6e3 CC3

- €yTUPEOHUIHO ChCTOSTHUE U HAJIMUUE HAa TUPEOUHN aHTUTENa

- CyOKJIMHUYEH XUIIOTUPEOUIN3IbM
Llen Ha TepanusTa € na ce moaabpxka TSH B gonmuHute rpanuim Ha Hopmarta (0,4 — 1,0 mlU/ml).
[Ipu nonHO-rpaHWYHM CcTOWHOCTM Ha TSH He e yMecTHO BKIIIOYBaHE Ha JIEYCHHE C
Levothyroxine.
B xoma Ha nedenueto ce mpocieasBa |SH Ha 3-u, 6-u u 12-u Mecell, Ciiell KOETO BEIHBK
roIuIIHO. Y CIOpeIHO ce TpociesBar exorpadceku pazmepute Ha [1DK.

17.13.1.2.Hono3na EC (MKb: E04.1, E04.2, E04.8)
3a XUpypruvHo JICUeHUE ca MOKa3aHu OOJHH C:
- Bw3nu ¢ pasmepu Hax 3,0 CM U ¢ 1aHHU 32 KOMIpecus
- Toxkcuunn ACKOMIICHCHUPAHU aICHOMU
- Bb31u ¢ IUTOIOTMYHY JaHHU 32 MAJTUTHEHOCT
CrnemonepaTuBHO OOJTHHUTE MOAJICIKAT HA €XKETOICH eXxorpadcku U XopMoHaieH KoHTpoia (FT4,

TSH).
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HuckocTeneHHUTE HOMO3HU CTPYMH ChHIIO MOJJICIKAT HA €KET0/IeH eXorpadCcKu U XOpMOHAICH
koutpoa (FT4, TSH).

[Tpunaranero Ha Jsedenue ¢ Levothyroxine mnpu HOJO3HA CTpymMa € ¢ BPEMEHEH U
HeyOeauTesieH e()eKT BbPXY pa3Mepa Ha Bb3JIUTE NP CYTHPCOUTHA PYHKIIHS.

17.15. TUPEOUJIUTHU (MKB E06)
I'pyna 3a0onsBaHMs C pa3iIdyHAa ETHUOJIOTHS W TMATOT€HE3a, XapaKTepHU3upamy ce C
BB3MAINTEIIHO-UHPWITPATUBEH WM JECTPYKTHBEH TIpoleC B IIMTOBHIHATA KIIE3a.
[TpoTruaneTo UM MOXke 1a ObJIe OCTPO, OJOCTPO M XPOHUYHO. ETHONAaTOreHETHYHO Morar Jia
Ce rpynupar KakTo CJe/iBa:
1/ Uadexkumro3au
baktepuannu (octpu, THOItHM) BupycHu (momoctpu, rpaHyjIoMaTo3HH) MUKOTHYHU
(MomoCTpH, XPOHUYIHH )
Crneunduynu (XpOHUYHHU, TPAHYJIOMATO3HH)
2/ ABTOMMYHHHU
XpoHuueH JTuMdponuTapeH (TUPEOUIUT Ha XaIINMOTO)
[Toctmapranen
be36onkoB (Tux)
[Ipu xomarenos3u
3/ ®ubpo3eH UHBA3UBEH THPEOUIUT (cTpyMa Ha Punen)
4/ SITporeHHu
JIpueB (mocTpa ualvoHe )
JlexapcTBeHO MHIYIMPaH (MHTEpGEPOH, aMHOJApOH, KETOKOHA30J U Ap.)
17.15.1. Jleuenue
17.15.1.1. Octpu 6Gakrepuanau (MKB E06.0) — mupokocnekTbpHO aHTUOMOTUYHO
nedeHue, npu GpopmupaHe Ha abcrec — HHITU3US
17.15.1.2. llonoctpu Bupycau (MKB E06.1)
- rmrokokopTrkouau — Prednisolon B mo3a 40 — 60 Mr, ¢ IOCTENEHHO HaMalsiBaHe Ha
no3ata npe3 7 — 14 U B 3aBUCHMOCT OT MOBJIMSBAHETO HA CUMITOMATHKATA, 33 OOIII
nepuoJl oT 2-3 Mecena; B cily4ail Ha 3aTe€rHAaTO MPOTHYAaHE JICYCHHETO MOXKE Ja
NPOABIDKU 6 U TOBeUeMeceln
- HCTIB — Acetylsalicylic acid, cpexto 1500 Mr gHEBHO MpH MO-JIEKUTE CIIydYaH
17.15.1.3. Muxkotnuan (MKB E06.9) — antumukotwunu mponayktu (KeTokonason,
Amdotepuninn B)
17.15.1.4. Asroumynnu (MKb E06.3) — 3amecTutento JieueHHe Ha XUTIOTUPEOUIN3MA
— BXK.XUIIOTUPEOUTUIBM
17.15.1.5. ®ubpozen Ttupeounut (MKB E06.5) — xupypruuyHo mnpu KOMIOpecus,
3aMECTHUTETHO TIPU XUTIOTUPEOHIu3bM, aHTHGuOpoTryHo — Tamoxifene, 'K
17.15.1.6. SArporennn (MKbB E06.4) — npu Bb3MOXHOCT U3KIIIOUYBAHE HA TIPUIHMHHUTEIIS,
CUMIOTOMAaTUYHO
17.15.2. lIpocaeasiBane — €KEroIHO
-FT4, TSH
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-Exorpagus ma LK

18. KAPHMUHOM HA HNIUTOBU/IHATA KJIE3A (MKB C73)

18.1. EnuemuoJiorust

Tupeounnusar kapuuHom (TK) e Hali-uectuar enmokpuneH kapuuHoMm (90% oT BcUykd
€HJIOKPUHHHM KapIUHOMU) U CMBPTHOCTTA OT HETO € paBHA Ha Ta3u OT BCHUYKU CHIOKPUHHU
KaplIMHOMU B3€TH 3ae/iHo. ['oauiiHarta 3aboneBaemoct Bapupa ot 0,5 1o 10 na 100 000.

Yecmoma:
- sxenu — 2.0-3.8/100 000
- mpxe — 1.2-2.6/100 000
- mena — 0.02-0.3/100 000
Cmvpmuocm:

- sxenu — 0.4-2.8/100 000

- mbke — 0.2-1.2/100 000

20.1.1. cpeano moal%
[Ipn anexkBaTHO J€YEHUE MPEXKUBIEMOCTTa € MHOIO BHUCOKA, HO PHUCKBT OT pPEUUJNBU
JIECETUJIETUST CJIeJl JuarHo3aTa € BHUCOK. ToBa Hajlara NpPOABLKUTEIHO (JOXKUBOTHO)
[pocieisBaHe Ha Te3U NallMeHTH.

Ocobenocmu:
- 2 — 4 I'BTH MO-YECT NPU KEHH
- psaako ce cpema noj 16 rogumHa Bb3pacT, a mox 10 roagumHa BB3pacT €
M3KJII0YEHUE
- yecToTaTa HapacTBa Mexy 16 u 40 rogunu u cien 60 roauHu
- B paiionu 0e3 foneH Aedunut npeodianasat nudepenuupanute popmu (85 %) ¢
npeBec Ha nanuiapHus kapuuaoM (60—-80%)
- B palioHM C WoaeH AePUIIMT HapacTBa TMPOIEHTA Ha QOJUKYJIAPHUS U
Heau(epeHInPaHnus KaplUuHOM
Xucmonoeuunu euooge TK:
- [amunapen — ¢onukynapeH BapuaHt, nudysen ckieposupam, tall cell Bapuanr,
MUKPOKAPIIMHOM
- @onMKyIapeH
- Hiirthle-knerpuen
- AHartacTudeH
- Menynapen

18.2. JEYEHHUE
A. Xupypru4Ho

- TOTaJHA WIN CyOTOTaTHA TUPEOUIEKTOMUS C TUM(HA TUCEKIUs

- orepalys Mo MOBOJ JIOKAJIEH PeLUANB WIM MeTa B IIMHHU JTUM(PHU BB3JIH
b. Paauoiionrepanus

- paauoiionadianys Ha THPEOUAEH OCTaThK
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- paguonoaTepanys Npy HAIMYUE HA METACTa3u
B. JIbueTrepanus - U3MO0JI3Ba CE PSJIKO, MPU MO-TOJIEMH H MO-HUCKO AU(EpeHIUpaHT
TYMOPH C HUCKA WJIM JIMIICBAIA PaJnONOIKaNTalus]
- IpU HAJIMYKE Ha JIOKAJTHA MHBA3Usl Ha TyMOpa U HepaJMuKaJlHa orepaius
- IPU MeyJIapeH KaplUHOM C JIOKAJIHA WHBA3US
- npu mumpom Ha DK
- TIpH JIOKAJIU3UPAHU KOCTHH METacTa3u
I'. Xumuorepanus
- psaako, mpu HeomepabwieH TK, HeoTroBapsml Ha paauoloUICYCHHETO H
HENOoJXO/A11 3a JIbYEJICUeHNE
- [IpY aHAIJIACTUYEH KapLIMHOM KaTO YacT OT KOMILJIEKCHOTO JIEUEHUE
- pu mumpom Ha DK
J1. JledeHHe ¢ KHHA3HU HHXMOMTOPH
Menynapen TK

18.3. ITIPOCJIEJASIBAHE
A. Onpenessine Ha THPeor00yauH (TQ) — BEAHBK TOAMUIITHO
- B YCIIOBHATa HAa XHUIIOTHPEOMAM3BM WU CIE] CTUMYJALUS C PEKOMOMHAHTECH
yoseriku TSH(rhTSH)
- mox cympecus ¢ Levothyroxine
ako Tg < 2 ng/ml, petecrt cien eqHa roauHa IPU HUCKO-PUCKOBHU TTAIUCHTH
ako Tg e or 2 — 5 ng/ml, perect cien rhTSH
ako Tg > 5 ng/ml, uenorenecHo ckeHupaHe cies cnupane Ha Levothyroxine
Toxazanus 3a npunosicenue na rhTSH:
A. Tlpu manueHTy ¢ THPEONICKTOMUS U:
HEBB3MOXKHOCT 3a TeHepupaHe Ha eHAoreHeH [SH criem crnupane Ha
CYIIPECHUBHOTO JICUCHUE
NpY KOHTPAWHIMKAIIMYU 3a CIIUpaHe Ha CYMpPEeCcCHBHOTO Jeuenue ¢ Levothyroxine
KaTo:
1) cempreTBamma TAO ot kiac 3 10 kiac 6.
2) TEXKH JACTIPECHUBHU ChCTOSHUS
3) 3acToliHa Chp/ICYHA HEJJOCTATHYHOCT
4) MO3BYHO-CBHI0BA OOJIECT C YCIOKHEHUS
5) Texxka xumnepxosecreposemust (>10Mmo/ir)
6) TexKH CTpaHWYHU €(PEeKTH W/WIH YCIOKHCHHS Ha MPUIPYKABAIIO
3a0oJsiBaHe, HACTHITWIIN TIPH TPEAMISCTBAINO CITUPaHe HA CYMPECUBHOTO
neuenwue ¢ Levothyroxine
b. I1pu HEBB3MOXKHOCT 32 U3BBPIIBAHE HA THPEOUIEKTOMHUS
IIpomokon:
- 0,9 mg myckynno rhTSH B nBa mocnenoBaTenHu AHU 0€3 Ja ce crupa
CympecuBHOTO Jicuenue ¢ Levothyroxine

- u3caenBane Ha TQ u mpuem Ha 4 mCi 131I Ha Tpetus AeH (72 4.) cien
nociienHaTa uaxeknns Ha rhTSH
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- 1IEJIOTEJIECHO CKeHHpaHe 48-72 Jaca 1no-KbCHO
b. Exorpadcko u3ciieaBaHe Ha IIUATA — BEJIHBK OJUIIHO, BKIIFOYBA:
— OrJie]] Ha TUPEOUIHO JIOKE
- IIUAHA TUMGHHA BB3ITH
B. IlesoTesiecHO CcKeHHMpaHe - B YCIOBUATA HA XHUIIOTUPEOUIU3BM WU CIIET
crumynanws ¢ rhTSH
1/ JlnarHOCTUYIHO
* 6-8 cenMuUIIM Ciie]] THPEOUICKTOMUS
* 6-12 Mecena ciieq paauonoaadIanus
* ©KETOJHO JI0 MOJIy9aBaHEe Ha HETaTHBEH 00pa3 MpH IENOTEIECHO CKEHUPAaHE
C131I

2/ IoctrepaneBTudHo — 4 10 10 1HU ciien modydaBaHe Ha JedyeOHa 1032 PaTuoio
I'. CynpecusHo Jieyenue ¢ Levothyroxine - TSH mox 0.1 mlU/ml, goxxuBor.
[Tpu narueHTH ¢ HUCHK pHCK 3a penuauBu TSH ce mogaspska ot 0,1 — 0,4 mIU/ml
ITpu narmeHTH ¢ BUCOK pHCK 3a permauBu TSH ce mogaspska ot 0,01 — 0,1 mIU/ml
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19. 3ABOJIABAHUSA HA ITAPAIIUTOBUJIHUTE KIIE3H (ITLLZK),
PA3CTPOMCTBA B CEKPEIUATA W JEHCTBUETO HA ITAPATXOPMOHA
(IITX), OBMSAHATA HA ®OCPATUTE U BUTAMUH D

1. XwunepnapaTHpeouau3bM

a. IIspBuuen(E21.0)

b. Bropuuen (E21.1,N25.8)
Xunonapatupeouaussm (E20.0,E89.2)
IIceBnoxunonapatupeonnn3sbm(E20.1)
Buramun I pesuctenten paxut(E83.3)
IceBno Butamun J] pesuctenren paxut(E83.3)
Xumnopocharemuann paxutu(ES3.3)

o Uk whN

19.1 lepunumus

XunepnapatupeonnusbMm (XIIT) mnpeacraBnsBa CbhCTOSHUE Ha HEaJEKBATHO BHCOKAa Ha
CEpyMHOTO HMBO Ha Kanuus cekpenuss Ha naparxopmod (IIT).Xunomapatupeonansbm
IIPE/ICTaBIIsIBA ChCTOSIHME Ha HEaJEKBAaTHO HUCKA HAa CEPYMHOTO HUBO Ha KaJILUsl CEKpeLUs Ha
[IT.IIceBnoxumnonapaTupeonIu3bM MPEICTABISABA ChCTOSHUE HA HapyluieHo Aercteue Ha [ITX
(pPE3UCTEHTHOCT) TPH 3ama3eHa CeKpemus, HO NeQeKT B pelenTopa WIH MOCTPEIENTOPHHUTE
MEXaHHM3MH 3a MpejaBaHe Ha curHana. Butamun [l pe3ucTeHTeH paxuT € BpoJeHO 3a00sBaHe,
XapakTtepusupauio ce ¢ aedekr B peuentopa Ha ButamuH /1. IlceBno Butamun /| pe3uctenrexn
paxuT € BpoJieHO 3aboiisiBaHe, XapakTepusupamo ce ¢ aeder B 1- anda xuapokcuiazara u
HapylIeHO aKTUBUpaHe Ha BuTaMuH /| B 6b0peka.

XunopochaTeMUUHUAT PaxXUT € XeTeporeHHa rpymna 3a0oJsBaHMs, XapaKTepH3Hpallud ce C
eKCTpeMHa ypuHHa 3ary6a Ha (ocharu.Bpomenure ce mpmxat Ha AedeKT B €KCKPETOPHUTE
CUCTeMM WIH Ha 000pedHu TyOynHU nedexTH, a npuaodburure — Ha Gocharypuynu paxtopu,
CEKpEeTHpaHU Ha-4eCTO OT TYMODP.

19.2. ETnonorus
e [IvspBuuen XIIT
o AzeHOM, XUNEPIUIa3us WIK KapIMHOM Ha enHa i noede [THK
e Bropuuen XIIT
o Xwunepmiazus wim ageHoM Ha [TIIDK pesynrar Ha npyro cbecrostHue, Hali- 4eCTO
XpOHNYHO OBOpedHo 3abos1BaHe, ManadbcopOIys, AeUIUT Ha BUTAMUH J]
o XunonapaTUpeouIu3bM
o Crennpouenypen: OTcTpaHsBaHe WIK XUPYPruuHo yBpexaane Ha [TIDK
o MWnuonaruuen: HapyiieHue B pa3BUTHETO MM aBTOMMYHHa yBpeaa Ha [TIDK
e [IceBmoxumnomnapaTUpeOHIN3bM
o Bponen gedext B peuentopa 3a [1TX unu noctpenenTopHUTEe CTPYKTYPH
19.3. [locTaBsiHe Ha IMarHoO3aTa
JluarHozata Ha HapylleHusTa B cekpenuara u jeicrBuero Ha IITX u oOmsHara Ha
¢docharure u ButammuH J[ ce mocraBs Bb3 OCHOBA Ha KJIMHWYHA HAXo/Ka, JaOOpaTOpHU
u3cieaBaHus U 00pa3Hu MeToAukH. /ludepeHnnanta Auar1o3a Bb3 OCHOBA Ha JlabopaTopHarta
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KOHCTENalus Tpu Te3W 3abonsBaHusi € mnpeacraBeHa B Tabmuna 1. [loobopvm Ha

KOHKpemHrume U3Cne08anus ce I/IHOM@MO)/CUZLBMPG om Jiekaps Bb3 OCHOBA HAa AaHAMHCCTUYHUTC

Y KJIMHUYHU JaHHY (Tabmumal).

Taoauna 1.3a0019BaHNuA U BE3MOXKHHU TUATHOCTUYHU U3CIIEIBAHUSA

3abomnsBaHe sCa iP AlIP PTH uCa 1,25(0OH)2D| Creatinine
II'epeuuen XIIT| Bucok Hucpk Bucoxa Bucox Pazmiuen | Hopmanen | Hopmanen*
Hopmanna Bucok
Bropuuen Hucsk Bucok Bucoxka Bucok Hucsbx Hucsx Bucok
XIIT** Hopwmai en | Hopmanen Hopmanna Hopmanen | Hopmanen
Hucbk
Xunonapatup | Hucek Bucok Hucka Hucsbx Hucsbx Hucbk Hama
€OUIU3BM Hopmanna OTHOLLIECHHE
KBbM
JUarHosara
IIceBmo- Hucsk Bucok Hucka Bucoxk Hucsk Hucwk Hama
XHIIONIapaTupe Hopmanna OTHOLLIECHHE
OUIU3BM*** KBM
JMarHosara
Burtamuu J| Hucsk Hucbk Bucoxa Bucox Hucbk Bucox Hsama
PE3UCTEHTEH Hopmanna OTHOULICHUE
paxut KBM
JMarHosara
IlceBno Hucsx Hucsk Bucoxka Bucok Hucsbx Hucsk Hsama
BUTAMUH pl| Hopmanna OTHOILIEHHE
PE3UCTEHTEH KBM
paxut JUarHosara
Xunogochare | Hopmanen | Muoro aucsk | Hopmanna Hopmanen Hopmanen | Hucwk Hsama
MHYEH PaxuT Hucsk Bucoxk Hopmanen | oTHOomieHue
KBM
JUarHo3ara

* Ilpu ovneozcoouwen XIIT e 6b3M001cHO Y8pedcoane Ha OvOpeunamagpyHKkyus

** Yacm om Jza60pam0pHume noxkasameu sasuciam ont emuojiocudHama npudurna

*E% 3a ymounseame Ha mMOuUHUA Mun Ha 3a00186aHemMO ce Npuiazam OONbIHUMETHU

cneuuqbulmu u3Cne08anus
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19.4. Jleuenue - 32124 M1 OCHOBHH METOIH

19.4.1. ITvpeuuen xunepnapamupeououszom

o XUPYypru4ecko JeueHue — 3a OTCTPaHsIBaHE HA XUIIEPIUIa3upaiaTa kJe3a, aJJlecHoMa WIn
KapiuuHOMa ¢ 95% BEpOSATHOCT 3a MHIHO HOPMAJU3UpAaHE HAa TIOKAa3aTelUTe Ha
KanueBo-pochopraraoOMsHa.

o [Ilokaszanus 3a Xupypru4ecko JeueHueca:
»  Cepymen kammmii Hax 0.25 mmol/l nax ropua pedepenTparpanuia
» Tnomepynna ¢uarparus mox 60ml/min/1.73m2
= (Ocrteonoposa
= Bws3pact nog SO0roauHu
o Ilpym HEBB3MOXHOCT WM TPOTHBOIIOKA3aHUS 33 XHUPYPTHUYECKO JICUCHHECE
MIPWJIAraT HAKOW OT CJICTHUTEMETOIH:

e JlekapcTBeHa Tepamus — 3a MOTHCKaHe Ha TmoBuileHaTa cekpeuus Ha [ITX wu
HOpMaJM3UpaHe Ha HHUBaTa Ha KallUs M HeopraHuuHuTe ¢ocdaru mpu MAUCHTH,
MPOTUBOMOKA3aHU 32 ONepalus, C HEyCHellHa MapaTUPEOUJACKTOMUS  HIIU
MEPCUCTUPAIO WM PEHUANBUPANIO 3a00JIIBaHE IPH HAJIMYME Ha IMapaTHPEOHJICH
KapiHOM.M30poeHnTe 1Mo-10y JIeKapcTBa C€ TNpwiiarar MOOTIACIHO WM 3aeTHO
criope/i KJIMHUYHATAIIPEIICHKA.

- budocdonaru:(anenaponar, 30aeApoHaT,pU3EPOHAT):

o B crangapTHM 1034 3a JIeUEHHE HAa OCTEONOpO3a MOCTUTAT 3aAbpiKaHE WU
MOBUIIABAaHE HA KOCTHaTa MHHEpajHa IUIbTHOCT Ha MPELUICHHW Tena,
Oenpena mumiika wnu guctanaud 33% panuyc. He moBmusBar HuBata Ha
cepymuus [ITX. IIpu no-BucOKM 103U Morar Ja MOHMKAT CEPyMHUTE HHUBA
Ha kamus. [lo BpeMe Ha JICUEHHMETO C€ TPOCIEASBAT CEPYMEH KaJllHii,
HeoprannyHu ¢ocdaty, [1TX, kpeatunun, kanunypusa, KMII Ha 12 mecena.
JleyeHneTo MpOABIKABA OKOJIO 5 TOJIWHU, KaTO CJIe]l TO3H MIEPHUO]] CE TPaBH
MPEOIICHKa Ha CHOTHOIICHHETO TOJ33a/pUCK U Cce O00CHXKAa TIo-
HATaThUTHOTOIIOBEICHHUE.

- Kannuvumeruim(cuHakamer)

o0 3HayuMO HamalsiBa WM HOPMAJIM3Mpa HHUBATA HA CEPYMHHS KaJLUU,
HamassiBa HuBata Ha cepymHus [ITX u moBuimaBa HMBaTa Ha CEPyMHHUSA
dochar B nmo3a 30-180 Mr JHEBHO B 3aBHCHUMOCT OT TEXeCTTa Ha
3a0onaBaneTo. lluHakaner He MOBIMsABA KOCTHATa MUHEpAJHA IUTHTHOCT
npu [IXIIT. [To BpeMe Ha JIEUEHHETO C€ MPOCIEAsIBAT CEPYMEH KU,
HeopraunyHu ¢ocdatu, [1TX, kpeatunun, kanunypus, KMII na 12 mecena.
JleyeHneTo mpoabiKaBa 0 MOSBa Ha Bb3MOXKHOCT 3a PaJUKaJIHO JICUEHUE
WM HEOTPaHUUYEHO.

e AJTepHATUBHU MOJXO/M 3a pa3pylllaBaHe Ha XunepyHKIMOHUpPAIATa MapaliTOBHUIHA
ThKaH MPU HEBB3MOXKHOCT 3a XHUPYPTHUYECKO JIEYEHHE U MOJIXOJSAIIM aHaTOMO-
(U3HOIIOrMYHU XapaKTePUCTUKH HalallMeHTa.

o IlepkyranHo ckiepo3upaHe ¢ abCONIOTEH aTKOXOJI MO eX0rpad)CKu KOHTPOI
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o IlepkyranHa pannodpeKBEHTHA WU Jia3epHa abmarus
o IlepkyranHa abnanusi ¢ BACOKOCHEpTrHeH (POKYCHUpaH yITpa3ByK

Kpumepuu 3d OoYyeHKa Ha egbekma om jledernuemo.

Hopmanuzupane na cepymuume kanyuii, ¢ocpamu, IITX, wu3zuezsane Ha
KAUHUYHUME NPOAGU HA 3A001A6AHEMO.

19.4.2. Bmopuuen xunepnapamupeoouszvm

e JlexkapcTBeHa Tepamusi — 3a MOJAMbP)KaHE HAa HUBATa Ha MOKa3aTeluTe Ha Kajiuedo-
dbocdopHaTa 0OMsIHA B ONTHUMAJIHU 32 CbCTOSHUETO IPaHUIM. JIedeHneTo € JOKUBOTHO.

o Cunakammer B no3a 30-180 mMr HamansBa 3HaunMo HuBata Ha [ITX mpu GomHM Ha
xpoHuoaunanusa. [lo Bpeme Ha J€YEHHMETO C€ MPOCHEsBAT CEPYMEH KajluM,
HeoprannuHu gocoatu, [1TX, kpeaTnHuH.

o Kamurpron xopurupa HeZOCTUTA Ha KAIIUTPUONI B PE3yaTaT OoT OBOPEYHOTO
yBpexaane. B moza 0.25 MKr mpe3 J€H WIH €XKETHEBHO yBEJIMYaBa CEPYMHHS
kanuui npu 6omHu ¢ Xb3 M TakuBa Ha XPOHUOAMAIU3A U XUIOKAJILUEMHS U
HamansiBa HuBata Ha [ITX. [lo Bpeme Ha nedeHHMETO ce NpOCHeAsBaT CEPYMEH
Kanmwmid, Heoprannuuu ¢ocharm, [1TX.

o INapukamuuron 0.5-2 Mkr gHeBHO HamansBa HuBata Ha [ITX u yBenuuaBaciabo
cepymHus Kanuuii pu 6onau ¢ Xb3 u TakuBa Ha xpoHuonuanuza. [lo Bpeme Ha
JICYCHUETO C€ NpOCNeNsiBaT cepyMeH Kaiuui, HeopraHudyHu ¢ocdatu, I[1TX,
KpEaTUHHH.

e XHPYPrHUYECKO — 3a OTCTpaHsBaHe Ha xunepriazupanure [TIPK
e AJTEpHATUBHM MOJXO/HU 32 pa3pylliaBaHe Ha XUMEep(yHKIIMOHUpAIaTa

MapaniMTOBUIHA ThKaH MPU HEBB3MOKHOCT 32 XUPYPrHUECKO JEUYEHHE W MOAXOIAIIN

aHATOMO-(DM3UOJIOTUYHH XapaKTEPUCTUKHU Ha MalMeHTa
o IlepkyranHo ckiepo3upane ¢ abCONIOTEH AIKOXOJ MO €XOTpadCKUKOHTPOT
o PamnodpexkBeHTHA MM IepKyTaHHA Ja3epHaalIanus
o IlepkyranHa abnaiusi ¢ BACOKOGHEpTrrueH GOKyCUpaHyITPa3BYK

Kpumepuu 3a oyenka na epexma om neuenuemo:
Ilooovporcane na nopmannu cepymnu nueéa na Kaayuii u gochamu. Ilooowvpircane na
nueama nHa II'TX 0o 3-6 nomu nao mopna pepepenmua cpanuya.

19.4.3. Xunonapamupeououszom (nocmonepamueen u uOUOnamuieH)

e JlexkapcTBeHa Tepamnus — 3a 3aMEeCTBaHE Ha aKTUBHUS MeTabonuT Ha Butamud [l Len -
BB3CTAHOBSIBAHE U MOJAbpP)KAHE HA HHUBaTa Ha CEpyMHHMs Kaluuid B nonHara 1/3 Ha
pedepeHTHUs UHTEpBal U cepyMHUTE (pochatu B pedepenTHH rpanunu. [lo Bpemena
JICYEHUETO C€ MpPOCiensBaT CEpyMEH Kalluid, HeopraHudHu (ocdatu, KpeaTuHUH,
kamuypusi. He e HeoOxomumo cnenene Ha HuBata Ha [ITX. HesaBucumo ot
€THOINATOreHe3aTa, JICUEHUETO Ha XUIIONAPAaTUPEOUAM3MAa € HENpEeKbCHATO U
JO’)KUBOTHO.

o Kanmutpuon B no3a 0.25 — 3.0 MKr ciopell *HAUBU Ty ATHUTEHY XK IH.
o Aungakanuuaon B 1o3a 1-3 MKr KaTo alTepHaTHBA HAKAJILUTPHOIL.
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o B mombiHEHHE KbM rOPEHOCOUCHUTE CE pHiIara Kauuid B 103a 0.5-3 rIHeBHO.

o Xonekamudepoa B cynpaduzuonornunu 103 (50 000-100 000 1U/d) moxe na ce
omuTa TpH OTAETHH mnauueHtd. [lpm numca Ha edekr ce NpeMuHaBa KbM
KaJIUTPUON WIHAT(DaKaIIHI0.

Kpumepuu 3a oyenka na epexma om neuenuemo:

Tooovpoicane nHa cepymuume Kaiyuesu HUBA OKOLO OOJHA pepepeHmHa spaHuyd, HOPMAIHU
cepymHu ocpamnu Hu6a u OLOPEUHa KAIYUe8a eKCKpeyu, JIUNCa HA XUNOKAIYUEeMUYHA
CUMRMOMAMUKA.

19.4.4. Ilcesédoxunonapamupeouousom
e JlekapcTBeHa Tepamus — 3a 3aMEeCTBaHE Ha aKTHUBHUS MeTabonuT Ha Butamud [I. Len -
BB3CTAHOBSIBAHE U MOJAIbpP)KAHE HA HUBATa HAa CEpyMHHMs Kaluuid B gonHara 1/3 Ha
pedepenTHHsT HHTEpBAI U cepyMHHTE (ocdatu B pedepenTHr rpanunu. [lo BpemeHa
JICYEHUETO C€ MpOCJensBaT CEpyMEH KajllMid, HeopraHudHu Qocdatu, KpeaTUHUH,
kanuuypus. He e HeobGxoaumo cineneHe Ha HuBata Ha I[ITX. Jleuenuero Ha
TICEBIOXUIIONIAPATUPEONIN3MA € HENPEKBCHATO U JOKUBOTHO.
o Kanmurpuon B no3a 0.25 — 3.0 MKr cnopeJl *HANBUAYAJTHUTEHYXKIH.
o Andakanunon B 1o3a 1-3 MKr KaTo anTepHaTUBA HAKAIIIUTPHUOI.
o B nmombaHeHHE KbM rOpenocoYeHUTE ce mpuiiara kanuui B 1o3a 0.5-2.5 raaeBHoO.
o Xonekamudepon B cynpadusuonoruanu g03u (50 000-100 000 1U/d) moxe na ce
OnMTa TpPH OTAETHW manueHTd. [lpm nmmca Ha edekT ce mpeMHuHaBa KbM
KJIIUTPUOJT Uuanakaiiuao.
Kpumepuu 3a oyenxa na eghpexma om nevenuemo:
Ilooovpoicarne na cepymuume Kaiyuesu HUBA OKOIO OOIHA pedepeHmHa epanuyd, HOPMAaiTHU
cepymuu pochamnu nuea u OvOpeuHa Karyuesa eKCKpeyu, IUNCa Ha XUNOKATYUEMUUHA
CUMNMOMAMUKA.

19.4.5. Bumamun /] pe3ucmenmen paxum
e JlekapcTBeHa Tepamnus ¢ akTUBHM MeTaboynutu Ha BuTamuH Jl. Llen — npeononsiBane Ha
perenTopHaTa HEYYyBCTBUTEIHOCT B JO3HM JO MocTuraHe Ha edekrt. JleueHuwero Ha
3a00JIIBAHETO € HEMIPEKHCHATO U JI0)KUBOTHO.
o Kanmutpuon copen Hyxnara, 63 ropeH mpar Ha 1o3aTa.
o Andakanmumon cnopea HyKaaTa, 0e3 ropeH mpar Ha Jo3aTa KaTo anTepHaTHUBA
Ha KaJIUTPUOIL.
o B nombiHEeHWE KbM TOpENOCOYEHHTE ce mpuiara kaauuid B go3a 0.5-3.0 r
JTHEBHO.
Kpumepuu 3a oyenka na epexma om neuenuemo:
Ilooovpoicane na cepymHu Kanyuedu HU8A OIUKU OO0 OOIHA pehepeHmHA epaHuyd, usie3eaHe
Ha 60IKOBUSL CUHOPOM.

19.4.6. Ilceéoo eumamun /[ peaucmenmen paxum

e JlexapcTBeHa Tepanusi C akTUBHHM 1-anda XuIApoKCUIupaHu METa0OIUTH Ha BUTaMuH J1.
len - 3aoOukansHe Ha eH3UMHUA JAcdekt. JledeHnero Ha 3a00NIBaHETO €
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HEIMPEKbCHATO U JOKUBOTHO.
o Kanmurpuon B no3a 0.5 — 3.0 MKr JHEBHO.
o Andakanumon B 1o3a 1-3 MKT KaTo anTepHAaTHBA HA KATIUTPUOI.
o B pombiHeHHE KbM TOpENOCOYCHHTE ce mpuiara kaauuid B go3a 0.5-3.0 r
JHEBHO.
Kpumepuu 3a oyenxa na eghpexma om neuenuemo:
Ilooovpoicane Ha HOpMANHU CepyMHU Kalyuesu HU8A u OvOpeuHa Kaiyuesa eKCcKpeyu u
uzye3sane Ha KIUHUYHAMA CUMNMOMAMUKA.

19.4.7. Xunogpocgpamemuuen paxum
e JlexapctBena tepanus. llen — moaabpkaHe Ha CEpyMHUTE HUBA HAa HEOPraHUYHUTE
docharn B wim Oau3o 10 pedepeHTHHUSs WHTEPBAT W KOMIICHCHpPAHE HAa BTOPHYHUS
nedexT B akTuBUpaHeTo Ha BuTamMuH [I. [[0’)kMBOTHO Tipm BpojeHUTE (GOpMH Ha
3abonsBanero. [lpu Tymop-HHOynHpaHa OCTEOMalalus MOXKE Ja OT3BYYH CIeJ
OTCTpaHsBaHE Ha TyMOpa.
o Ilpemapatu, chappkamy HeopraHudHH ¢Gocdate B jo3a 1-2 r© HeopraHWYeH
dbocdar qHEBHO.
o AxTuBHH l-anda XHIPOKCUIUPAHA METAOOTUTH HA BUTAMUH []
= Kamutpuoda B 103a 0.5 — 2.0 MKT THEBHO
= Andakamuaon B 1o3a 1-3 MKT JHEBHO.
Kpumepuu 3a oyenxa na eghpexma om nevenuemo:
Hopmanusupane na cepymnume ¢hocgpamu, nooowvpoicare Ha HOPMANHU CEPYMHU KATYUEBU
HUBA U KATYUYpUsl, U34e38aHe Ha KIUHUYHAMA CUMAIMOMAMUKA.

3abenexka:

JleueHneTo ¢ Hepa3pelleH! 3a yrnoTpeda JeKapcTBEHH MPOIYKTH Ce U3BBPIIBA IPU YCIOBHUATA
u no pex, onpexaenenu ¢ Hapenba Ne 10 ot 17 HoemBpu 2011 r. 3a ycnoBusita M pena 3a
JIeueHHe ¢ HepaspellleH! 3a ynotpeba B Pernybnuka bbiarapus nekapcTBeHU NPOIYKTH, KAaKTO U
3a yCIIOBUSITA M Pela 3a BKJIKOYBAHE, IIPOMEHH, M3KIIOYBAHE M JIOCTABKA HA JIEKAPCTBEHU
MIPOIYKTH OT CIIUCHKA IO Wwi. 2664, ai.2 oT 3aKoHa 3a JICKapCTBEHUTE MPOAYKTH B XyMaHHaTa
Meaununa (06H. /IB 6p.95 ot 2.12. 2011r., gon. IB 6p.24 ot 12.03. 2013r.) Ha MUHHCTBPa Ha
3[IpaBEONa3BaHETO.

20. OCTEOITIOPO3A

Omnpenenenue Ha octeonopo3ara (National Institutes of Health 2001) - koctHO yBpexnane,
XapaKTepU3UpaIio ce ¢ HapylleHa 3JIpaBUHAa Ha KOCTUTE, MpeJpasnoiaranio WHIUBHIA KbM
MOBUIIIEH PUCK OT (pakTypH. 3MpaBUHATA HA KOCTHTE OTpPa3siBa ChUYECTAHUETO HA JIBE OCHOBHH
XapaKTEPUCTHKU: KOCTHA IUNITBTHOCT M KAYECTBO HA KOCTHATA THKaH.

20.1. IocTaBsiHe HA IMArHO3a U MOKA3aHUS 32 JieYeHHe

Jlnarnosara ocTeonopo3a MOXe Jia ce MOCTaBH MPH MOCTMEHOIAY3aJIHH KEHU U Mbxe cien S50-

TOJUIIIHA BB3PAcCT NpH 2 KIIMHUYHU CLEHAPHUS:
95



1. Usmepen ¢ DXA T-ckop Ha JiymOaHU MpenuieHu, o01o oeapo wim OenpeHa muika < -

2.5 ()IeH3I/ITOMeTDI/I‘lHa HWJIHM HHCTPYMCHTAJHA zmarH03a). JleH3uTomMeTpuyuHaTa

AHuarHos3a € IIpueTa KaTo OII€paTHBHA M € OCHOBAHHEC 3a d)aDMaKOJ'IOl"I/ILIHO JICYCHHUEC U B

MOMCHTA C€ 110JI3Ba MU IIPH DeI/IM6VDCI/IDaHCTO MYy.

2. Hannume na 6enpenun ¢pakrypu (Hesasucumo or KMII) nnm Ha npenuieHHn ¢paxrtypw,
TaKrMBa Ha MPOKCHMAJIEH XyMepyc, Ta3 Wik pedpa (nopu u camo npu noHmwkeHa KMII),

IMMOJIYy4YCHH IIpHU HHCKOCHCPFHﬁHa TpaBMa — KJIAMHHUYHA JHATHO3A. KnmanyHara guarsosa

MOXC aa 6’[),[[6 OCHOBAHHEC 3a d)aDMaKOJ'IOl"I/ILIHO JICUCHHUEC, HO HC M 3a DCI/IM6VDCI/IDaHeTO

My.
20.2. llean HA JIeYEHHETO.

1. HamansBane uecrotara Ha HOBUTE (QPAKTYpH;

2. HamansBane Ha cBbp3aHaTa ¢ PpakTypUTE OOJIECTHOCT;

3. [loBnusBane Ha puckoBute pakTopu — ocHoBHO KMII 1 naganus;

20.3. IpHIUNM HA Je4YeHHeTo:
1. CpobOpa3eH HaUMH Ha *KUBOT C OCHOBHA 11€J1 HaMaJIsiBaHEe Ha Ma/laHUsATa
2. 371paBOCIOBHO XpaHEHE — JOCTaThYeH INpHEM C XpaHaTa Ha Kaluuid u BUTamMuH D; mpu
HEIOCTAaThueH MpHEeM — I100aBsHE HA JEKAPCTBEHU MPOIYKTH, CHABPKAIIN KAIIUH U BUTAMHH
D
3. JlexkapcTBeHa Tepanus — aHTUPE30POTHUBHM, KOCT-U3rpakJallld M JIEKAPCTBEHU MPOAYKTH C
JIBOMHO AelicTBHE
20.4. Kaaumii u Butamun D. 3a BcH4KM manmeHTH ¢ 0CTEONoOpo3a ce MpernopbyBa MUHUMAJICH
nueBeH nmpuem Ha 1000 mg kamuit, 800-1000 Ul Butamun D u 1 g/kg TenecHo Terno Oentbk
(cpueTraHO OT XpaHaTa W ¢ ja006aBku). Ilpu ompeneneHu MOATPyHnH — € HEAOCTATBYHOCT WU
neguuut Ha BUTaMuH D, nHeBHaTa My n03a Moske na ce yBenuuu — 10 2000-4000 Ul nueBHO
ChOOpa3HO MPETIOPBHKUTE 3a JICUCHUE HA HEAOCTATHYHOCT U Ae(UIIUT HA BUTaMuH D.
20.5. I'pynu JiekapcTBeHH NMPOAYKTH 32 JieYeHHe Ha 0CTeonopo3ara:

- budocdonatu (anenaponat, pusenpoHaT, HOAHAPOHAT, 30JI€IPOHAT)

- HNuxuburop nHa RANKL (nenocyma0),

- Ilpou3BoaHM Ha MapalUTUTOBUIHUS XOPMOH (Te€pHUIIapaTHI)

- CenexkTMBHM MOJYNaTOPHM Ha  €CTPOTE€HOBHS  peuentop (pajJiokcupeH u

Oazenokcuden).
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- JIOUBIHUTENHU CPENCTBA (XOPMOHAIHO-3aMECTUTEITHO JICUCHHE, IMPOM3BOAHU Ha
ButaMuH D) ¥ ouakBaHuM HOBM Mpenapatd (MHXUOUTOP Ha OCTEOCKIEPOCTHHA —

pomoco3ymad)

20.5.1. Budocdouarn:

1. Alendronate e moka3aH 3a JieueHHE Ha OCTEOMOPO3a, KAKTO W Ha TIIIOKOKOPTHUKOWI-
MHIAyLOHpaHa TaKaBa IIpU JXCHH M MBXC B C€IHOKpaTHa CEAMHYHA J103a OT 70 mg.
KombOunaupanara gopma ¢ Buramua D 2800 wnm 5600 IU e perucrpupana 3a ynorpeda
caMo IpH KeHH (3a mpoduIaKTHKa Ha TPHOHAUYHU U OepeHu HpaKTypH).

2. Risedronate e moka3aH 3a JieueHHE Ha OCTEONOPO3a MpPU KEHU (HaMaysiBa PHCKa OT
rppOHavYHU U OeapeHn HpakTypH) U MPHU MBKE B €THOKpATHA CEIMUYHA 032 OT 35 mg.

3. Ibandronate e mokasaH 3a JeYeHHE Ha MOCTMEHOMAY3aJHa 0CTEONnopo3a (MpohuIaKTHKA
Ha TrpbOHAYHM (pPaKTypu, W camMO B MOAOpPaHM TPymd — M HaA HEBEepPTeOpaiHH) B
nepopaineH npuem ot 150 mg 1 mbT mMeceuHo wiM moj ¢opMara Ha WHTPABEHO3HA
uHdy3us 3 mg 1 obT Ha 3 Mmeceria.

4. Zoledronate e mokasaH 3a JCUCHHE Ha OCTEOMOPO3a MPU MOCTMEHOMAY3alHH >KECHH
(moHM)kaBa yecToTaTra Ha BepTeOpaIHHUTE, HEBepTeOpanHuTe U OeapeHure (pakTypu),
OpU MBXKE, KAKTO W 3a JIEYEHHE Ha TJIIOKOKOPTHUKOW-MHAYLHpPAHAa OCTEONOpO3a.
[Tpunara ce 1 mbT rogumHO B 71032 OT 5 MQ B uMHTpaBeHO3Ha MHOY3usa (3a Hanx 30
MUHYTH).

IIpomusonokaszanus 3a npunosxcenue Ha Ougocgonamu._CBPbXUyBCTBUTEIHOCT, JIE3UH Ha
XpaHOMNOPOBOa (HallpUMep CTPUKTYPH WU axala3us), HEBb3MOKHOCT 3a CE/I€HE WM CTOEHE 3a
noHe 30 MUH. U XUIIOKAJIIUEMHUS
Humpasenosnu chopmu na bugocghonamume ca nokazaHu Mpu:
® [POTHBONOKA3aHMs 3a TMepopaidHu OudochoHaTH, a ocTaHATUTE CpeJICTBa ca
HETIOAXOISIH WA HeePeKTHBHU;
e 3a00JsIBaHMA, KOUTO KOMIPOMETUPAT abcopOIUsATa;

e 000CHOBAaHO ChbMHEHHE 32 HETIPUABPIKAHC KbM IIEPOPATTHOTO JICUCHUC.

20.5.2. Uuxuourop Ha RANK-auranaa (Jlenocymao)

Denosumab e mokazaH 3a JieueHHE Ha IIOCTMEHOIAy3ajHa OCTeonopo3a (IOHMKaBa
BepTeOpaiHu, HeBepTeOpanHu U OeApeHH (pPaKkTypH) U MBXKE C YBEJIWYEH PUCK OT (PpaKTypH.

Peructpupan e u 3a jeyeHue Ha 3ary0aTa Ha KOCTHAa Maca IPHU XOPMOHO-a0JIaTUBHA Tepamus
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Ipd MBXKE C paKk Ha MpocTaTara W YBEJIMYEH PUCK OT (pakTypu (HaMaisBa BepTeOpaIHu
(bpakTypu), KakToO U 32 IPOPHUIAKTHKA U JICYCHUE HA TNIFOKOPTUKOUI-UHAYIIpaHa OCTEONOPO3a.
[Tpuara ce B B 103a 60 My moakoKHO Ha Bceku 6 Mecena. Denosumab e npomusonoxazan nipu
CBPBXUYBCTBUTEIHOCT WiIM Xumokainuemus. [Ipum yepHOoapoOHa HEAOCTATHYHOCT HSAMA
MpOyYBaHHA 32 OE30MaCHOCT.

20.5.3. Ipou3BoAHN HA PEKOMOMHAHTEH YOBCIIKH MAPAIMTOBMICH XOPMOH

Tepumnaparuy e mokaszas 3a JICYCHHE HA OCTEOINOPO3a MPU MOCTMEHONIAY3aTHH JKEHH (TTOHMKaBa
BepTeOpaIHM W HEBepTeOpamHu (pakTypu) U MBKe (MOHMKaBa BepTeOpanmHUs (GpaKTypeH
PUCK); a CHIIO ¥ 32 JICYCHHE HA TMIFOKOKOPTUKOUI-HHIYIIHPaHA OCTEOTIOPO3a MPU MBKE U KCHH.
[Tpunara ce monkoxHo B 103a 20 pg exenHeBHO. [Ipomusonokasanus 3a MPUIOKESHUETO MYy ca
HaIpeHAaI0 XPOHUYHO OBOpEeUHO 3a00JsIBaHe, KAKTO M KOCTHH 3a00JISIBAaHUSI C TIOBHIIICH KOCTCH
oOMeH (TmpejamiecTBamia XHIEpKaluemus, OoyiecT Ha [lelpkeT, XHUIeprnapaTHpeOUn3bM,
MIPEIIISCTBAIIO JIbYEIICYCHNE TPH KapIIHHOMHA KOCTHA 0O0JISCT U IPYTH).

20.5.4. CejiIeKTUBHM €CTPOreH-PelenTOPHN MOIVJIATOPH

Raloxifene e yrebpaeH kato eaunuuHa tabaetka 60 mg/aeH, a Bazedoxifene - 20 mg/nen, 6e3
Ja ce WMa TMPEIBUJ XpaHCHE WM TPUEM B OIpENeNIeH 4ac OT JAeHsA. Te ca noxazanu npu
npeoomepamseane Ha 6epmedOPaIHu (pakmypu npu NOCMMEHONAY3HU HCEHU C OCMEOnopo3d.
Bazedoxifene npedomepamssa u nesepmebpannu ppaxmypu. IIlpomusonokaszanu 3a TOBa
JIeYeHHE ca KeHU Mpeau MEHoNay3aTa, TaKWBa C MpEeIIecTBal] BEHO3EH TPOMOOEMOOIU3bM,
orpannyeHa ObOpeyHa WU 4YEepHOAPOOHA (YHKIMS (BKJIIOUUTEITHO XOJecTas3a), HEU3SICHEHO
MaTOYHO KPHBOTCUCHHUE WIIM ChMHECHHE 32 paK Ha CHIOMETPUYMA.

20.6. U300p Ha 1ekapCcTBeH NPOAYKT

Toli 3aBUCH OT epUKACHOCTTA HA OTACIHUTE JIEKAPCTBEHH MPOAYKTH, Mpoduia Ha 6€30MacHOCT
(HeXelaHH JISKapCTBEHH JICHCTBHSI), HAUMHA HA MPHUJIOXKCHUE, [ICHATA UM M MPEANOYUTAHUATA
Ha TaIMeHTA.

Edukacnocm:

Bceruuku aHTHOCTEOMOPO3HH CpE/ICTBA TMOHIKABAT BepTeOpanHus ¢pakTypeH puck. Hskou ot
TSAX TOHIKABAT M PUCKA 332 HeBepTeOpamHu (HpakTypH, a OTIACIIHU MPEACTABUTEIN — U PUCKaA 32

oenpenu (ppaktypu (Tabmuma 1).

Ta6auna 1. AnTH(pakTypHa €(QEKTHMBHOCT Ha JIEKAPCTBEHUTE NPOIYKTH 3a JICUEHHE Ha

octeoropo3sa (2018)

JlekapctBenn | Bopxy BepreOpannu ¢ppaktypn | Bbpxy HeBepTeOpajHu ppakTypu
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NPOAYKTH

Octeonopo3a | Ocreonopo3a + | Ocreonopo3a OcTeomnopo3a +

npeuuvIeHH! npeuuUIeHHI

(pakrypn dpakrypn
Alendronate + + Hsma nanuu + (1 6e11po)
Risedronate + + Hsma nanau + (1 6e1po)
Ibandronate Hsama nanau + Hsma nanuu +*
Zolendronate |+ + Hsma nanuu + (1 Genpo)**
X3J1 + + + + (u 6enpo)
Raloxifene + + Hama mannu Hsama nanau
Teriparatide Hsma nanuu + Hsma nanuu +
Denosumab + + + (1 6e1po) +

* camo 6 Post hoc ananus

** nayuenmu cve u 6e3 npewiiennu ppaxmypu

Haii-uecm u36op 3a nvpsonauanuo neuenue ce npasu medxncoy ougocgonamume u deHocymao.
budocdonarute ca npeAnounTaHu MPHU WA C HUICHK UK YMEpEeH (PpaKkTypeH pUCK (Harpumep
npu usxozaeH T-ckop Ha GeapeHa muiika >-3.0). [Ipu nuna ¢ Bucok ¢ppakTypeH puck (Harmpumep
T-ckop Ha G6enpena mmuiika < - 3.0) ce npeanounta neHocymab. Tepumapatua uma Hail-mMoleH
epeKT MpH JMLIA C MHOXECTBEHH BepTeOpanmHu ¢paktypu u MHoro Hucka KMII (Bucok
¢dbpakrypen puck). Pamokcuden u 0Oazemokcuden Ouxa OwiaM Hail-yMeCTHM B paHHaTa
MMOCTMEHOTay3a pu yMepeH (pakTypeH puck (OCHOBHO BepTeOpaseH).

Ta6auna 2. [Ipenoprsku 3a U300p Ha JIEKAPCTBEH MPOJYKT B 3aBUCHUMOCT OT BHJIA Ha >KEIaHUS

edeKT U JIeKyBaHaTa noArpymna

Anen- | Puse- N6an- | 3ome- neHocym | SERM | Tepunap
JpOHA | IPOHAT | APOHAT | IpOHAT | ab aTtuj
T
BeprebOpanen v v v v 4 v v'*
(dbpakTypeH puck
HeBeprebpanieH puck v v vrx 4 v VERRE
Puck Genpenn | v’ v v v
(pakrypu

99




Mmbxe v v v Vi v
I'mokokopTHKOUI- v v v v
UHAYLIUpaHa
0CTeoIopo3a

* pe3epeHo cpedcmeo (Ha 6mopa NuHUsL)
** ¢ nooopanu epynu ¢ T-ckop na 6edpomo noo -2.5SD u naruunu npeuwtnennu gpaxmypu
*** camo npu Bazedoxifene ¢ noobpanu epynu

HEXE camo npu nevenue ¢ XOpMOHAIHU CPeOCmBa 3a NPOCMamer KapyuHom

Haii-yecTH HeXkeJaHM CTPAHMYHHU JeWCTBUA HA AHTUOCTEONOPO3ZHHUTE JIEKAPCTBEHU

NPOAYKTH.

Taéauna 3. OcHOBHH HeXeJlaH! €()eKTH Ha AHTHOCTCOMIOPO3HUTE JeKAPCTBEHU MPOAYKTH

IIpenapar Haji-3nHa4yuMy U3BBLHKOCTHHU J1eHCTBUSA

SERM 1. 3acunBaHe Ha KIMMaKTepUYHATa CUMITOMATHKA (,, TOILIIH BBJIHU);
2. YBenuueHue Ha pucka oT TpoMO0eMOO0Iu3bM A0 3 MbTH;
3. IloHmwxkaBaHe yecToTaTa Ha MHBA3MBHUS KapIIMHOM Ha MJICUHATA
xKIesa.

budocdhonaru 1. [IpoGnemu OT TOpHUS OTAEN HA XPAHOCMUJIATETHHS TPAKT - MpU
CeMHYEH MU MECEUEH MPHUEM Te ca CXOJTHM ¢ Tuianebo; MpH mosiza
Ha OIUIAKBaHUS C€ TPENopbhbYBa E€BEHTYaJHO TacCTPOCKOIICKO
U3CJIe/IBaHE;
2. AtunuuHu ¢GpakTypd M OCTEOHEKpO3a Ha YeNCTTa (PeaKu
SBIICHUS, TIPU OTIPEICTICHU YCIOBUS U CHITHTCTBAIIM 3a00IsIBaHMS);
3. OctpodazoBa peakiusi — TJIABHO CJIel HHTPABEHO3HO
MPUIIOKEHUE; MYCKYJIO-CKEJIETHO OOJIKH;
4. O4HO 3acsiraHe — CKJIEPUT, UPUT (MHOTO PSIKO, OMUCBAHU TpHU
Alendronate, Zolendronate);
5. TlpeacwpaHo MbkaeHe — pu Obp3a uHQY3Us Ha Zolendronate;
6. M3ocTpsiHE Ha JaTEHTHA XUNOKAILIHUEMHUS — 3aJbJDKATEIIHA €
CyIJIEMEHTAIHs ¢ Kaniuil u Butamus D.

Denosumab 1. KoxHu peakuuy 1o TUIa Ha LETYJIUT WU €K3€Ma — peIKU

2. OnaryneHus

hPTH(1-34) XUMepKaIUypHsi, TO-PAIKO XHUIEPKAIIUEeMUs ¢ TajeHe |
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OezaneTuTue
X3J1 VYBenuyeHne Ha pUCKa OT BEHO3EH TPOMOOEeMOOIM3BM, MO3bYHH
UHCYJTH, UCXEMHYHH CHPACYHM WHIOUACHTH M paK Ha MJeyHaTa

KIIC3a

20.7. TIpoaABbIKUTETHOCT HA JIEYeHHETO

JleueHreTo MpoabJKaBa cpeaHo 3 10 5 roaunu (¢ H3KJI0YeHue Ha Teriparatide - <2 roxa.).
Crnen ToBa (pakTypHHST PUCK C€ MPEOICHSBAa M CE B3eMa pEUICHHE 3a I0-HATaThITHO
noBejicHre. AKO (PPaKTypHUST PUCK CE MPEICHN KaTO HUCHK — JICUCHUETO CE CIUpA 3a TMEePHO/T
OT 2 10 5 TOJWHHU, HO CYIUIEMEHTAIUATa C KaIIuid ¥ BUTaMUH D mpoabipkaBa B ONTHMAITHU
no3u. JleueHHeTo He ce crupa cliel 5S-TOAUIICH MEPHOJ NMPH HAIMYKAE HA CIUH OT CIICIHHUTE
(dhakTopu:

- mpeAmecTBania GppakTypa Ha MPenuIeH: Wik 6eIpo

- T-cxop Ha Genpena mwuiika iy o010 6eapo B Kpas Ha nepuoja < -2.5 SD

- BUCOK (DPaKTYpEH PHCK MOpaJy HEOTCTPAHUMH (PaKTOPH, HAIPUMEP MPOBEKIAHO JICUYCHHUE C
TJIFOKOKOPTUKOHIH.

Kvm kpas na 2018 2. makcumannuam cpok c¢ oOokazana eguxacrocm e. 10 ronuHu 3a
Alendronate, 7 roaqunu 3a Risedronate, 5 roguuu 3a Ibandronate, 6-9 ronunau 3a Zolendronate,
10 rogunu 3a Denosumab, 7 roxusan 3a SERM, 2 roaunu 3a Teriparatide u npenops4uTenHo 10
1 roxn. ¢ Romosozumab.

Jlewenuemo ¢ aHmuocmeonoposHu 1eKapCmeeHu npooyKmu ce pecmapmupa Tpu  HAIAIUE Ha
€THO OT CJICTHUTE OOCTOSATEIICTBA:

- HACTBIIBaHE Ha HOBA ToJisiMa (pakTypa;

- moBumaBaHe Ha beta-CrossLaps Haj ropHara rpaHuIia 3a MPEeMEHOIay3aJIHU JKEHU

- cnag Ha KMII ¢ manx 0.030 g/cm2 Ha TIpENUIeHN U OeApeHa muika

- U3THYAHE Ha 2 10 5 TOJIMHU TePANeBTUYHA BaKaHIHUA.

He Morat 5a ce majgar ykasaHus Jajiu Ja c€ MPOJB/DKU C MpUJIaraHus JA0TOraBa Mpernapar Wiu

Aa CC MpEMUHE KbM JIpyTa rpyia. HpCLICHKaTa € UHAUBUAYAJIN3UpAHA.

20.8. Iloka3aTeu 3a ycnex Ha NPHJIATAHOTO JeKAPCTBEHAa Tepanust
20.8.1. KpaTrkocpoyeH nmoka3aTeJl — IOHWXKaBaHe ¢ Hal 56 % CIpsIMO M3XOIHUTE CTOWHOCTH
Ha beta-CrossLaps mexmy 3™ u 6™ Mecell OT HAYaJOTO Ha JICYEHHETO WM ¢ Hax 35 % Ha

Osteocalcin umu PINP na 6™ mecen. Ilpu munca Ha m3xomuu maHuu 3a beta-CrossLaps, 3a
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NpUeMIIMBa CTOMHOCT 10 BpeME Ha JIEYCHHETO Cce TpueMa TakaBa IO MeJHaHaTa Ha
HOpMaJIHaTa cToitHoCT, ToecT < 0.2 — 0.3 ng/dl.

20.8.2. CpenHocpoyeH noka3areJs — cTaOmimM3upane (JIMIca Ha 3HAYUM CIaJ]) WIK TMOBUIIICHUE
na KMII na mpenwienu, oOmo Oeapo miu OeapeHa mmiika, m3cieasaHa Ha 1™ roguHa ot
HAYaJ0TO Ha JICUSHUETO U CJIe]] TOBA — HA 2-3-TOAMIITHI WHTESPBAIH.

20.8.3. IbarocpoueH nokasares — NOHW)KaBaHEe HAa (YPaKTypHUS PUCK

HacTpnBammure npe3 mbpBaTta rojiMHa OT HAYaJOTO HA JICYCHHETO (PpakTypH HE ca mokaszaren 3a
HeycneX. Ciell To3H MepruoJl OT BpeMe HaCTHIIBAHETO HA HOBA OCTEONOPO3HA (PpakTypa M3HCKBa
MpoOBEpKa Ha TPABWIHUS NPUEM OT CTpaHa Ha MAlMEHTa, KaKTO M M3KIIOYBAaHE HA APYTH
npuauHABamM (akropu kato AepuuuT Ha BuTamMuH D, orpanmuyena ObOpeyHa (yHKIHA,

JICKApCTBCHU IMPOAYKTHU U 3a6OJ'I$IBaHI/I$[, BOZCIIN 1O BTOpHUYHA OCTCOIIOPO34a.

20.9. Heycnex Ha Jie4eHHETO

Toli ce nedpunupa xato:

- HAaCTBIIBAHE HA JIBE WIM NIOBEYE HOBH HUCKOCHEPIHIHU (PPaKTypH 1o BpeMe Ha JICYCHUETO
- IUIca Ha MOTHUCKAaHEe Ha KOCTHUTE MapKepH MPpHU aHTUPE30pOTUBHO JICUEHUE

- IpoabiKaBaio noumwxkenue Ha KMIT.

21. llpoduaakTUKa U JedeHHe HA 1ePUIUT / HEAOCTATHYHOCT HA BUTAMuH D

Knuanyno xunoButammHoza D ce mposiBiBa ¢ paxuT NpH Jemara M ocTeoMallals IpH
BB3PAaCTHHUTE, KOETO € CBBP3aHO C MYCKyJHa €JIabOCT, CKIIOHHOCT KbM MaJaHus U (pakTypH.
[IpeBeHmusITa M JI€YEHHWETO HA XUIOBUTaMHMHO3a D BKIIOYBAa TNOBMILIEHO H3JIaraHe Ha
yATPaBUOJIETOBA CBETJIMHA (CIEIMAIHO HA CI'BHIE), T0-100bp XpaHUTENIEH NMPUEeM Ha BUTAMHUH
D u opanna cynnemenTaims ¢ BuTamMmuH D.

[IpakTuueckusT BBIpPOC, KOWTO cTom mpen Hac e: KakBa ma Obae cyOcturyupamiara ;103a
BUTaMuH D ?

Wmaliku mpeBuj JaHHUTE OT €NUAEMHOJIOTMYHOTO IPOYy4YBAaHE Ha BbIrapcko IpykecTBO IO
eniokpunosorust ot 2012 r. Bepxy 2033 nuua ot 12 pernona Ha cTpaHarta win o0mo 58 ruesna
(romeMr M MaJIKM TpajioBe M MPWISKAUIUTE UM Cela), KAKTO M pe3yiTaTure OoT
B3aMMOOTHOIIICHUATA MEXIy HUCKOTO cepyMHO HHBO Ha 25(OH)D u mpomeHuTe B CEPYMHOTO
HuBo Ha PTH, Hme mpmemame 3a Objarapckara momyJamusi npar Ha JAOCTAaTbYHOCT 3a
25(0OH)D >50 nmol/l, 3a HemoctarbuHoCT MexTy 25-49.99 nmol/l u 3a nepummr <25 nmol/l.

Ha Koncencycnara xoudepenmnus (Bergmeyer Conference) or 2012 r. B Eibsee, Germany ce
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[OCOYBAT ChHIIUTE CTOMHOCTH 3a Tpure HUBa Ha 25(OH)D. ToBa mo3BoJIsIBa CHOKOHHO ja
MpaBUM CPABHUTEJICH aHAJIU3 HA HAIIUTE PE3YyJTaTH C MOJYYEHHUTE OT APYTH HU3CIIEI0BATEIN U
Kacaely Apyrd KoxopTu. Taka 11e uMa Bb3MOXKHOCT Jia C€ HAIpaBAT M3BOJIU OTHOCHO pa3Mepa
Ha rpo0JieMa B HallaTa CTpaHa U TOH 1a ObJe CpaBHEH C IPYTH CTPAHH.
[IpakTrueckuTe U3BOAUTE NPU CyIieMeHTalus ¢ Butamun D ca tpu:
1. C no-ronsima 03a ce IOCTUTa MO-BUCOKO MPUIICIIHO HUBO
2. C mo-ronsMa J03a He C€ CKbCSABA CPOKBT 3a JOCTHTaHE Ha ILIaTO
3. 3a nacumane ¢ ButaMuH D TpsOBa ja ce m34yaka Cpok OT MmoHe 3 mecera. ToBa € BakeH
MPaKTUYECKH W3BOJl MPHU MpeaBapuTeIHaTa IMOATOTOBKAa Ha OOJHUTE C OCTEONOpo3a
Mpear BKJIIOYBAHE HA JICYCHUETO C aHTHOCTEOIOPO3HHU CpeiCTBA. B mpoTuBeH ciyyai
OoHuAT 111 OBbae He-oTroBapsi (NON-responder) Ha MPOBEKTAHOTO AHTHOCTEOIOPO3HO

JICUCHHUC.

21.1. JIEKAPCTBEHU MNPOAYKTHU, CBABPKAIIN BUTAMHUH D - BUIOBE,
HAITPABJIEHUS 3A OIITUMAJIHO NTPUJIO)KEHUE

21.1.1. Retinol palmitate, Ergocalciferol
KomM0OuHMpaH npoaykT - pa3TBop, nepopainu Kanku; 1 mi pa3rBop cbabpxka 30 000 1U perunon
nanmuraT (ButamuH A) u 40 000 1U eprokanimdepon (Butamun D2).
Kora, 3amio ?
v/ IJIaBHO 3a jiena
v’ 3a BB3pacTHH
V' 1pu nedunuT Ha BUTaMHUH A 1 ButamuH D

v cna6 Ergocalciferol (D2) ciipssmo Cholecalciferol (D3)

21.1.2. Cholecalciferol - pasrBop, nepopantu kanku (1 kanka=500 1U)

Kora, 3amio ?

v’ 3a npoHIaKkTHKA Ha BUTaMUH D geduiuT pect. paxurt

v’ 3a jedenue Ha BuTamuH D nedunur pecn. paxur
V' 3a 6a3UCHO 3a/bJKUTENHO HE(GAPMAKOIOTHIHO JICYEHHE ITPH OCTEONOPO3a
v/ 3a MOMYJIAIHOHHO MPUIIOKEHUE
v ynoben
v

C€BTHUH
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v edeKTuBeH

21.1.3. Alfacalcidol (1alfa D3)
Kora, 3amo ?
v" npu XB3
v’ 3a 110-Bb3pPACTHH JIUIIA
3a JICUCHHE Ha BUTaMHH D neduimr pecn. paxur
3a [TocTMeHOMay3allHa 0CTEONOPO3a - CAMOCTOSTEITHO
3a TMIFOKOKOPTUKOUI-UHAYIIMPAHA OCTEOIopo3a

pu XUnonapaTtupeouau3bm

AN N NN

e(heKTUBEH

21.1.4. Calcitriol
Kora, 3amio ?
v nipu 6omuu ¢ Xb3
v npu XHUonapaTupeouIu3bM
v mpu xuno-Ca paxuTt
v mpu xuno-P paxut
v [Ipu XpOHHUYHH YePHOIPOOHH 300 SIBaHHUSI
v’ mpu ynotpeba Ha JEKapCTBEHH MPOIYKTH, BIHSCIIH BbPXY METa0oIM3Ma Ha BUTaMuH D
B YEpHUS Jpob
v npu Butamud D pesucteHTHHTE HOPMH HA PaxUT

4 npu HOCTMGHOHay3aJ'IHa OCTCOIIOPO3a — OTACIIHU ClIydan

21.1.5. Paricalcitol — mo kmacudukanusra Ha CBeToBHaTa 31paBHA
Opranuzanus € aHTHUIapaTupeonieH npenapar. [Ipunara ce npu OOJHU ¢ XPOHUYHO OBOPEUHO
3abonsiBaHe. CHHTETHUEH celeKTuBeH aktuBarop Ha VDR. Mma nmo-Manbk XunepkaiieMudeH U
xunepdocparemuder epekt. Kancynu — 1 pg. lepunupana nueBHa no3a — 2 pug.
3a nmpoduiakTuka u JieueHne Ha nedunuTa Ha ButamMuH D ce usnomnsea Cholecalciferol, kato ce
CMa3BaT HAKOJIKO MMPaBUIIA:
Q C no-romsima g03a ce A0CTHra MO-BHCOKO MPHUIICITHO HUBO

Q C no-ronsma [03a HC CC CKbCABA CPOKBT 3a JOCTUT'AHEC HA IJIATO
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Q 3a macumiane ¢ ButamuuD TpsOBa a ce M34aka Cpok OT moHe 3 mecera. ToBa € BakeH

NPaKTUUECKH W3BOJ IpU IpeJBapuUTEIHaTa IMOJrOTOBKAa HAa OOJHHUTE C OCTEONOpO3a

nIpeau BKIKOYBAHC Ha JICHCHUCTO C aHTHOCTCOIIOPO3HHU CPCACTBA. B IIPOTHUBECH cnyqaﬁ

OoHUAT 111e OBIe He-oTroBapsil (NON-responder) Ha MPOBEKTAHOTO AHTHOCTEOIIOPO3HO

JICUCHHE.
HuBo Ha | Craryr Ha | 3apaBeH Jleuenue
puTamuH D BuTamMuH D edekT
<30 nmol/I Hedumut Paxur, Bucoku nosu Cholecalciferol, ¢
(20 ng/ml) ocTeoMajanus | MocleaBalia moaIbpKaiia 103a
30-50 nmol/l | HemocraThunoct | Puck or | [Toxappkaiia cymieMeHTalus ¢
(10-20 ng/ml) 3a00JIsIBaHE BuTamuH D
50-75 nmol/l AnexkBaTHO HUBO | 3/1paB biiaropasymeH cTHII Ha KUBOT
(20-30 ng/ml)
>75 nmol/l OntumanHo HUBO | 31paB Hwumo nomeiHUTETHO
(>30 ng/ml)

CerinacHo I'moGannus koHceHcyc Ha [IpernopbkuTe 3a MpeBeHIMS U JeueHne Ha paxurta oT 2016

r, kakTo u [Ipenopskure 3a Llenrpanna Espona ot 2013 r. ce mpencTaBaT HUBaTa Ha BUTaMuH D

3a JOCTAaTb4YHOCT, HCAOCTATBYHOCT, )Ie(l)I/II_[I/IT, TOKCHUYHO HHUBO M pa3ME€pa Ha 3aMECTBAHC B

3aBHCUMOCT OT KOHKPETHOTO cepyMHO HHMBO Ha 25(OH)D 3a mpodunakTika U Je4eHHe, KaTro

nanHuTe ca 0606mmenu ot Munns CF. et al. (2016).

Cpasuenue Ha [Ipenopbkute 3a cymnemenranus B Llentpanna EBpona — 2013 r. u rmo6amaure

IIpenopbku 3a npeBeHLUs U JieueHue Ha paxuta — 2016 .

Pa3mepbT 32 3amecTBaHe ¢ BUTaMuH D ce onpenensi or cepymHoTo HuBo Ha 25(OH)D

(2 ng/ml = 2.5 nmol/l)

IIpenopbku 3a LHenTpanua | ['nodaanu NpenopbKH,
Espomna, 2013 r. 2016 .

Onrtumanno HHUBO

Hema 51 noapactiamu | >30-50 ng/ml >20 ng/ml

Bw3pactau u crapuu
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Hexocrarb4HOCT >20-30 ng/ml 12-20 ng/ml

Jedpuuut 0-20 ng/ml <12 ng/ml

TokcHYHO HUBO >100 ng/ml >100 ng/mi

Ipenopbku 3a g03aTa Ha Vitamin D 3a cyniemenanus (40 iU = 1 pg)

0—6 mecena 400 IU/nseBHO 400 IU/naeBHO
6-12 mecena 400-600 IU/nueBHO 400 IU/nneBHO
2—18 roguHn 600-1,000 IU/nHeBHO 600 IU/nqueBHO
>18 roguHU 800-2,000 IU/nHeBHO 600 IU/nueBHO
Bpemenoct u kbpMeHe 1,500-2,000 IU/nneBHO 600 IU/nneBHO
Ipenopbku 3a 103ara Ha vitamin D 3a jeyenue Ha gedpumnura (40 iU = 1 pg)

<1 mecenr 1,000 IU/nueBHO -
<3 mecenu - 2,000 IU/nueBHO
1-12 mecenu 1,000-3,000 -

IU/nneBHO
3—-12 Mmecenu - 2,000 IU/nueBHO
2—-19 rogunu 3,000-5,000 -

IU/nneBHO
2—12 rogunu - 3,000-6,000 IU/nHeBHO
>19 roguHU 7,000-10,000 -

IU/nneBHO
>12 roguHu - 6,000 IU/gueBHO

Enunnyna HaToBapBamia 103a Ha Vitamin D 3a oBiaansiBane Ha nepuuura (40 iU = 1 pg)

<3 Mmecena He ce npenopbuBa He ce nmpenoppuBa
3—-12 mecemna He ce npenopbuBa 50,000 IU/ 3 mecena
2-12 ronuHA He ce npenopbuBa 150,000 IU / 3 mecena
>12 roguH" He ce mpenoppuBa 300,000 TU/3 mecema

ChbCTOSIHMETO 10 OTHOIIIEHHE ¢TatyCa Ha BUTAMMH D B Hamara CTpaHa € HEAOOUECHECHO OT

3IpaBeona3HaTa cHcTeMa.
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C nedunupaHe Ha HMBA HAa JOCTATHLYHOCT B ObJrapckara mnomyJjanus e ce Jaaaar
Bb3MOKHOCTH 32 Pa3BUTHETO Ha AaJleKBATHU CTPAaTerud 3a NpeBeHIHsI W JieyeHHe B

KIMHUYHATa MPAKTUKA.

3abenexncka:

JledeHueTo ¢ Hepa3pelleHH 3a ynoTpeda JeKapcTBEHU MPOAYKTH CE€ U3BbPIIBA IIPU YCIOBUATA U
no pen, onpenenenu ¢ Hapen6da Ne 10 ot 17 noemspu 2011 r. 3a ycnoBusiTa 1 peaa 3a JeueHue ¢
HepaspemieHn 3a ynorpeba B PenmyOnuka bearapusi nekapcTBeHM NpPOAYKTH, KakTo U 3a
YCIIOBUSATA U pe/ia 3a BKIIIOYBaHE, IPOMEHH, U3KITIOYBAHE U JOCTABKa Ha JIEKAPCTBEHU MPOJTYKTU
OT CIIMCBKA IO wi. 2664, an. 2 oT 3aK0Ha 3a JEKapCTBEHUTE NPOAYKTH B XyMaHHATa MEIUIMHA
(o6n. IB 06p.95 ot 2.12. 2011lr., mom. JAB 6p.24 ot 12.03. 2013r.) Ha MUHHCTBpa Ha

3ApaBCOIa3BaHCTO.
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