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3arajbHa YaCTHHA

Ha3Ba giarnosy: BpomkeHa nucdyHKIlis KOpY HaHUPKOBHX 3J103 Y niTei

Koau crany a6o 3axsopioBanns. HK 025:2021 «KnacudikaTop XBOpoO Ta
cropigHeHHx npo6.1eM OXOPOHH 310POB’sI»:

E25 AnpeHoreHiTalibHi IOPYIIEHHS

E25.0 BpomxeHi afipeHoreHiTabHi po3/Iajiy, MOB's3aHi 3 AehiluToM (bepMeHTIB

E25.8 IH1i agpeHOreHiTallbHi pO3/Iaau

E25.9 AnpeHoreHiTalbHA# po3ajl, HEYTOYHEHUH

Po3poOnukmu:

3eniHCBKA
Haranist bopuciBHa

bauuHCcbKa
Inna BanepiiBHa

['nob6a
€srenis BikTopiBHa

OnpxoBUY
Haraunis BikTropiBHa

Octpomnoinens
Haraniss AHgpiiBHa

IloramaeBa
Haranis JleoHiniBHa

CaMOHEHKO
Haramis
B'ssueciaBiBHA

Toskant
OnekcaHap
AHJZIpiiOBIY

noueHtka kabdenpu enmokpuHoiorii  HamionansHoro
MenugHoro yHisepcutery iM. O.0. boroMonbIis, 3aCTyITHAK
rOJIOBH po6OYOi IrpynH 3 KIIHIYHUX IIUTaHB;

niKapKa-TiHEKOJOT ~ JATSYOro Ta MiUTITKOBOrO  BiKY
Bi/UTiTeHHs  AWTA40i Ta  MiATITKOBOI  TiHEKOJOrii
HamioHanpHOi  OWTAY0i  cremiamizoBaHoi  JiKapHi

«OXMAT/IUT» MinicTepcTBa OXOPOHH 3/10POB'st Y KpaiHH;
MPOBiNHMHA HAyKOBM CIiBPOGITHMK Bifimy IMTAIOL
EHIOKPHHOJIOTiT  YKpaiHCBKOr0  HayKOBO-IPaKTHYHOI'O
LEHTPY €HIOKPUHHOI Xipyprii, TpaHCIUTaHTalii
eHIIOKpMHHHMX OpraHiB i TkaHMH MiHiCcTepCTBa OXOPOHH
310pOB’s YKpaiHu,

3aBigyBayka nabopaTopi€ro MeIU9IHO1 reHEeTUKHU
CremnianizoBaHoro MEIMKO-T€HETUYHOI O LEHTPY
HamioHanpHoi ~ OuTsA40i  cremiamizoBaHOl  JKapHi
«OXMATIUT» MinictepcTtBa  OXOPOHH  3/I0POB’s
VYkpainuy;

TOJIOBHHHM CHELialiCT BiAALTy PO3BUTKY MEAUYHUX ITOCIYT
JlemapTaMeHTy MeIMYHUX Iocayr MiHicTepcTBa OXOPOHH
310pOB’ s YKpaiHu;

3aBigyBauka  BiAOiIeHHS  JUTAYO1 €HJOKPHHOJIOT11
HamionanpHoi ~ OuTs4Yoi  CHemiami3oBaHOl — JKapHi
«OXMATIUT» MinicTepcTBa  OXOPOHH  310POB’S
Vkpainy;

3aBigyBauka LleHTpy ophaHHHX 3aXBOpIOBaHb Ta T'eHHOI
tepanii HalioHanpHOI AMTAYOI CreNiai3oBaHOl nikapHi
«OXMATIIUT» MinicrepctBa  OXOpOHH  3[0pPOB’S
Vkpainy;

JUpeKTop VYKpaiHCBKOrO HayKOBO-IPAKTHYHOIO LEHTPY
eHIOKPHHHOI Xipyprii, TpaHCIIaHTalii eHIOKPUHHHUX
opraHiB i TKaHMH MiHiCTepCTBa OXOPOHH 3I0pPOB’s
VYkpainuy;
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MetonoJioriynuii cynposia Ta inpopmaniiine 3a0e3ne4yeHHs

I'ynenko Okcana
IBaniBHA

[unkiga Onena
OnekcanapiBHa

Peuensentu
Typuuna CaiTiiaHa

IropiBHa

Kowmicapenko IOmis
IropiBHa

HAaYaJIbHUK BIAJIUTY CTaHAApTHU3alli MEAMYHOI JTIOTIOMOTH
JIEp’)KaBHOTO  MIANPUEMCTBA  «Jlep>kaBHUI ~ eKcepTHUI
neHtp MiHicTepcTBa OXOpPOHHM  3JI0pOB’S  YKpaiHwy,
3aCTYIHUK TOJIOBH pPo00YOi TIpymu 3 METOHOJOTIYHOTO
CyHpOBOJY;

3aCTYMHHUK HadalbHHUKA BIAILTY CTaHIApTU3AIl] MEIUYHOI
JOTIOMOTH  JIep>)KaBHOro  mifnpueMcTBa  «Jlep>kaBHHIA
eKCrepTHUM 1eHTp MiHicTepcTBa OXOpPOHHM  370pPOB’S
Ykpainm».

3aBiJyBauka BIJJIUVICHHS €HJOKPUHHOI TMATOJIOTiI Ta
CTaTEBOTO JO3piBaHHA JIEPKABHOI YCTaHOBH <«IHCTUTYT
OXOpPOHHM 370pOB’S JiTed Ta miITKIB HarioHanbHOi
akajeMii MEIMYHUX HAyK YKpaiHuy,

3aBiyBauka Kadeapu eHaokpuHosorii HarioHaibHOTO
Men4Horo yHiBepcuteTy iMeHi O.0. boromosnbiis.

Jlata oHOBJIeHHsA cTaHaapTiB — 2029 pik.



CkopoueHHs

115-HSD2 114 —rigpokcucTepoin AeriaporeHasa THUITY 2

17-OHP 17-rizpokcunporecTepox

21-OH 21-rigpokcunasa

21-OHD nediruT 2 1-rigpokcunasu

AKTT aJ]pEHOKOPTUKOTPOITHUI TOPMOH

BJIKH BpO)KEHA JUCQYHKIIS KOpU HAAHUPKOBHUX 3aj03 (KjIachyHa 1
HEKJIaCUYHA)

I'K TITIOKOKOPTUKOI TN

303 3aKJIAIM OXOPOHU 30POB’ s

MK MIHEpaJIOKOPTUKOI U

H3 HaJIHUPKOBI 3aJ103U

HC HEOHATAJIbHUI CKPUHIHT

PXTMC piauHHA XpomaTorpadis-TaHIeMHa Mac-CIIEKTPOMETPIs

TART MyXJIMHU SIEYOK 3 aIPEHATIOBOT TKAHUHU

dopma dbopma mepBuHHOI 001iKOBOI gokymeHTarii Ne 096/o0 «Icropis

Ne 096/0 BariTHOCTI Ta mojoriB Ne » Ta IHCTPYKIiA 3 1i 3allOBHEHHS,
3aTBep/KeHa Haka3oM MiHICTepCTBa OXOPOHM 3/I0POB’S YKpaiHu
Bix 21 ciuns 2016 poxy Ne 29, 3apeectpoBanumM B MiHiCTEpCTBI
toctullli Ykpainu 12 motoro 2016 poky 3a Ne 232/28362

®dopma dbopma nepBuHHOI 00JiKOBO1 nokyMmeHTalli Ne 097/0 «Menuuna

Ne 097/0 KapTa HOBOHapokeHoro No » Ta 1HCTPYKIs 3 ii 3amOBHEHHS,
3aTBep/KeHa Haka3oM MiHICTepCTBa OXOPOHH 3/10pPOB’S YKpaiHH
Bix 21 ciuna 2016 poky Ne 29, 3apeectpoBaHuM B MiHICTEpCTBI
roctullli Ykpainu 12 motoro 2016 poky 3a Ne 232/28362

dopma dbopma nepBuHHOI 00JiKOBO1 nokyMmeHTalli Ne 025/0 «Menuuna

Ne 025/0 KapTa aMmOyaTopHOro XBoporo Ne » Ta IHCTPYKIIis 3 i 3alIOBHEHHS,

3aTBep/KeHa Haka3oM MiHICTepCTBa OXOPOHH 3/I0POB’S YKpaiHu
Bix 14 motoro 2012 poky Ne 110, 3apeectpoBanuM B MiHICTEpCTBI
toctuilii Ykpainu 28 kBiTHs 2012 poky 3a Ne 669/20982



5

Po3aia 1. Oprani3zaniss HagaHHS MeIUYHOI JONIOMOTH

1. Tloyo:KeHHSI CTAHAAPTY MeAUYHOI TOTIOMOTH

MenuuHa qoromora naiieHTaM 3 BpOJKEHO TUCPYHKINEI KOPH HATHUPKOBHUX
3a03 (mam - BJIKH) Hamaetscst y 3akimagax oxopoHu 370poB’s (mami — 303), mio
HaJal0Th CIEIIali30BaHy MEIUYHY JIOMOMOTY. 3a0e3MeUeHHs MaIli€HTIB MEIUYHOIO
JIOTIOMOTOI0 TIOTpeOye MDKIUCIUIUTIHAPHOT CIIBIpAIll Ta 1HTEIPOBAHOTO BEICHHS
MaIE€HTIB MYJIbTUIMCIUILTIHAPHOI KOMaH/1010 (haxiBIIiB.

Jlikapi 3arayibHOi TIPaKTHUKU — CIMEHHI JIKapi, JKapi 1HIIMX CHEeliaIbHOCTEH
NOBUHHI OyTH 0013HaH1 HI0JI0 OCHOBHUX (DAaKTOPIB PH3UKY Ta KIIHIYHUX MPOSIBIB
BJIKH 3 meTor0 iX paHHBOTO BUSBJICHHSI Ta CKepyBaHHs mamiedTa 10 303, 1mo HaJaTh
CHeIiajgi3oBaHy MEIWYHy JOMOMOTY, a TaKOX CIPHUSAIOTh BHKOHAHHIO YCIX
pexoMeHanii (haxiBIriB.

Yci MOXKIIMBI BapiaHTH JIIKYBaHHsS MOBUHHI OOTOBOPIOBATHCH 3 TAIIEHTOM Yy
TaKHil crocio, ikuii Oyjie KoMy 3p03yMIJINM, Ta 3 BpaxyBaHHSAM MOT0 1HAUBITYaIbHOTO
KYJBTYPHOTO Ta OCBITHHOTO PiBHS.

2. OOrpyHTyBaHHA

Panns giarHocthka Ta TmodaTok JiikyBaHHa marieHtiB 3 BJIKH cnpuse
MOKPAIIEHHIO TMOKA3HHWKIB BW)KMBAHOCTI, MOKPAIIEHHIO SKOCTI JKUTTS TIAIlI€HTIB.
InuBinyanizoBaHUM MiAX11 10 JIIKYBaHHS, IKUi 0a3y€ThCs HAa MpU3HAYEHH] JTIKYBaHHS
3aJIe’KHO BIJ] BaplaHTy 3aXBOPIOBAHHS Ta HAABHOCTI (AKTOPIB PHUBHKY, KOPEKIIis
JIKYBaHHSI Ha MPOMDKHUX €Tarax J03BOJISIE€ JOCSIITH TPUBAJIOL PEMICII.

EdextuBHa B3aemoniss MK Y4YaCHHMKAMHM MUKAUCIUIUIIHAPHOI KOMAaHIU
BBAKAETHCS HANKPAIIO MPAKTUKOIO JIIKYBaHHS, a TaKOXK HEBII €MHOIO CKJIQJIOBOIO
CKOOPJMHOBAHO1 JOMOMOTH. 3aX0Au 3 PaHHBOT'O (CBOEYACHOI0) BUSIBJIICHHS JTAHOTO
3aXBOPIOBAHHS JI03BOJISIIOTH CYTTEBO TIOKPAIIIUTH KUTTS TAIli€EHTA

3. Kpurepii axocTi MeanuHoi 10mOMOTn

O00B’53K0BI:

1) HasBHiCT, JIOKQJIBHO  Y3rO/DKEHHUX  MHCHMOBUX  JOKYMEHTIB, IO
KOOPJAWHYIOTh Ta 1HTETPYIOTh MEIWYHY JOMOMOTY JUIS 3a0e3MeUYeHHS CBOEYACHOTO
oOCTexeHHs, CKepyBaHHs 0 cremnianizoBadoro 303 s MpoBeACHHS JIIKyBaHHS
namiedTiB 3 BJIKH Ta momanpimoro cnocrepexeHHS .

2) IcHye 3a10KyMEHTOBAHUI 1HIUBIyaIbHUI IUTAH MEIUIHOTO OOCTEKCHHS Ta
nmikyBanus BJIKH, y3romkeHoro 3 maimieHTOM, 4WIeHaMH ciMm'i/ocobamu, sKi
3I1ACHIOIOTH JOTJISA.

3) [IlamienTn, sKi TMepeHECHW CHelialbHe JIIKyBaHHsA, a0o ocoOu, 1o
JIOTJISIA0Th 3a MallieHTOM, 3a0€3Meuy0ThCs y JOCTYIHIN (hopMi iH(DOpMaIII€rO 1O0A0
MOJIMBUX BIJIQJICHUX MOOIYHMX €(EKTIB JIKyBaHHSA, HEOOXIAHOCTI MPOBEICHHS
NepioINYHUX OOCTEKEHbD.

4) HaparoTbes peKOMEHIALT M0I0 CIOCO0Y JKUTTSA, PEKUMY XapuyBaHHS Ta
Gb13nyHKX HaBaHTakeHb 1 naiienta 3 BJIKH.



Poznin I1. JiarHocTuka BpoakeHol AUCPYHKIII KOPH HATHUPKOBHUX 327103

1. IonoxkeHHS CTAHAAPTY MeNYHOI IONIOMOTH

JliarHOCTUYH1 3aX0/11 CIIPSIMOBAHO Ha CBOEYACHE BCTaHOBIEHH: Alarno3y BJIKH
JUTsl BYACHOT'O NMPU3HAYEHHS BIAMOBIAHOTO MaTOr€HETUYHOTO JIKYBaHHS.

Heonatanbuuii ckpuninr (mam - HC) nma BJIKH wmae mpoBomuTucs ycim
HOBOHApO/)KEHUM  BiAnoBiaHO 10  llopsaky  mpoBeAeHHS — PO3LMIMPEHOTO
HEOHATAJILHOT'O CKPUHIHTY, 3aTBEPI’KEHOT0 Haka30M MiHiCTepCcTBa OXOPOHU 3/10pPOB S
Vkpainu Big 01 sxoBTHa 2021 poky Ne 2142 «IIpo 3abe3mneudeHHs] pO3UIMPEHOrO
HEOHATaJbHOTO CKPHUHIHTY B YKpaiHi», 3apeecTpoBaHOro B MiHICTEPCTBI IOCTHUIIT
Yxpainu 29 xoBtHs 2021 poxy 3a Ne 1403/37025.

[TouatkoBuMm npioputetom HC € BusBnenus nediuuty 21-rigpokcunasu (mami -
21-OH). Hait6inem uwytimBuii Tect st BusBiaeHHs BJIKH — BumipioBanns 17-
rigpokcunporectepony (mami - 17-OHP) 3 Hopmamu, crpaTudikoBaHUMH 3a
reCTalliiHUM BIKOM.

2.  OOrpyHTyBaHHA

BJKH wmaitke B 95% Bumnagkax € HachmigkoM wmytaiiii rena CYP21A2, mio
NPU3BOJSATH JO 3HIDKEHHS a0o BIACYTHOCTI akTuBHOCTI (epmenty 21-OH B
HAJHUPKOBUX 3aJ103aX 1, K HACHIJOK, O 3HUKEHHS CHHTE3y KUTTEBO-HEOOXITHUX
TOPMOHIB — KOPTHU30JIy Ta aJlIbJOCTEPOHY 1 HAKOIMMYEHHS MONEPEAHUKIB iX CHHTE3Y.
BiacytHicte ByacHoro jiarHoctyBaHHs coiieBrpatHoi BJIKH mnpuszBoauts 10
BHCOKOTO PU3HKY paHHBOI HEOHATAIBbHOI 3aXBOPIOBAHOCTI, 3aTPUMKH PO3BHUTKY,
MOTEHIIMHO CMEPTEINIBHOI TIIOBOJIEMII, IIOKY i CMEPTHOCTI.

Hitu, sxum BJIKH piarnocroBano npu HC 1 BYacHO Npu3Hay€HO JIIKYBaHHS,
MarTh MEHII CEpHO3HY TIMOHATPIEMIIO, KOPOTIIMK Yac nepedyBaHHS B CTalllOHapi,
HIXK JITH 3 TI3HIM J1arHOCTYBaHHSIM XBOpOOM. EKOHOMIUHI BUTpAaTH Ha MPOBEICHHS
HC Bunpapnani TM, 10 BOHU 3HAYHO MEPEBAXKAIOTh BUTPATH HA HAJAAHHS MEIUYHOI
JIONIOMOTH 0co0aM 13 yckinaaHeHHsaMu BHacinok B/IKH.

OCK1JIbKY y HOBOHAPOPKEHHX JIITEH )KIHOYO1 CTaTi OCHOBHOIO 03HAKOIO E(IIIUTY
21-OH (21-OHD) € anomayibHU# PO3BUTOK 30BHIIIHIX CTATEBMX OPraHiB 3 Pi3HOIO
MIpOI0 Biprumi3alii, 1€ YacTO NPHU3BOJAUTH 10 XHUOHOI pEeCTparlii AUTUHU TIPH
HapO/KEHH1 0C00010 YOJI0BIYOT cTaTl. Y AiTel 000X cTaTei 13 MPOCTO BIPUIBHOIO
dopmoro BJIKH, sika BuacHO HE pO3MI3HAETHCS 1 HE JIKYEThCS, BUHUKAIOTh O3HAKU
NEePEeIYaCHOI0 CTaTEBOI'O PO3BUTKY.

3a pgonomororo HC MokHa BUSIBUTH NEBHY KUIBKICTh BUIAIKIB HEKJIACHYHOL
BJIKH, 110 € 0wk ierkoro (opmMoro XBOpoOH 1 3a3BUUail HE NOTPeOy€e BTPYUaHHS B
HEOHATAJIbHOMY MEPI0/Il Ta pAHHBOMY JAUTHHCTBI.

3.  Kpurepii sikocTi MeIu4HOI 70NIOMOTH

O00B’A3KOBI:

1) TlepBunHHMIA eTar HEOHATaAJIbHOTO CKpPUHIHTY 3MI1CHIOETHCS
HOBOHAPOXKEHUM, K1 JIOCATJIM FEeCTAlIMHOrO BiKY 32 THXKHI y TepMiHu 48-72 roauHu
KUTTS TUIIXOM Aociimpkerds 17-OHP y cyxiif misMi KpoBi BIAMOBITHO 10 A0AaTKy 1
uporo Cranuapry.

2) 'V pasi nosutuBHOro pesynbraty HC HeoOXiaHo BuzHaunuTH piBeHb 17-OHP
y CHpOBATIIl KpOBi, sikuil Oyme migBuieHuM sik 3a 21-OHD, tak 1 3a iHIIWUX THUITIB



BAKH (medimut 11B-rigpokcunasu,  3P-TiApOKCUCTEPOiqAETIAPOreHa3n  Ta
OKCHJIOpEeayKTa3u muToxpomy P450).

3) VY uemoBmaT 3 BucokuMm piBHeM 17-OHP mpoBomuthes mudepeniiiiina
JIarHOCTUKA TMPUYMH  HEcnenu(iuHOro MiABUIIEHHS IbOTO TIOKa3HUKA Y
HEJIOHOUIEHUX JITEH, TyK€ pPaHHbOMY IOCTHATAJILHOMY mepiofi, myxiauHax H3 Tta
CHUHIpOMaxX 13 HaJMIPHUM POCTOM.

4) HesanexHo Big pesyibrariB HC cnig 3amigo3putu WmosipHicTs BJIKH
BHacmigiok 21-OHD y pa3i HagBHOCTI y JAWTHHU CHUMIITOMIB HaJHHPKOBOI
HEJOCTaTHOCTI, TAKUX SIK IOraHe TOJyBaHHS, BTpaTa Baru Ta OJIOBaHHS.

5) OmiauTd O03HAKW BTpAT CONI Ta Jerigparamii Ui JJiarHOCTYBaHHS
COJIEBTPATHOT ()OPMHU Y HEMOBJISIT 3 BUCOKUM piBHEM 17-OHP:

peTenbHe OOCTEKEHHS 3aralbHOTO CTaHy Ta CTaHy XBOPOOH, 30KpeMa CUMITOMHU
HAJHUPKOBOT HEJIOCTATHOCTI; BPaXOBYBaTH, 110 Bakka BTparta coji, To6To Na < 130
MekB/1 abo K > 6,0 MekB/n, 3a3BM4aii BAHUKAE POTATOM JIPYTOTO THKHS JKUTTSL.

Bumipsatu AKTI" B mua3mi kpoBi, CUpOBATKOBI €JIEKTPOJIITH, TITIOKO3Y IIA3MH,
aJIbJIOCTEPOH IJIa3MH, PEHIH IIJIa3MU Ta ra3u KpoBi. PIBeHb alibJOCTEpPOHY MOXKE OyTH
MIJBUIICHUH y TAaIl€HTIB 13 IIOraHO KOHTPOJIbOBaHUM a00 HEJIIKOBAaHUM
3axBoptoBaHHsAM. Lli pe3ynbratu abopaTropHUX JOCHIHKEHbh BHUKOPUCTOBYBATU SIK
nonoMixkHi jyis aiarHoctuku 21-OHD Tta nudepenuianii dopmu 3axBoproBaHHS,
HAIPUKJIIAJ, COJIEBTPATHOI a00 MPOCTOI BIpUIBLHOT (hOPM.

6) IIpoBeneHHs (i3MKAILHOTO OOCTEKEHHS, IS OI[IHKK HASIBHOCTI 1 CTYICHS
BIpWJII3allii 30BHINIHIX CTAaTE€BUX OpraHiB, 3I1MCHIOETbCS 3a mkanow Ilpangepa
BIIMOBIHO 10 J0AaTKy 2 1iboro Ctanmapry.

7) Y BCiX HOBOHAPOPKCHUX 3 ATUIIOBHMH 30BHIIIHIMH CTATCBUMH OpTaHAMH
He3anexkHo Bin pesyibpTariB HC mpoBomuThes BumiproBanHs piBHS 17-OHP B
CUPOBATIIl KPOBI, a TaKOX 3 METOI0 BU3HAYEHHS CTATl AUTUHU Ta AUQEpeHIIMHOT
JIarHOCTUKH 3 THIIMMH PO3JIaJlaMU CTAaTeBOr0 NU(PEPEHIIIIOBAHHS SIK TPUYUHH TaKOi
aHoMautii - BU3HA4YCHHsI KapioTuny ta ¥Y3]J[ nms Bizyamizaliii cTaTeBUX 3aJ103, a TAKOXK
po3Mipy Ta GOopMH BHYTPIIIHIX CTaTeBUX OpraHiB (y MaiieHTiB 3 Kapiotunom 46,XX 3
nedimurom 21-OH a6o 11B-rigpokcuiasu sseqHUKU TU(EPEHIIIOI0THCS HOPMAJBHO,
3HAXOMATHCS y YEPEBHIN MOPOKHUHI).

8) Bwu3HAYKMTH HASABHICTH TMMEPIIrMEHTAIIIT IIKIPH 1 CITM30BUX (MOYKHA BUSBHTH
Ha 30BHINIHIX CTATEBUX OpraHax, MaXxBOBIH 3amajuHi, r'y0ax Ta y poTOBii MOPOKHUHI),
o0 y mnaimieHTiB 3 KapiotunoMm 46,XY 13 NpaBUIbHUMH 30BHIIIHIMU CTAaTEBUMHU
opraHamMy 3a 4YOJIOBIYMM THUIIOM MoOxe Oytu eaunum npossom BJIKH.
["inepmirMeHTalis MBHAKO 3HUKAE MICA MOoYaTKy Tepamnii riokokoptukoinamu (I'K)

Bba:xani:

9) [Jns migBumenas crnenudpivynocti HC wa BJIKH, y Bcix Bumaakax
nigsuieHHs piBHs 17-OHP B cyxiit misami kpoBi Ha nepBuHHOMy etani HC, s
BUKJTFOYCHHS XUOHOTIO3UTUBHUX PE3YyJIbTATIB MPOBOAUTH BTOPUHHUN TECT 3 TIET XK
TUISIMU KPOBI 3 TOCHIJKEHHSIM cTepoinHoro mpodinato merogom PXTMC.

10) Hocmimkennst crepoigHoro npodiao Merogom PXTMC Takox MpoOBOIUTH
HE3aJIe)KHO BiJl pe3ynbTaTiB nepsunHoro HC y nmiteit 13 cuMnToMam#, 1110 BUHUKITU B
Mi3HbOMY HEOHATAJIbHOMY TEepPi0/l Ta MOJATIbIIOMY JUTSIYOMY Billi.
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11) MocmimkenHs crepoigaoro mpodiato metogqom PXTMC citij mpoBOIUTH B
3pa3Kax CUPOBATKU, OTPUMAHUX 110 8 paHKy. Y J1BUaT, sIKI MEHCTPYIOIOTh, 3a01p KPOBI
MPOBOJUTH Y paHHIO POIKYISApHY (ha3y MEHCTPYaIbHOTO LIUKITY.

12) HoBoHapopKEHUM 3 TO3UTUBHUM PE3yIbTaTOM KOMILUIEKCHOTO OOCTE)KEHHSI
mio10 BJIKH (no3utuHuii pesynabrat HC, mO3UTUBHUN pe3yIbTaT JOCIIKEHHS PI1BHS
17-OHP B cupoBatiii KpoBi Ta/ab0 MO3UTUBHUHN PE3yNbTaT BU3HAYEHHS CTEPOITHOTO
npodimo merogomM PXTMC) mpoBOaUTHECS MONEKYJISPHO-TEHETUYHUN aHaMI3 IS
BUSABJICHHS TIepeOy/loB Yy TeHaX, M0 OOyMOBIIOITh jaediuutr ¢GepMeHTIB
crepoinorenesy 21-OH (rem CYP21A2), 11B-rimpokcmiasu (rem CYP11B1l), 3f-
rigpokcucrepoigaerigporeHazu (res HSD3B2) Tta 17-anpda-ruapokcunazu (reH
CYP17Al).

13) V pa3i BiICYTHOCTI TEPEKOHJIMBUX CHIOKPHHOJOTIYHHUX JaHHX JUIS
niarBepukeHHs 21-OHD, st po3pi3HEHHS HEKJIACHYHMX 1 KIACHYHHX (GopM Yy
XJIOITYMKIB, @ TAKOX ISl HaJAaHHsS 1H(OpMaIli 040 T€HETUYHOTO KOHCYJIbTYBaHHS
MPOBOAUTHLCSA TeHETUYHE JociimkeHHs myTallli B reni CYP21A2. [umi mokaszaHHs 10
T€HEeTUYHOI'O TECTYBaHHS - BIMOBIIHO /10 T0AATKY 3 11boro CTaHmapTy.

Po3aia I11. JlikyBanHs Ki1acu4HoI Ta HekJacuuHoi BJIKH

1. Tlono:keHHS CTAHAAPTY MEIUYHOI JONOMOIH

[Tpuznauenns raokokoprtukoiniB (gam - I'K) ta minepamokoptukoiniB (mgami -
MK) (3a motpebu) € maroreHeTnuyHuM JiKyBaHHAM BJIKH Ta no3Bossi€ momnoBHUTH
HEJOCTaTHICTh €HAOTE€HHOI'0 KOPTU30IY Ta albJ0CTEPOHY, IPUTHITUTH HAJIUIIKOBY
npoaykuito AKTI, 100 3MEHIINUTH CUHTE3 HATHUPKOBUX aHAPOTEHIB.

2. OOrpynTryBaHHs

MeToro JIKyBaHHSI € TPUTHIYEHHS HAIJIUIIKOBOT CeKpelii HaTHUPKOBUX
aHJPOTEHIB 3a JIONIOMOIOK HahHWK4Yoi edekTuBHOi g03u ['K, gk mnpasuio,
T'IPOKOPTU30HY, OCKUTbKM HaaMipHe JiKyBaHHsA [ K moB’si3aHe 3 MPUTrHIYEHHSAM POCTY,
30UTPIIEHHSIM Bard Ta 3HIKEHHSIM MIHEPabHOI IIIIBHOCTI KICTKOBOI TKAHWHU
AnekBaTHl 103u Ta cxemu JikyBaHHs aiteil 3 BJIKH 3anoOiraiorb po3BUTKY
HAJHUPKOBOI KPHU3H 1 BIpHIII3allii, JO3BOJISIOUH JOCITTH MaikKe HOPMAJIbHOTO POCTY
Ta PO3BUTKY B JUTUHCTBI & TAKOXK (PEPTHIILHOCTI y JOPOCIOMY BIIIL.

Hitu 3 kinacuynuM 210HD notpedyroTh TpuBanoro 3amicHoro jikyBaHHs ['K.
Tepanis nauientis 3 BJIKH € cknaguum npounecom, 1o NoJArae B MOCTIHHOMY
OalaHCyBaHHI MK PU3UKOM MEIMKaMEHTO3HOTO TIMEPKOPTHUIIM3MY 1 HEJOCTATHHOI
703U TIpemnapariB 1, IK HACHIJIOK, rinepanaporexiero. [lorana MenuyHa NMPUXMIBHICTD
1o JIiKyBaHHS cepen nopociux 3 BJIIKH cripusie nempecii Ta miaBUIIEHHIO CMEPTHOCTI.
VY uwonosikiB Ta xkiHOK 3 BJIKH wacto crpaxmae dbeptunpHicTs. o 3arampHux
bakTopiB, 10 COPUSIOTH OE3IUTIIII0 YOJOBIKIB, HAJIEKATh HASBHICTh MyXJIMHU SIEYOK
3 agpenanoBoi Tkanuuu (testicular adrenal rest tumor) (maxi — TART), npurHiueHHs
TOHAJIOTPOIIHIB 1 TECTUKYJISIpHA HEJOCTATHICTD

3. Kpurepii sikocTi MeAM4YHOI 10TIOMOTH

O00B’A3KOBI:

1) JlixyBauus 'K ciig po3moyaru 1mie no miarBepkenHs maiaraosy 21-OHD,
SKIIO HA MIJACTaBl KIIHIYHUX CUMITOMIB 1 3BUYAMHUX JAOOPATOPHUX pPE3yJbTaTIB,
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30KpeMa TiNnoHaTpieMmii, rinepkanieMii abo MeTabOIIYHOTO alua03y, € O0IPyHTOBaHA
nigo3pa Ha 21-OHD 1 BUSIBISAIOTHCS O3HAKU HATHUPKOBOT HEAOCTATHOCTI.

2) Jlns JiKyBaHHS BHUKOPHCTOBYEThCS HalHWXk4Ya edektuBHa go3a ['K, sk
paBuio, TIAPOKOPTU30HY, SiKa 3a0e3leuye MPUTHIYEHHS HaJIMIIKOBOI CEeKpelii
HAJHUPKOBUX aHAPOTEHIB OCKUIbKM HaamipHa go3a ['K crnpuuuHsie TpUTHIYEHHS
pOCTYy, 301IbIIICHHS Barv Ta 3HWKEHHS MIHEPaJIbHOI IIIJILHOCTI KICTKOBOT TKAHWHH.

3) YV HeoHaTaJbHOMY IEpiOJi MOYAaTKOBA J103a TiAPOKOPTH30HY CTAHOBHUTH
25-100 mr/m2/mo0y, a y pas3i pusuky abo Tiao3pi Ha HAJAHUPKOBUM KpHU3 —
100 mr/m2/mo0y. Ilicas MenTuKaMeHTO3HOTO MPHUTHIYEHHS MPOIYKIT aHIPOTEHIB
HAJHUPKOBUMHU 3aJI03aMH 200 301TbIICHHS MacH TiJa, 0 OYIKyBaHE MICIs MOYaTKy
JIKyBaHHS, 03y TIAPOKOPTHU30HY MIBUIKO 3HUXKYIOTh KOXHI 5-7 1HIB [0
HiATPUMYBAIBHOI, AKY TMPOJOBXKYIOTh 10 JTOCSITHEHHS BiKYy 3-4 TH)KHIB 3 HACTYyITHUM
KOpETYBaHHM /1031 BIIOBIIHO 10 KIIHIYHOT KapTuHu Ta piBHg 17-OHP.

4)  Jlns HEMOBIST J103a TiIPOKOPTU30HY cTaHOBUTH 10-20 mr/m2/moOy, s
1HIMX BikoBuX rpyn — 10-15 mr/mM2/n00y. [Ipuitmatu npenapat 6axaHo 3a 3 nmpuiioMu
(xo>xH1 8 TroguH). Jlo3y Ta crioci® BBeIEHHS CIIiJI MI0UPaTH 1HIUBITyaIbHO 3aJI€KHO
B1JI CTaHy IAaIli€HTA.

5) HoBoHapOKEHUM 1 JIITAM PAaHHBOTO BIKY JIO CXEMH JIIKYBaHHS JOJA€ThCS
(bIyIpOKOPTHU30H Ta HATPIKO XJIOPHU B A03aX BIAMOBIIHO JI0 HABEJICHHUX y TaOuIll 1
noaatky 4 nporo Ctanaapry.

6) Hitam i3 wmacuunoro BJIKH, ski  3pocTaroTh, pPEKOMEHIYETHCS
NIATPUMYBAJIbHA J103a T1IPOKOPTHU30HY. He peKoMeHIyeThCsl MOCTIHE 3aCTOCYBAHHS
'K TpuBasnoi mii.

7) Y miunTKiB 13 3aBEpIICHUM POCTOM Ta JopociuX i3 kiacuunoro BJIKH
PEKOMEHJ0OBaHO BUKOPHUCTOBYBATH IIOJIEHHO IIpOKOpTU30H Ta / adbo I'K tpuBanoi aii
pazom 3 MK (3a KJIiHIYHUX [MOKa3aHb) y J03aX HABEJECHUX Y TaOIulll 2 10J1aTKy 4 1[bOTO
Cranpapry.

8) TIlamientam 3 BJIKH, sixi motpeOytots Tepamii 'K, mig gac xBopoOu 3
rapsukoro (temreparypa Tuta moHayn 38,5°C), racTpoeHTEepuTi 3 JEeTiApaTalli€ro,
BEJIMKHUX XIPYPT1YHUX BTPYUYaHHSX, 1110 CYIPOBOKYIOTHCS 3arajlbHOI0 aHECTE31€I0 Ta
CEpl03HOI0 TPaBMOKO, PEKOMEHJ0BaHO 30uIbIIyBaTH 103y ['K BiamoBimHO 10
HaBeJleHUX y Tabnuin 3 goaatky 4 nporo CTanmapry.

9) TIlpu Baxkkux (i3MYHMX HABAaHTWKEHHSIX, TAKUX SK MapadoH abo TpiaTioH,
no3y I'K ciig 30ib1ryBaTH, ajie mij] 4ac H0JIEHHUX PO3YMOBHUX Ta EMOLIMHUX CTPECIB
Ta HETSDKKUMX 3aXBOpIOBaHb Ta / abo mepen 3BUYAHHUMHU (PI3UMHUMM BIIPABAMHU
namiedTam 13 BJIKH ne pexoMmennoBano 30iibmryBaTtu o3y ['K.

10) Tepamis 'K mokazana niTsam Ta miunitkam i3 Heknmacuunoro BJIKH i3
nepeyacHrM 1 MIBUAKUM MPOrpecyrouuM mybapxe ad0 KICTKOBUM BIKOM, a TaKOX
MIJJTITKaM, SIKi MalOTh SIBH1 O3HAKH BIpWJIi3allii.

11) BescumnromMHuM mamieHTamM 3 Hekimacuunoro BJIKH, y tomy wumcmi
HeBariTHUM iHKaM, Teparnis ['K He pekomeH10BaHa.

12) Xsopum i3 Hexinacuunow B/IKH, siki B MUHYJIOMY OTpUMYBAJIH JIIKYBaHHS,
HICJIsI JOCATHEHHSI HUMH 3POCTY 10POCIOi JIFOJUHH, 400 KOJIHM YCYHYTI 1HILT CHMIITOMH,
cpoOyBaTH MPUITMHUTH TEPATIiO.
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13) Mopociamm dosoBikam i3 HekinacwuHoro BJIKH moaenna tepamis 'K
3a3BUYail HE IPU3HAYAETHCS. BUKITIOUEHHS CTAaHOBJISITh MaIlieHTH 3 0e3miaasam TART
ab0 MyxJIMHAMU HAJHUPKOBUX 3aJ103, @ TaKOX 3 ()EHOTUIAMH, MPOMIKHUMHU MIX
KJIaCU4HOIO Ta HekJ1acuuHoto BJIKH.

14) TIlamientam i3 HeknacuuHoo BJIKH mig yac Benukux orepariiii, TpaBM 4u
MOJIOT'1B 3aCTOCOBYETHLCS CTPECOBE 103YBAHHS TPOKOPTU3OHY JIMIIIE B TOMY BUIIAJKY,
SKIIO MAIIEHT Ma€ CyOONTUMAJIbHY CEKPELI0 KOPTU30Iy a00 SITpOreHHE TPUTHIYCHHS
HAJHUPKOBUX 3aJ103.

15) Kinkam 3 B/IKH ta nHexknacuunoro BJIKH, siki OTpUMYIOTh JiKyBaHHS, ITiJ|
yac BariTHOCTI MPOJOBXKYBAaTH JIKyBaHHS TiAPOKOPTU30HOM/TPEAHI30JIOHOM Ta
(bIyIPOKOPTU30HOM 3 KOPEKITIEI0 JO3YBaHHS, SKIIIO 3'IBIISTIOTHCS CHMITTOMH Ta O3HAKA
TIIFOKOKOPTUKOIAHOT HegocTaTHOCTI. OtiHIoBaTH HEOOXiaHICTh 301abIeHHs 1031 ['K
IpOTATOM JIpyroro abo Tperboro tpumectpy (Ha 20% - 40%, mounHatouu 3 24-ro
TUXHS) Ta BBoAUTU cTpecoBy a03y 'K mix vac mosoris. JIikyBaHHS NOBUHHO OyTH
1HJIMB1Ayalli30BaHo.

16) Xinkam i3 BJIKH, sxi BariTHi a00 HamararmoThCs 3aBariTHITH, He
pekoMeH1oBaHo 3actocoByBatu ['K, siki mpoxojsTh depe3 IUIALCHTY, HANPUKIA/,
JIEKCaMETAa30H.

17) TlepeBaxknum metoaoM mosioriB y xkiHok i3 BJIKH e kecapie po3tun. Ilix
9ac TOJIOTIB CJIiJT BBOAUTH cTpecoBi go3u 'K

ba:xani:

18) Kimkam i3 Hexmacuunoro BJIKH, ski MaroTh HENpUHHATHY I8 HUX
rirepaHporexito ado 6e3riaas, Moxke OyTH pekoMeHa0BaHo JiKyBaHHs ['K.

Po3nin IV. Monirtopunr Ttepamii BJIKH, wnarasa 3a BiggajgeHuMu
yekiaagHenaamMu B/IKH Ta ix jgikyBaHHst

1. TIlosoKeHHS CTAHAAPTY MEAUUHOL JOMOMOIH

Menuunuii Harisg 3a namieHtamua 3 BJIKH  posnounHaerscst 3 gaTtu
BCTAHOBJICHHSI J1arHO3y, 3M1MCHIOETHCS CUCTEMATHYHO, TPUBAE TMPOTATOM YChOTO
JKUTTS TAIlleHTa Ta mnependadae MPOBEACHHS MEPIOJUYHUX MEAUYHUX OIVISIIIB,
7a00paTOpHUX, IHCTPYMEHTAJIbHUX OOCTEXEHb Ta, 3a MOTpeOH, KOHCYJbTallii
BIJMIOBIHMX CIIEMIAJICTIB, 10 3a0€3M€YNTh CBOEYACHE BHUSIBIICHHS PH3UKIB Ta / a0
O3HaK IPOTPECYBaHHS 3aXBOPIOBAHHS, HAJaHHS MEIUYHOI JOTIOMOTH 1 HEOOXIiIHOI
KOHCYJIbTATUBHO1, ICUXOJIOTTYHO1 1 1HIIOT MIATPUMKH.

[Ticnst mocsirHeHHs pemicii a00 MiHIMAJIbHOI aKTUBHOCTI 3aXBOPIOBAHHS MAIIEHT
nepeOyBae il CUCTEMAaTUYHUM CIIOCTEPEKEHHSM JIIKaps €HIOKPUHOJIOTa TUTSYOTO,
AKUWA BeJle HEOOXIHY MEIMYHY JOKYMEHTAIllI0, KOHTPOJIOE Ta CIPHUSIE BUKOHAHHIO
NAaIlEHTOM YyCiX peKoMeHpaamiil (¢axiBuiB, y TOMY 4YHUCJ, BHUKOHAHHS IUIaHY
CIIOCTEPEIKEHHS.

Bizyamizariiini 0OCTEXEHHS HAJIHUPKOBUX 3ajJi03 MPOBOASATHCA B JIIOJECH 3
kinacuuHoro BJIKH, sxi mMaroTh KIIHIYHI O3HAKW MNYXJWHU HATHUPKOBOI 3aJI03W,
MOTaHUN KOHTPOJIb 3aXBOPIOBAHHS, MPUIMHEHHS JIIKYBaHHS MPOTITOM JCKUIBKOX
POKIB a00 BIJICYTHICTh BIAMOBIAI HA IHTEHCU(IKOBAHY TEPAIilo.
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2. OOGIpyHTYBaHHS

Metoro monitopunry mnamieHta 3 BJIKH € panne BusiBIeHHS 3arocTpeHb Ta
YCKJIaJHEHb XBOpoOW. ICHYIOTH J0OKa3u, IO peryasipHa OLIHKa AaKTUBHOCTI
3aXBOPIOBAHHS JI03BOJISIE CBOEYACHO KOPUTYBATH CXEMY JIKYBaHHS Ta TPOBECTU
Xipypriube JiKyBaHHs, MIATPUMYBATH PEMICIIO, 1110 3HAYHO MOKPAIIYE SKICTh KUTTSI

Xponiunuii BB (papmaxosioriunux a03 'K Moke mnpusBecTH 10 BTpaTu
KICTKOBO1 TKaHMHH, 110 CYMPOBOKYETHCS IMIIBUIIEHOI0 YaCTOTOIO MepesnoMiB. Jlis
3armo0iraHHsl HECHPUSTIMBOTO BIUIMBY JIIKYBaHHS HE PEKOMEHJIOBAaHE IIOBHE
MPUTHIYEHHS CHJIOTEHHO1 CeKpeIlii HAIHUPKOBUX CTepoiIiB opocium 13 BJIKH.

[Tamientam 13 BJIKH pagutu obupatu 370poBHi CIIOCIO KUTTA Y paHHHOMY BIII
JUTS T ITPUMKH 1HAEKCY MacH Tijla B MEKaxX HOPMAaJIbHOTO J11ana3oHy, o0 YHUKHYTH
MeTabOoIIYHOTO CUHPOMY Ta CYMyTHIX HACIiJIKIB.

3. Kpurepii sxkocTi MeIUYHOI 7OIOMOTH

O00B’s13K0BI:

1) V¥ Bcix oci0 3 xmacuunoro BJIKH HEoOXigHO CTCKHTH 3a O3HAKAMHU
nepeno3dyBands ['K ta MK, a Takox 3a oO3HakaMu HEIOCTAaTHLOI HOpMaTizaiii
aHJPOTEHIB BIAMOBIIHO A0 A0JAaTKy 5 1mporo Cranmapry, mo0 3aBAsSKHU JIKYBaHHIO
ONTHUMI3yBaTH NPOP1JIb HATHUPKOBHUX CTEPOIIIB.

2) TIlamientam BikoM 10 18 wmicsaniB i3 BJIKH mnpoBomutbes cyBopwmid
MOHITOPUHI MPOTATOM MEPIIMX 3 MICALIB KUTTA 1 Hafgam KoxkHi 3 micsi. [licus 18
MICSIIIB TIPOBOJUTH KOHTPOJIb KOXKHI 4 MICSAIIL.

3) Jlns Bu3HaveHHs ajekBaTHOCTI JikyBaHHs 'K Ta MK pekoMeH10BaHO Kpim
010XIMIYHUX BUMIPIOBaHb MPOBOJAUTHCS PETYJISPHE OI[IHIOBAHHS MIBUAKOCTI POCTY,
Macu TuTa, apTeplabHOTO THCKY, a TaK0X (PI3UKAIbHUX OOCTEX EHb, BU3HAYCHHS
HASIBHOCTI KYIITUHTOITHUX O3HAK.

4) Hitam 3 BJAKH y Bimi micis 2 poKiB IIOPIYHO MPOBOIUTHCS OIIIHKA
KICTKOBOT'O BIKY JI0 JOCSITHEHHS 3pOCTY OJIM3BKO JI0 JOPOCIIOTO.

5) He pekomenayetncs qopociiuM 3 kracuaHoro BJIKH npoBeneHHs miiaHoBHX
Bi3yati3aliiHuX 00CTeKEHb HATHUPKOBUX 3aJ103.

6) Xuonmsam i3 knacuunoro BJIKH mpoBoauThCs TepiondHE YIBTPa3BYKOBE
JTOCITIKEHHS 1€40K 7151 OIliHKHM po3BUTKY TART.

7)  JiBuaram mimmitkam i3 BJIKH Bu3HauaeThCcst TiHEKOJOTIYHUI aHAMHE3 Ta
IIPOBOJUTHCA OOCTEKEHHS 1 JIIKyBaHHs (3a0e3nedeHHs (YyHKUIOHATBHOI >KIHOYOi
aHaTtoMii 0e3 BariHaJIbHOT0 CTEHO3Yy a00 MOPYIIeHh MEHCTPYaTbHOT (DYHKIIIT).

8) Baritaum 3 BJIKH npoBoauThCs MOCTIHHUN KOHTPOJIb TOJEPAHTHOCTI 10
TJIIOKO3U (MaOTh BUIIMM PU3HK T€CTAIIMHOTO J11a0eTy).

Bbaxkani:

9) TIlamientam i3 BJIKH Tta ix Oarbkam/omikyHaM NPOBOAUTHCS HaBYAHHS
JIKapeM EHJIOKPUHOJIOTOM 3ajylsi TPO(UIaKTUKA HATHUPKOBOI HEIOCTAaTHOCTI 1
kopekuii (30utbmenHs) ao3u 'K (ane ne MK) npu iHTepKypeHTHUX 3aXBOPIOBaHHSX.

10) TITamientam i3 BJIKH, siki OTpuMyOTb JIIKyBaHHS, TOTPIOHO 3aBXKIH MAaTH 13
cobo MeauyHy iaeHTU(IKaIll, SKa BKa3ye Ha HAsSBHICTh HAJTHUPKOBOL
HETOCTATHOCTI.
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11) Koxen narmienr 3 BJIKH noBuren matu npenapar iH’ekmiiaoro 'K s
HEBIJKJIQTHOTO 3aCTOCYBaHHS, CAMOCTIHHOMY MapeHTEPAIIbHOMY BBEJCHHIO SIKOTO,
MpaBUJIaM 3aCTOCYBaHHS CJIiJ1 HABYUTH IIJJIITKIB Ta 0aThKIB/OMIKYHIB JAITEH.

12) IMamienram mimritkam i3 BJIKH 3a kinbka pokiB 10 BHXOAY 3 IUTAYOL
CHJIOKPUHOJIOTIT TTOYaTH Mepexi 10 JOPOCI0i MEJIMYHOI JOIIOMOTH B YMOBAaxX KJIIHIK,
3 IOCTYITHICTIO IUTSYMX Ta JOPOCITUX €HAOKPUHOJIOTIB, pEPOYyKTOJIOTIB Ta YPOJIOTIB.

13) IlpoBoauTh reHeTHUYHE KOHCYIbTyBaHHS miTaMm 3 BJIKH, mimmiTkam, 1o
MepPexoIITh 0 JOPOCIOi MEAUYHOI JOMOMOTH, JOPOCIUM 13 HEKJIACHYHOIO (hOPMOIO
BJIKH mig wac miarHOCTyBaHHsS, a TakoX maptHepam mnarieHTiB 3 BJIKH, sxi
IJIAHYIOTh BariTHICTh

14) Baritaum i3 BJIKH Oyt mijg HarisgoM €HIOKPHHOJOTA 1 TiHEKOJora,
0013HaHMX OO IIi€l MaToJIOT i.

15) OOroBopuTH Yy BIANMOBITHUI Yac IHUTAaHHSA CEKCYyaJIbHOI aAKTHBHOCTI,
KOHTpalenuii Ta pepTuiabHOCTI MEAUYHOK/XIPYPriyHOI0 KOMAaH/IOK, JI0 SKOi 0a)aHo
3QJIy9UTH €HJIOKPHUHOJIOTA.

16) [ns 30epesxenns hepTuiabHOCTI yooBikiB i3 BJIKH BukoprcToByBaTH OaHK
CIIEPMU.

17) Ocobam 3 BJIKH Ta mnopyiieHHAM (GEpTUIBHOCTI 3BEPHYTHUCS JI0
SHIOKPUHOJIOTa-PEIPOoyKTOJIOra Ta/abo creriaigicta 3 GepTUIHHOCTI.

18) V Bumanky 0e3rmmiaas kinok i3 BJIKH po3risgaeTbest iHAYKINSA OBYIISALIT Ta
€KCTpaKkoOprHopaibHE 3aIlUIIAHEHHS, a TaKOoX 1HII JIONOMIXHI PENpOAYKTHUBHI
TEXHOJIOTi.

Po3aia V. XipypriuHe BiTHOBJICHHS (DYHKIIOHAJIbHOI AHATOMII Y HALI€HTIB 3
BJIKH

1. TIloJyoKeHHSI CTAHAAPTY MEAMUHOL JONOMOIH

Xipypriune mikyBaHHs AiByaT 3 BJIKH € cknagHum 1 KOMIUIEKCHUM, MTOTpeOye
BUBa)KEHOTO MPUNHATTS pillieHHs] 0aThbKaMM Ta Mal[ieHTaMU, TOBHHHO TIPOBOIUTHUCH B
JIKYBaJIbHUX 3aKJIaJax 3 HasBHICTIO IOCBITUEHUX (DaxIBIIiB Ta MyJIbTUIUCUIILIIHAPHOT
KoOMaH 1. BapTo BpaxoByBaTH OOIPYHTOBaHY MOKJIMBICTh BIZIMOBUTHCS B1J] Omepariii
YM BIATEPMIHYBATH ii.

2. OOrpyHTyBaHHS

Merta Xipyprii *1HOUMX CTaTe€BUX opradiB Juis aiBdar 3 BJIH3 i3 Bipuiizauiero
MOJISITAa€ 'y BIJHOBJICHHI »IHOYOi aHaToMii, 3amoOiraHHi 1HQEKIIi CeYOBHUBIIHUX
IUISXIB 1 TIAPOMETPOKOJIBIIOCY, 3HUKEHH1 TPUBOKHOCTI 0aTHKIB IUTUHU 3 BPOXKEHOIO
aHOMAJIi€l0, YHUKHEHHI CTUTMaTH3allli JIBYMHU 3 MaCKYJi1HI30BaHMMH 30BHIITHIMH
CTaTeBUMHU OpraHamu, 3a0e3MeyYeHHs 30BHINIHBOTO BUTJISY CTAaTeBUX OpraHiB
BIJIMOBIJTHO JI0 CTaTi, 30€pEKEHHSI CTAaTeBOI Ta PEMPOAYKTHUBHOI (DYHKIIT B 3pijIoMy
Billi, & TAKOK 33/I0BOJICHHS MAIli€HTa 30€peKEHHSIM Ce40CTaTeBOi (PYHKIIIT Ta 00pazom
BJIACHOTO TiJIa.

3. Kpurepii sikocTi MeAM4YHOI 10TIOMOTH

O00B’A3KOBI:

1) Xipypriuni omeparilii NpoBOASTHCS TUIBKH B IIEHTPAaX 3 JOCBITYCHUMHU
daxiBIsIMU  MYJIBTUAUCHIIUTIHAPHOT KOMAaHAM, fKa BKIIOYAE B cebe AUTIIUX
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X1pypriB/yposoriB/TIHEKOJIOTIB, TUTSYUX €HAOKPUHOJIOTIB, TUTSIYUX aHECTE310JI0TIB,
(daxiBIliB 3 MOBEAIHKHI/TICUXIYHOTO 3/I0POB'S 1 IpaIliBHUKIB coliaibHOl cepu. Ilepen
oreparli€ro JOHOCUTH 1H(GOPMAIlIIO MO0 PU3MKIB Ta MepeBar, CHijIbHOTO IPUHHATTS
pILIEHB, OTJISAY MOKIIMBUX YCKIAAHEHb Ta MOBHOI 0013HAHOCTI, @ TaKOX MOKJIMBOCTI
BIJIMOBUTHCS BiJ] oTepariii.

2) barpkiB Bcix giBuar i3 BJIKH, Hagro 3 MiHIMalbHOIO BipHIIi3alli€lo,
iHQopMyBaTH MpO BapiaHTH XIPYpPridHOrO JIIKYBaHHS, 30KpeMa 3aTPUMKy HOTO
MPOBEICHHS Ta/ab0 CIOCTEPEKEHHS, JOKH IUTHHA HE CTaHE CTapIIIOIO.

3) [Ilpm nmikyBanHi HenoBHOMiTHIX 13 BJIKH BCi pimeHHs mom0 XipyprivHOTo
JIKyBaHHS TIOBMHHI OYTH HpEpOraTHUBOIO ciMeil (TOOTO OaThKiB 1 3a 3roJI00 AiTel
CTapUIOrO BIKY) MPU CHUIBHOMY MPUUHATTI PIIIEHb 3 JOCBIAYEHUMHU XIpYpPTiYHUMHU
KOHCYJIbTAaHTaMHU.

4) Tlamientkam 3 Bipwrizamiero III-1V-V  crymeniB  3a  Ilpamepom,
PEKOMEHIyBaTH PAHHE X1pypriuHe JIKyBaHHS JUJIsl KOPEKIli ypOreHITaIbHOrO CHHyca

5) [TIlamienTkaM 13 He3HayHOW TimepTpodiero KiiTopa (MeHImE 2 CM)
PEKOMEHTyBaTH BIIKJIACTH KJIITOPOIUIACTUKY, TOJ1 K TMAalllEHTKaM 13 CEPEIHbOI0 Ta
3HauHOIO Tineptpodieto kimitopa (mo Bignosigae III-IV crynensm 3a [lpagepom)
PEKOMEH/1yBaTH OIlEpaTUBHE BTPYYaHHS.

6) TIlamientkam 3 BJIKH, m1s sxkux oOpaHo XipypriuHe JiKyBaHHS,
PEKOMEHJIOBAaHO BHKOHYBATH BariHOIUIACTHKY, BHUKOPUCTOBYIOUH YPOTEHITAIBHY
MOOUTI3aII0, a y pa3l 3HAYHOI KJIITOpOMErajii - HEUpPOBACKYJISIPHO-IAIHY
KJIITOPOILJIACTHKY .

7) TlamieHTkaM 3 HHU3BKUM YPOTCHITAIBHUM 3IUTTSIM IXBU 1 ypeTpu
IPOBOJUTH XIPYpriyHE BTPYYaHHS Yy PpPaHHbOMY BIIl METOJOM YaCTKOBOL
yporeHiTanbHoi Mobiumizanii (PUM), 1, skiio oOpaHo, KIITOPOIIACTUKY, HABEIEHI Ha
pUCYHKY 2 nojpatky 6 nuporo CtaHmapry.

8) Jlnst oci® 3 BUCOKHMM 3JUTTSM, HaBEICHUX HAa PUCYHKY | 107aTKy 6 IbOTO
CrangapTy, yac ornepariii peKOMEHI0BaHO 0OMpAaTH 1HANBITyalbHO, BAKOPUCTOBYBATU
METOAM TMOBHOI YyporeHiTanbHOi MoOLmizamii (TUM), 4acTKOBOi ypOTeHITaJIbHOI
mob6imzamii (PUM), Hackpi3HOi BariHOTUIACTMKH Ta TIEPEIHBOTO CariTaJbHOIO
TpaHcpekTanbHOro goctymy (ASTRA).

9) 'V xBopux i3 BJIKH 3 kapiotunom 46,XX i moBHO¥0 Bipuiizaitieto (V CTyIiHb
3a [Ipagepom), sSKIO MAIll€EHTKA BUXOBYETHCS B YOJIOBIUIN CTaTi 3 HApOHKEHHS abo 3
pPaHHBOTO JUTHHCTBA, PEKOMEHIIOBAHO PO3TISAATH MHUTAHHSA TIPO TPOBEIACHHS
oreparlii 3 BUaJICHHS MaTKU Ta S€YHHKIB.

10) TTamientmi 3 BJIKH 3i 3Ha4HOIO Bipwmiizaii€to, sikiii He OyJI0 BUKOHAHO
XIpYpriuHOro JIIKYBaHHS, HEOOX1JHO 3aMpONOHYBAaTH CIIOCTEPEKEHHS JJIi BYACHOTO
BUSIBJICHHS] MOXKJIUBHX 1H(QEKIIIM CEHOBUBIAHUX IUISAXIB 1 0OCTPYKIIi MEHCTPYaTIbHUX
BUJIVICHB B TIEP10J] CTATEBOTO JI03P1BaHHS.

11) TTamientox 3 BIKH indopMyBatu, 1110 Mic/Is yPOT€HITATBHOT PEKOHCTPYKIIiT
YCKJIaAHEHHSI MOXYTh BKIIIOUATH BariHaIBHUM cTeHO3 (10 27%), pyOIli cTateBux ryd
abo BXOoQy B TiXBy, BTpaTy craTeBoi (YHKIIi, ypeTpo-BariHajibHi (icTyiH,
HETPUMAaHHS CeYi.
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12) [lo modaTKy MEHapXe PeKOMEHJI0BAaHO YTPUMYBATHUCh B/l TUIATAIlil TIIXBH 3
MIPUBOJTY CTEHO3Y.

baxani:

13) HepBooimagna KimiToporuiacThka (IIacTHKAa KIITOpa 31 30epesKeHHSIM
HEPBOBO-CYJMHHOTO MyYKa) € HEOOOB'SI3KOBOIO MPOIEAYPOIO 1 i CIiJ] OSICHATH SIK
TaKy.

Po3ain VI. [Icuxiune 310poB's nanientiB 3 BJIKH

1. TlonoxkeHHS CTAHAAPTY MEIUYHOI I0MIOMOTH

[TinTpumka nicuxigaoro 3a0poB's nmaieHTiB 3 BJIKH Ta ixHiX ciMeil € BaXXITUBUM
JIOTIOBHEHHSIM JI0 €HJOKPUHOJIOTIYHOTO Ta XIPYPriuHOTO JIIKYBaHHSA, 3BaKYIOUH Ha
HASBHICTh YHCJIEHHUX EMOIIIMHUX CTPECOpiB Ta BHUKJIHMKIB BHACIIJOK XBOPOOH 13
PI3HUMH HACIIIKAMH JIJIs1 ICHX1YHOTO 3/I0POB'S Ta SIKOCTI KHUTTSI.

2.  OOrpyHTyBaHHS

BJIKH 3 Bucokumu pusukamu HEOE3MEUHUX I JKUTTSA €JIEKTPOJITHUX KPHU3 1
HACJIIKaMU TilMepaHapOoreHli Ha OpraHi3M, MO30K 1 CTaTeBY IOBEIIHKY, MOXKeE
BUKJIMKATH 3aHETIOKOEHHS 1 CHOPUYMHATA MEIUYHI 1 MCHUXOJIOTI4HI MpOOJIeMu Jist
XBOpUX JiTeH Ta WieHiB ixHiX ciMeh. Y 46,XX HOBOHAPOIKEHHX 31 3HAYHOIO
MaCKYJIHI3AI[IEI0 CTAaTeBUX OPraHiB, TEHJIEPHE BHU3HAUEHHS CIOYATKY BHUKIIMKAE
CYMHIBH, a OaTbKu BIT4yBarOTh IMIOK. KUTiHIYHI BUNAAKK, 33JJOKyMEHTYBAJIM 1HIII
NICUXOCOLIaJbH1 HACHIIIKM aTHIIOBOTO PO3BUTKY CTAaTE€BHX OpPraHiB Ta MOJATAIOTh B
YCBIJIOMJICHHI HEBIAMOBITHOCTI MIXXK BHIJISIIOM 30BHIIIHIX TEHITATIM Talll€eHTa 1
MPU3HAYEHOIO CTATTIO; CYNEepEeWwINBIH 1IeHTU(]IKALT CTaTl WIEHAMHU CiM’1; I1IBUILIEHINA
I[IKABOCTI IIOJ0 CTaTEBUX OpPraHiB MallieHTa Ta MOCUJIEHA CTUTMAaTHU3allli 1HIIUMU; a
TaKOX MOPYIICHH] BUTJISITY BIACHUX CTAaTEBUX OPTaHiB, III0 MOXKE CIPUSITH 3araJIbHIN
HEBJIOBOJICHOCTI 00pa3oM BJIACHOTO TUNAa, 3YMOBJEHIH HHU3BKHUM 3pOCTOM,
M1JIBUIIICHOIO Baroro 1 ripcyTu3MoM. Takui JOCBIJ MOKE MPU3BECTH JI0 BIIXOAY Bij
COIIIAJIBHOTO KUTTS, OCOOJIMBO B CUTYAIIISX, 110 CTOCYIOTHCA OTOJEHHS (KOMaHIHUX
BUJIIB CIOPTYy a00 MEIWYHUX OOCTEKEHb), a TaKOXK YHUKHEHHS POMAHTUYHHUX
B3a€EMO/IiH 1 CEKCyaJIbHUX BITHOCHH.

3.  Kpurepii skocti MmeqnuHoi 10noMoru

O00B’A3KOBI:

1) s oci6 i3 BJIKH Tta ixHiX 0aThbKiB MPOBOIATHCSA KOHCYJIBTALIIl Ta OI[iHKA
II0JI0 MOBEIIHKM Ta MCUXIYHOTO 370pOB'A AJIA BUPIMIEHHS MpoOJieM, MOB'I3aHUX 13
BJIKH, po3ymitoun, mo ocoou 3 BJIKH M0XyTh onmuHHATHCS TiJ] 3arpO3010 PO3BUTKY
npoOieM TCUXIYHOrO 370pOB'S Ta MaTH HU3bKUU TMOpIr sl 3BEpPHEHHS 32
MICUXOJIOTTYHUM UM MCUXIATPUYHUM JIKYBAHHSIM.

Bba:xani:

2) CTBOpeHHS MDKIUCIMILTIHAPHUX TPYH i3 3aydeHHSIM (axiBIliB 3 MHUTaHb
MICUXIYHOTO 3JIOPOB'S, SKI MalTh JOCBIJl YMPABIIHHA IICUXOCOIIaIbHUMHU
npoOemMamMu, XapaKTepHUMU ISl pO3JIaAiB CTAaTEBOTO AUQEPEHIIIIOBaHHS. 3aBIaHHS
MO’KYTh BKJIIOYATH: MEUYHY OCBITY OaThKIB/CIM'T, KOHCYJIbTaLlll OaThKIB/CIMEN 11010
MICUXOCOIIaJIbHOTO MPOTHO3Y Ta YMPAaBIIHHS OaThKIBCHKUM JTUCTPECOM; CIPHUSHHS
BU3HAYCHHIO CTaTi MPU HAPO/PKEHHI Y BUMAJKAX BUPAXKEHOI BIpWIIi3allli CTaTeBUX
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OprasiB; 0OTOBOPEHHSI IUTIOCIB 1 MiHYCIB T€HITaIbHOI Xipyprii cTaTi, 0 MPU3HAYEHO
(HEe 3 MEIMYHOI TOYKHU 30pYy) Y HEMOBIIAT 1 B pAHHbOMY JTUTHUHCTBI1; KOHCYJIbTYBaHHS
010 TOTEHIIMHOI 3MiHM cTaTi XBopux 3 46,XX BJIKH micist HeonaTtanmpbHOTO
nepiomy.

3) IIpoBoauTH IICHXOJIOTIYHE KOHCYJIbTYBaHHSAM a00 IICHXOTEpariio s
MOJTINIICHHS TOTCHIIWHO HECHPHUATIMBUX TICUXOCOIIATIBHUX HACTIIKIB T€HIEePHOT
HEBIATOBITHOCTI CTaTeBUX opraxiB. I[HdopmyBatu ciM'T mpo Bci i MpoodsiemMu i
JO3BOJISITH IM JIOCSTTU OOTPYHTOBAHOIO PIIICHHS 3a JOTIOMOIOI0 PI3HUX JKeped,
BKJIFOUYAIOYH TPYIU CIMEHHOI MATPUMKH.

4) JlomaTkoBi KOHCYJIbTYBAaHHS TAIlIEHTIB 1 CiMEH IIOJO IATOTOBKH JIO
OTIEpAaTUBHUX BTPYYaHb, 3aHEMIOKOEHHS 1010 HEAJEKBATHOI IIKaBOCTI 200 BiABEPTOI
cTurMatm3aiiii 3 OOKy I1HIMUX WICHIB CiM’i, OJHOJITKIB, a00 HaBITh MEIUYHOTO
MIEPCOHATYy y BIJIMOBIIh HA TCHIEPHO-HETUIIOBI COMATHYHI OCOOJMBOCTI; T€HICPHO-
aTUIIOBA TIOBEJIHKA Ta MOB'S3aHI 3 HEO MPOOJeMH 3 COLIAIbHOI MPUJIATHICTIO;
cTaTeBe (PyHKI[IOHYBaHHS; a TakoK BIuMB BiacHe B/IKH Ta ioro nikyBaHHS Ha SIKICTb
KUTTS.
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InaukaTopu IKOCTI MeAUYHOI 1OTIOMOTH

IlepeJiik iHAMKATOPIB AKOCTI MeIAUYHOI JOTIOMOTH

1.  Hassnicte y 303, mo HagawoTh MeIUYHy gonomory marientam 3 BJIKH,
KJIIHIYHOTO MapHipyTy naiienrta (nami - KMII).

2. Biacotok BuIajkiB BPOJKEHOI AUCHYHKIT KOPH HAJIHUPKOBUX 34103 Y
JIITEH, BUSBIICHUX MIPOTATOM 3BITHOTO TIEP1OY.

ITacnopTH iHAMKATOPIB IKOCTI MeAMYHOIL JONIOMOTH

1. Hassnicte y 303, mo HagawoTh MeaUuHy gonomory mariestam 3 BJIKH,
KMII.

3B’S30K IHAWKATOpa 13 3aTBEP/PKCHUMH HACTaHOBaMH, CTaHAApTaMH Ta
MIPOTOKOJIAMH MEIMYHOI JOITOMOTH.

[aauKkaTop TPYyHTYEThCA Ha TOJOXKEHHSX CTaHmapTy MEAWYHOI JOTIOMOTH
«Bpomxena nucyHKIIist KOpH HATHUPKOBUX 327103 Y AITEH».

JlaHuil 1HIUMKATOp XapakTEepPU3y€ OpraHi3alliHUI acleKT 3amnpoBaJKEHHS
CYyYaCHUX MEINKO-TEXHOJIOTTYHUX JOKYMEHTIB B PETiOHI.

Skicte MmemuunHoi momomoru mamieHtam 3 BJIKH, BiAmoBigHICT, HaJaHHS
MenuuHoi gormoMoru BuMoramM KMII, BignoBignicte KMII ymnnoMy CraHmapty
MEJUYHOI TOTIOMOTH JIAaHUM 1HJIMKATOPOM BUCBITIIOBATUCS HE MOXKE, aJie JJIs aHaIli3y
IIUX acIeKTiB HeoOxigHe 000B’s13koBe 3anpoBapkeHHss KMII B 303.

baxanuii piBeHb 3HAUCHHS 1HANKATOPA:

2024 pix — 90%

2025 pix — 100%

[HCTpYKLIis 3 00YMCHEHHS 1HANKATOPA.

303, mo mae OOYHUCIIOBATH 1HAMKATOP: CTPYKTYpPHI MIAPO3AUIM 3 IUTaHb
OXOPOHHM 37I0POB’SI MICIIEBUX JIEPKABHUX aIMIHICTpAaIllid.

Hani Hagarotbess 303, po3TallOBaHUMHM Ha TEPUTOPIi OOCITYroBYBaHHS, IO
CTPYKTYpPHHMX TIJIPO3/JIIB 3 MHUTaHb OXOPOHHU 3J0POB’S MICIEBUX JIEPKABHUX
aJMIHICTpaIliii.

JlaHi HaTarOTHCS TMOIITO, B TOMY YHCJI1 €JICKTPOHHOIO.

Meton oOuucieHHS IHAMKATOpa: MIIPaXyHOK MUISXOM Py4HOi  abo
aBTOMAaTH30BaHOI 0OPOOKH.

[HarKaTOp OOYUCTIOETHCA CTPYKTYPHUMH TMIAPO3JAUIAMUA 3 TMHUTaHb OXOPOHH
3JI0pPOB’Sl MICIIEBUX JEP>KaBHUX aJMIHICTpAIliil Micis HaIXOo D KeHHs 1HhopMaIlii Bil
Bcix 303, 3apeecTpoBaHMX Ha TEPUTOPIi OOCTYroByBaHHSA. 3HAUYCHHS I1HAMKATOPA
OOYHCITIOETRCS K BiJHOIICHHS YUCETbHUKA JJO 3HAMEHHHUKA.

3HaMEHHUK 1HAMKATOpa CKJaJae 3arajbHa KulbKicThb 303, 3apeecTpoBaHUX B
paiioHi obciyroByBanHs. JlxepenoM iHpopmallii € 3BIT CTPYKTYPHHUX MiAPO3ILUTIB 3
MUTaHb OXOPOHHU 3J0POB’S MICIEBUX JACPKABHUX aIMIHICTpaIlii, SIKUA MICTUTh
1H(dOopMaIlito mpo KuIbKICTh JikapiB 303, sKi HAAAOTh MEIUYHY JOMOMOTY MalllEHTaM
3 BJIKH, 3apeectpoBanux Ha TEPUTOPii OOCITYrOByBaHHS.

UucenpbHUK 1HAMKATOpa CKJIAgae 3araibHa KUTbKICTh 303, 3apeecTpoBaHHUX B
paiioH1 00CITyroByBaHHs, JUIsl SIKUX 33JJOKyMEHTOBAaHUHM (h)aKT HAsBHOCTI KJIIHIYHOTO
mapmipyTy nanienta 3 BIAKH (maganuit exzemmuisip KMIT).
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Jlxepenom iHdopmamii € KMII, nananuii mikapem, SKUil Halae MEIUYHY
nonomory narieHtam 3 ['MJI.

3HaueHHs 1HAUKATOpa HABOAUTHCS Y BIICOTKAX.

2. Biacotok BumajkiB BPOKEHOI AUCHYHKINT KOPU HAJTHUPKOBUX 3aJI03 Y
JITEH, BUSBIICHUX MTPOTATOM 3BITHOTO TIEPiOay.

3B’S30K IHAMKATOpa 13 3aTBEP/PKEHUMM HAacTaHOBaMH, CTaHAapTaMH Ta
POTOKOJIAMHU MEMYHOT JOIIOMOTH.

[naukaTop TpyHTYeThCA Ha ToJOKeHHsSX CraHgapTy MeIU4YHOI JOTOMOTH
«Bpomxena nucyHKIIist KOPH HATHUPKOBHX 347103 Y AITEH.

Opranizaiiis (3akjgag OXOPOHH 3[I0POB’S), sIKa Ma€ OOYMCIIOBATH 1HIUKATOP:
Jikap, sSKui Hagae Meauuny jgoromory mitam 3 BIAKH; crpykrypHi mizpo3ainu 3
MUTaHb OXOPOHU 3/I0POB'SI MICIIEBUX JCPKABHUX aIMIHICTpaIlii.

Jlaui Tpo KUIBKICTh TAIlIEHTIB HAMAIOTHCS JIKApPSMHU, SKI HATAIOTh MEIUYHY
nonomory nmitam 3 BJIKH, po3ramoBanumu Ha Teputopii OOCIYyroByBaHHS, [0
CTPYKTYPHUX TIJIPO3AUIB 3 MHUTaHb OXOPOHH 30pPOB'Ss MICHEBHUX JCpP)KABHHUX
aJMIHICTpaIliii.

JlaH1 HAaAAIOTHCA MOIITO0, B TOMY YHKCII €JIEKTPOHHOIO MOIITOO.

Meton obuucieHHs IHaAUKaTopa:

[HarKaTOp OOYHUCIIOETHCS JIIKApeM, SKUW HaJlae MEIUYHY JOMOMOTY JITAM 3
BJIKH nuisixom pydnoro abo aBToMaru3oBaHoro ananmizy iHdopmariii dopmu 025/0,
dopmu Ne 097/0. InaukaTop OOUHUCIIOETHCS CTPYKTYPHUMH MIAPO3AUIAMH 3 MUTaHb
OXOPOHM 3JIOPOB'S MICLEBUX JEPKABHUX aJMIHICTpAIlli Micis HAIXOJKECHHS Bij
JiKapiB, Kl HaAalOTh MeAuuHy aonomory nitsm 3 BJIKH, 3apeectpoBanux Ha
TepUTOpii 0O0CIYyroByBaHHs, 1H(GOpMaIll IIOJ0 3arajibHOl KITBKOCTI MAI€HTIB, SKi
CKJIAJal0Th YWCETbHWK Ta 3HAMEHHUK IHAWKATOpa. 3HAYEHHS IHAWKATOpa
OOYHMCITIOETRCS K BiJHOIIECHHS YUCETbHUKA JJO 3HAMEHHUKA.

3HaMEHHUK 1HJIUKATOpa CKJIaJa€ 3arajbHa KUIBKICTh HApOJKEHUX MOITeH 3a
3BITHIM MEPIO/I.

JIlxepenom iHbopmartii €: popma 025/0; dhopma Ne 097/0.

UucenpHUK 1HAMKATOPA CKJIAAa€ 3arajibHa KUTbKICTh aiter 3 BJIKH, BusBaenux
MPOTATOM 3BITHOTO MEPIOY.

Jxepenom iHbopmartii €: popma 025/0; dopma Ne 097/0

3HaYCHHS 1HINKATOpPa HABOJIUTHCS Y BIJICOTKAX.
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Ilepesik JiTepaTypHMX [KepeJ Ta HOPMATHBHO TMPaBOBHMX AaKTiB,

BHUKOPUCTAHUX MPH PO3PoOLI CTAHAAPTIB MEeIMYHOI JOTIOMOT'H

1. Enextponnuii noxkymeHT «KiliHiuHa HacTaHOBa, 3aCHOBaHA Ha JI0Ka3ax
«BpomkeHa rinepruiasis HAHUPKOBUX 3aJ103 BHACTIOK AedinuTy 2 1 -T1ApoKCcHIa3ny,
2023 POKY, https://www.dec.gov.ua/cat_mtd/galuzevi-standarti-ta-klinichni-
nastanovi/

2. [ToctanoBa KabGinetry MinicTpiB Ykpainu Big 28 motoro 2023 poky
Ne 174 «/lesaxki mnuTaHHS oOpraHizallii CIPOMOMXHOI MEpPEXi 3aKJIaJiB OXOPOHH
3I0POB’ 1.

3. Haka3 MiHicTepcTBa OXOpOHH 310poB’S YkKpainu Big 23 ceprHsA
2023 poxy Ne 1513 «IIpo 3aTBepmKeHHS CTaHAAPTY MEIUYHOI JOIOMOTH
«PamionanbHe 3acTOCyBaHHS aHTHOAKTEpladbHUX 1 aHTU(YHTATBbHUX MpEnapartiB 3
JIKYBaJIBHOIO Ta MPOQPITAKTHUHOIO METOION.

4. Haka3z MiHicTepcTBa OXOpOHM 310pOB’st YKpaiHu Bi 16 4epBHS
2023 poxy Ne 1102 «IlIpo 3aTBepmKeHHsI II’ATHAIUATOrO BHUITYCKY Jlep>kaBHOIO
dbopmyIsipa JiKapchKUX 3ac001B Ta 3a0€3MeUCeHHS HOT0 JOCTYITHOCTIY.

S. Haka3z MinictepcTBa OXOpOHU 310poB’s Ykpainu Big 17 TpaBHA
2022 poxy Ne 822 «IlIpo 3aTBepmxkenns Crannapty «IlapeHtepanbHa nepuornepariiiina
aHTUO10TUKOTIPO(DITTAKTUKAM.

6. Haka3z MinictepctBa oxopoHu 310poB’ss Ykpainu Big 01 >KOBTHS
2021 poky Ne 2142 «IIpo 3abe3nedeHHs: pO3MHUPEHOTO0 HEOHATAILHOTO CKPUHIHTY B
VYkpaiHi», 3apeectpoBanuii B MiHicTepcTB1 rocTULIT YKpainu 29 xoBTHA 2021 poky 3a
Ne 1403/37025.

7. Haka3z MinicTepcTBa OXOpoHM 310poB’s Ykpainu Big 03 cepnHi
2021 poxy Ne 1614 «IIpo opranizarito mpodiTakTHKU 1HPEKIiH Ta 1H(EKIIIHHOTO
KOHTPOJIIO B 3aKJajaX OXOPOHH 3/I0pOB’Sl Ta yCTaHOBax / 3aKiajgax HaJdaHHS
COLIIAIBHUX TOCIAYr / COLIAJIBHOIO 3aXHUCTy HACEJICHHS», 3apeecTpOBAHUN B
Minictepctsi toctutiii Ykpainu 11 xoBtHs 2021 poky 3a Ne 1318/36940.

8. Haka3z MinicTtepcTBa OXOpOHHM 370pOB’St YKpaiHu Big 28 JHOTOTO
2020 poxy Ne 587 «/lesxi mutaHHs BeeHHs1 PeecTpy MeTMUHUX 3aMUCIB, 3aMHUCIB TIPO
HalpaBJCHHS Ta pElEeNTIB B  EJIEeKTPOHHIA CHUCTeMiI OXOPOHU 370pPOB’S»,
3apeecTpoBaHuii B MiHictepcTBi toctuiii Ykpainu 05 Oepesnss 2020 poky 3a
Ne 236/34519.

Q. Haka3 MinictepcTBa 0X0poHU 340poB’ s Ykpainu Big 21 ciuns 2016 poky
Ne 29 «IIpo BHeceHHs 3MiH 10 NEPBUHHUX OOJIIKOBUX (POPM Ta IHCTPYKLIA 1IOAO 1X
3alOBHEHHS», 3apeecTpoBaHuil B MiHicTepcTBl toctuuii Ykpainu 12 motoro
2016 poky 3a Ne 230/28360.

10. Haka3 MinicTepcTBa 0XOpoHU 310poB’a YKpainu Bia 28 nunus 2014 poky
Ne 527 «I1po 3aTBepaKkeHHS (POPM MEPBUHHOT OOJIIKOBOI JOKYMEHTAIII1 Ta IHCTPYKIIIH
10710 X 3alMOBHEHHS, II0 BUKOPHCTOBYIOTHCS Y 3aKlajaX OXOPOHHU 3IIOPOB’S, SIKi
HAJal0Th aMOyJIaTOPHO-TIOMIKIIHIYHY JIOMOMOTY HACEJICHHIO, HE3aJeKHO BIJ
MIIOPAIKYBaHHS Ta (DOPMU BIACHOCTI», 3apeecTpoBaHUN B MIiHICTEPCTBI FOCTHUIIIT
VYkpainu 13 cepriasa 2014 poky 3a Ne 959/25736.
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11. Haxas MinicrepctBa oxoponu 310poB’ss Vkpainu Bixm 29 TpaBHs
2013 poky Ne 435 «IIpo 3aTBepmKenHHs $bopM nepBHHHOI 06ITiKOBOT NQKyMEHTAIT Ta
IHCTpYKIi#f om0 iX 3amOBHEHHs, IO BHKODHUCTOBYIOTBCSL Y 3aKJIaJax OXOPOHH
3I0POB’sl, 5Ki HaJAalOTh aMOyJIaTOpHO-NONIKIIiHIYHY Ta CTalliOHapHY [OMOMOTY
HACENICHHIO, HE3aJIeXKHO BiAl MiANOPSIKYBaHHS Ta JOPMH BIACHOCTI, 3apeECTPOBAHUM
B MinicrepcTsi roctunii Yipainu 17 qepBHs 2013 poky 3a Ne 990/23522.

12. Hakaz MinicrepcTBa oxopoHH 3710pOB’s Ykpainu Bin 28 Bepecus
2012 poxy Ne 751 «Idpo CTBOPCHHsI Ta BIPOBADKEHHS MEIHUKO-TEXHOJIOTIYHUX
JOKYMEHTIB 3i CTAHJapTH3Allii MEIHYHOI TOMIOMOT'H B CHCTEMI MiHictepcTBa 0XopoHn
3M0pOB’sl YKpaiHH», 3apeecTpoBaHmii B Minicrepctsi octunii Vkpainu 29 muctonana
2012 poky 3a Ne 2001/22313.

13, Haka3 MinictepcTBa 0X0OpoHH 370pOB’s VYkpainu Bim 14 mororo
2012 poxy Ne 110 «IIpo 3aTBepmKeHHs ¢opm nepBHHHO] 0611iKOBOT JOKyMeHTaIii Ta
IHCTpYKIi# momo iX 3amoBHEHHs, IO BHKOPHCTOBYIOTBCS y 3aKiagax OXOPOHH
300POB’S HE3AIEHKHO Bixl GOPMH BIACHOCTI Ta MiATOPSANKYBAaHHS», 3apEECTPOBAHMI B
Minicrepcrsi roctunii Yipainu 28 kpitas 2012 poky 3a Ne 661/20974.

14. Haka3 MinicTepcTBa 0XOpoHM 3710pOB’s VYkpaiau Bix 05 BepecHs
2011 poxy Ne 561 «IIpo 3aTBEp/DKEHHs IHCTpyKUii nmpo BCcTaHOBNEHHS Tpym
IHBaJIiTHOCTI», 3apeecTpoBaHMH B MinicrepcTsi roctunii Vkpaiau 14 mucromana
2011 poxky 3a Ne1295/20033.

15. Hakas MinictepctBa 0XopoHH 310poB’s Ykpainm Bim 29 Oepesns
2002 poxy Ne 117 «IIpo BmpoBamkeHHs BUNycKy JloBigHMKa KBamidikamiiaux
XapaKTEepUCTHK Ipodeciii mpaniBuukis. Bumyck 78 "Oxopona 310pOB's"».

16. Hakas MinicTepcTBa 0XOpOHHM 310pOB’s Ykpainu Big 27 rpynss
1999 poxy Ne 302 «IIpo 3atBepmxenHs GopM 06IKOBOT CTATHCTHYHOT JOKyMEHTaIlii,
IIT0 BAKOPHUCTOBYETHCS B MOIIKIiHIKaxX (aMOymaTopisx)».

Hupexrop lenapramenty /
MeIHYHHX NOCIyT 4 o Tersna OPABIHA



Honatok 1

no Ctanaapty MEIUYHOT
nonomoru «Bpoxena
TUCQYHKIIIST KOPY HATHUPKOBUX
3a5103 y JITEH»

(miamyHkT 1 myHKT 3 po3ainy 1)

Heonaraabunii ckpuninr na BJIKH
[lepBunnuii etan HC mpoBoauTHCS HOBOHAPOXKEHUM, SIK1 JIOCATIIM T€CTAIlITHOTO
BIKY 32 THXHI Yy TepMiHU 48-72 TOAUHU XKUTTA NUIAXOM JociikenHs 17-OHP y
CyXiHl MIIsIMi KpPOBI.
HC nmpoBoauThcst y mepeauyacHo HapOKEHHUX JITEH:

1) 3 recramiiiHuM BikoM 22-32 THXHI, Ta/a00 3 HU3bKOIO MAcOI0 Tija, Ta/a0o sIKi
XBOpI B HEOHATAIILHOMY TEPiOJi, OCKUIBKH MOXYTh MaTH XHOHO-
no3uTuBHUM pe3ynbrar HC, ToMy iM i TPOBOAUTH TOBTOPHUN CKPUHIHT

— TIEpBUHHE JOCHIJKEHHS TMPOBOJUTH Yy TMOCTKOHIIENIIKMHOMY  BIIIi
(recTariitHui Bik + KaneHmapHuid Bik) 31-32 TrOKHI 32 YMOBHU CTaOlJILHOTO
CTaHy MAaIll€HTA;

— BTOPUHHE — Y TIOCTKOHIIENIIIHHOMY BiIll 36 THXHIB a00 y pa3i MiArOTOBKH
JUTUHU J0 BUIMCKU 31 cTalioHapy (3a 2-3 1H1 710 3aIUIaHOBAHOT BUITHCKH);

2) y niTei 3 recTamiiHuM BikoM 33-36 THXKHI — B3STTS 3pa3KiB KPOBI TPOBOIATH
Ha 48-72 roguHax >KUTTS, SIKIIO JUTHHA B CTAOUIBHOMY CTaHi; Y JUTHUHU B
HECTaOUIbHOMY CTaHi (10K, KPOBOBTPATA TOILO) - O/Apa3y Micis cTadumi3alii
CTaHy.

[Ipy oTpuMaHHI AUTHHOI NAPEHTEPATBLHOTO XapuyBaHHS (BHYTPIIIHbOBEHHHUX
PO34YMHIB aMIHOKHUCIIOT Ta JIIIIIIB, JIIKAPCHKUX Mpenaparin), KOMIIOHEHTIB KPOB1 —
NepBUHHUHN 3a01p KpoBi y TepMiHH 48-72 TOIUHU KUTTA, a TIOBTOPHUH 3a0ip He
paHiiie, Hixk yepe3 3 100U miciis BIAMIHY [IUX PO3YMHIB Ta Micis TpaHcy3ii.

Y noHOIIEHWX HOBOHAPOIKEHMX B HECTaOUIbHOMY cTaHi (IIOK, KPOBOBTpATa,
aHeMis, ac(ikcis 3 JIKYBaJbHOIO TIMOTEPMIEIO0 TOIO) MEPBUHHUNA 3a01p KpOB1 y
TepMiHn 48-72 TOIWHU >KHUTTS, a MOBTOPHUM 3alip micis cTtabimi3auli cTaHy
JTUTUHHU.

V pa3si BusiBiieHUX miaBuIeHnx nokasaukis 17-OHP Ha nepmomy erami HC mikap-
KOOPJIMHATOP CKPUHIHTY B PET10HI CKEPOBYE TUTHUHY JI0 JUTSIOTO €HIOKPHHOJIOTA.
. SIxmo mig yac HC pisens 17-OHP niepeButiye moporose 3HaueHHS, /1711 HETAWHOTO
OOCTeXEHHSI CJIiJ TPOBECTH JeTajJbHE CHAOKPUHOJOTIYHE  OOCTEKEHHS
HOBOHAPOJKCHOTO Y JUTSIYOTO CHIOKPUHOJIOTa (30KpeMa BU3HAYCHHS CUPOBATIII
KkpoBi BmicTy 17-OHP, enektpomniTiB), HE3aneKHO BiJ] HABHOCTI YW BIJACYTHOCTI
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KIIIHIYHAX CHUMITOMIB, TaKUX SK aTUIOBI 30BHINIHI TeHITami, TimepHirMeHTaris
IIKipy @00 CUMITTOMH YH O3HAKU HaJHUPKOBOI HEJIOCTATHOCTI.

JliarHoCcTHKA €0JIeBTPATHOI (JOPMHU Y HEMOBIIAT 3 BUCOKUM piBHeM 17-OHP:

Y uemoBnaT 3 BucOKUM piBHeM 17-OHP HeoOximHe petenbHEe OOCTEKEHHS
3araJlbHOr0 CTaHy Ta CTaHy XBOpPOOHW, BKIIIOUAIOUYM CHUMIITOMH HaJHHPKOBOT
HeJlocTaTHOCTI. Baxka BTpata coumi, To6to Na < 130 mexs/n abo K > 6,0 meks/m,
3a3BUYail BUHUKAE MPOTATOM JPYTOro THXKHS JKUTTH.

PiBenp anpaoctepoHy Moke OyTH MIJABUIICHWM Yy TAILIEHTIB 13 TOTaHO
KOHTPOJIbOBAaHUMHU a00 HEJIIKOBaHMMH 3axBoproBaHHsMU. Lli pesynbTaTn
71a00paTOPHUX TOCHIIKEHb BUKOPHUCTOIOTHCS K JTOMTOMIKHI JTaH1 JUTsl TIarHOCTHKU
21-OHD Tta nudepenmiamii GopMu 3aXBOPIOBaHHS, HAIMPHUKIAJ, COJIEBTPATHY
dbopmy abo mpocTy BipuIbHY QopMy.




JomaTok 2

1o Crangapty MeAU4HO1
nornomoru «Bpomxena
OUCYHKIISA KOPY HATHUPKOBUX
3103 y OiTel»

(miamysKT 6 myHKT 3 posaity II)

Oninka crynens BipHii3anii 30BHIIIHIX CTATEeBHX OPraHiB y AiB4yat
3a mkaJjoo IIpagepa

Bea sipunisauii T 1l I \Y) \Y

Xoua y pneskux nited 3 KapiotumoMm 46, XX 30BHIMHI CTaTeBi OpraHu
YOJIOBIYOrO THUIY, Taki BUNAIKM MOXXHA Bigpi3HMTH Bing Bunankis 46, XY 3a
BIZICYTHICTIO SIEYOK y CKpOTO-JIabianbHUX CKiIankax. ¥ 46, XX Bumaakax roHaJaMH €
SIEYHUKH, SIKi pO3TaIIOBaHi B YePEBHiil MOpoXXHUHI. PO3TArHyTa MOBXKMHA NEHICa HE €
BIINIOBITHUM ITOKQ3HUKOM IS imeHTHiKallil Biprtizanii 30BHIIIHIX CTATEBUX OPraHiB
y 46, XY Bumagkax.




HonaTok 3

no Cranaapty MEIHYHOT
nonomoru «Bpomxena
TUCQYHKIIIST KOPY HATHUPKOBUX
3a5103 y JITEH»

(miamyskT 13 myHkT 3 po3airy II)

IHoka3zanns nus nposeaeHHss CYP21A2-reHoTunmyBaHHA y pa3i mio3pu Ha

BJIKH 3a pe3yjabTaToM 00CTEKeHHS TUTHHU JUTAYNM €HAOKPHUHOJIOTOM

JIna 06ox cmameii

[TinBumeni pieHi 17-OHP, BusBIEH! mijg Yac HEOHATaJbHOI'O CKPHUHIHTY Ha
BJIKH

BTtpara coii Ta 3aTpuUMKY PO3BHTKY

[lepenuacHe crateBe JO3pIBaHHS

[IpuckopeHne 3pocTaHHS B JUTUHCTBI, 3HWKEHHS MPOTHO30BAHOTO JOPOCIOTO
3pOCTy

[linBumieHi KOHIEHTpalli aHjaporeHiB (tecroctepony), 17-OHP 1 21-
JI€30KCUKOPTHU30ITY

BusiBneHHs1 HOCIICTBA y pOJUYiB TPyl PU3UKY Ta mapTHepiB xBopux Ha BJIKH
a60 HocliB MmyTauii reny CYP21A2

[IpenaranpHa T1arHOCTHKA BAriTHOI 3 TPYITH PU3UKY

[Nnepruiasis HAAHUPKOBUX 3103 (ITYXJIMHU)

[na oieuam

SIBHa KJIIHIYHA CUMIITOMATHKA, HAJTO BIpUJIi3allisl 30BHIIIHIX CTATEBUX OPTraHiB
3Ha4YHI O3HAKHW BipHJIi3allii, BKIIFOUAIOUYH ripcyTus3m abo acne vulgaris
Hudepentiiina giarnoctuka y xsopux Ha CITKS

besmias, moBTOpHI BUKK/IHI, MOPYIICHHS MEHCTPYaIbHOTO LIUKITY

Jna xnonuie

Halpsik se€4ok, 1mo BioOpa)kae 3pOCTAHHS 3aJMIIKIB HAJHUPKOBUX 3aJ03 Y
TkaHuHi sedok (testicular adrenal rest tumors, TART - myximHU s€40K 3
aJiPpeHaI0BOT TKAHUHH )




Jonatok 4

no CtaHnapty MeauyHOl
nonomoru «Bpomxena
TUCQYHKIIIST KOPY HATHUPKOBUX

3a5103 y JITEH»

(miamyHKT 5 myHKT 3 posainy I11)

JIikyBaHHS i MOHITOPMHI KJIACHM4YHOI Ta HekJacudHoi BJIKH

Tabnuys 1. Pexomenoosane oozysanns I'K i MK ons nouamxogoi i
niOMpUMY8abHOI mepanii

BikoBa linpoxopTu3on| ®@ayapoxoptuso | Harpiro xmopux™
KaTeropis (Mmr/m2/n100y, H* (M1/100Y, (r/xr/nobdy,
3a 3 npuiiomu) | 3a 1-2 npuiiomn) | 3a 3-8 npuiiomiB)
IToyarkoBa Hosonapomxkeni 25-100 ** 0,025-0,2 0,1-0,2
Teparnis
[TinTpumyBanbHa | HoBoHapopKeHi, 10-20 0,025-0,2 0,1-0,2
Teparrist HEMOBJISITA
Panue nutrHCTBO 10-15 0,025-0,2***

JIOMIKITBHUH BiK
[xomspi

ITiuriTkn

*DTyIpOKOPTU30H i HATPIFO XJIOPHU 3aBK/M HeOOXiIHi IpH coneBTpaTHiil popmi 21-OHD. Ix no3a

OoOMpaeTbcs Ha OCHOBI DIBHIB Kalil0 1 HATpit0 B KpPOBI,
KOHIIEHTpaLlli aKTUBHOT'O PEHIHY, IPUOAaBIIl MAaCH Tij1a 1 apTepialbHOIO TUCKY.

AKTHUBHOCTI peHlHy mia3Mu  abo

**Jl03a KOPETyeThCS HA OCHOBI TSDKKOCTI KJIIHIYHUX CHUMIITOMIB YM O3HAK. SIKINO € mio3pa Ha
aJipeHaJIoOBUI KpU3, HEOOX1IHO HETraifHO BBECTH BHYTPIIIHBOBEHHO 1H €KIIIIO TAPOKOPTU30HY (25-
50mr/m2). IliaTpumyroua no3a rigpokoptuzony (10-20 Mr/m2/n100y) Moxxe OyTH IPUMHATOIO JIJIs
MIOYaTKOBOI Tepartii, IKII0 y nalieHTa Hemae coneBTpaTHoi ¢popmu B/IKH abo 3arpumku pocry.

***HeoOxi/1Ha 1032 3 BIKOM MOK€ 3MEHIITYBAaTUCh 1 (PIYyAPOKOPTU30H MOXKe OYTH BiAMIHEHHH

Tabnuys 2. Illiompumysanvrha mepanis, pekomMeH008ana OJisk NAYIEHMIB i3

3aeeputerum pocmom
I'K TpusBaunoi aii PexomennoBana 103a Po3noxis no3u 3a 100y
(Mr/n06y)

['i1poKOpTH30H 15-25 2-3
[Tpeanizomnon 4-6 2
MeTuanpeaHi3on0H 4-6 2
JlexcameTrasoH 0.25-0.5 1
QuyIpOKOPTU30H 0.05-0.2 1-2
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Tabnuys 3. Ilpononosani cmpecosi 0o3u I'K 6 nikysanni adpenanogoi kpusu

Bik nmanienra IlouyaTKoOBa MapeHTePAIbHA 1032 IiIPOKOPTU30HY
HoBoHnapopkeHi 1 JiTH TOMKIJIBHOTO BIKY | 25 Mr

JliTH MIKITBHOTO BIKY 50 mr

[TiyriTky 1 Jopociti 100 mr

Hanani BHYyTpIITHLOBEHHHH TiIPOKOPTU30H MOXKE€ BBOJIUTHCH B JI031, KA CKJIAJae
Y4 TOYaTKOBOI MapeHTEePaNIbHOI 03U T1IPOKOPTU30HY (BHUIIE), BBEICHOI KOXKHI 6 TOJI.

Tabnuys 4. Kniniuni o3naxu aoexeamnoi 0ozu I'K

- Kumiropomeranis (y aitei)
- 301IbIICHHS CEKpEIil CalIbHUX 3aJ103 (y JITeH)
- Jopocnuii 3anax noty (y AiTei)

SIxmo no03a 'K nemocrarus Axmo 032 'K
HaJAMipHA
Ilposaeu oeghiyumy kopmuszony: Ilposaeu
- Hapnupkosuii kpu3 HAOMIPpHO20
- CuMnTOMH XPOHIYHOTO Je(DIIUTY KOPTU3OITY 3aMiueHHA
(BTOMJTIOBAHICTb, CJIA0KICTh, HY1I0TA, BTpaTa aneTuUTy, Kopmusony:
3alIaMOPOYCHHS, T1TOTEH31s, BTpaTa Baru...) - Kymmuroinsi
- T'nepnirmenrais mwWKipy (BTOPMHHA BHACTIIOK 1IPOABH
Hagmmky AKTI) - 3i6inblIeHHA
Baru
pr.wu HAOIUUIKY HAOHUPKOGUX AHOPO2EHIE: - IlenTpambhe
- Tipcyrusm, OKUPIHHS
- AxHe - MerabGoniunmii
- Heperynsapuuii MEHCTpYaJIbHAN LUK CHHAPOM
- AnaporenHa anmonenis (y TiJJIITKIB 1 JOPOCTUX KIHOK) _ Ocreonopos
- 3pocranna TART - Besconus
- Ilpuckopenns pocty (y AITEH - 1O 3aKPUTTA 30H POCTY) | TTi gB e HHil
- Panne agpenapxe/mybapxe ATICTHT
- Ilepemquacuwii 1 panHii cTaTeBUN PO3BUTOK (Y JiTEH) - VIOBUILHCHHS

TEMITIB pocTy (y
TiTen)




JlomaTok 5

no Ctanaapty MEIMYHOT
nonomoru «Bpomxena
TUCQYHKIIIST KOPY HATHUPKOBUX
3a5103 y JITEH»

(miamyHKT 1 myHKT 3 po3niny 1V)

Jlabopamopni nokaznuxku 01 monimopunzy B/IKH

domikynspHii

dasi

[EPEBAXXHO  HAJHUPKOBOI'O
MMOXOJKECHHS

INanieaTn IToxa3nuk IIpo mo cBiTUuTH Iiai Tepamnii i komenTapi
Bci  BikoBi | Penin mia3zmu Cratyc 00’eMy | Big HU3BKOTO O HOPMAJIBHOTO,
rpynu IIUPKYIIOIY01 KPOBi SKILO HEMAE TinepTeHsii
Kamiii 3amicHa 032 MK B mexxax HopMHu
Harpiii 3amicHi go3u 'K 1 MK B mexxax Hopmu
Tectoctepon 3aranbpHi aHIPOTEHU B mexax HOpmH abo OJIM3bKO
HOPMH
Anppocrennion |[lepeBaxxHo  HamHuMpkoBOrOo| B Mexxax HOpMmm abo OIU3BKO
OXOJDKEHHS HOPMH
['moGynin, o | TectocTepon- Jiis  po3paxyHKy BUIBHOTO 1
3B’A3y€ CTaTeBl | 3B’sI3yBaJIbHUN O1IOK 6ios0Ti4HO AKTUBHOTO
TOPMOHH TECTOCTEPOHY
17-OHP BapiatuBHicTh Hopwmanbauit MTOKa3HUK
CBIIYUTH po Ha/IMipHE
JIKYBaHHS
Xomi TecrocTepoH HaanupkoBoro abo | InTepnperyBaru aHOMaJIbHI
TOHA/IHOTO TMOXOJKEHHS 3HAYEHHsT B KOHTEKCTI pIBHIB
TOHA/IOTPOIIIHIB i
aHJIPOCTEH/IIOHY
I'onanorponinu | CtaH roHaaHoi oci Huszpki cBiguaTh NpoO MOTaHUMN
KOHTPOJITh
Anpapocrennion | IlepeBaxkHo HagHupkoBoro | Mera: < (.5 X TecTocTepoH
MTOXOJKEHHS
Amnaii3 cnepMu | DepTUIIBHICTD B mexxax HopMu
JliBuara [Tporecrepon y | Komu  migBumenuit, 1o | Meta: <0.6 Hr/miu (<2 HMOJIb/M)

IUIS  OKIHOK, SIKI HaMararoTbCs
3aBariTHITH

3pa3Kku KpoBi Ta cedi, 310paHi mepe JTIKyBaHHSIM, KOPUCHI JUTSI TOAANIBIITNX EeTaTbHUX
SHIOKPHUHOJIOTIYHUX JTOCIIKEHbB, K1 T03BOJISAIOTH miarHocTyBatu 21-OHD.




Honatok 6

no Cranaapty MEIHYHOT
nonomoru «Bpomxena
TUCQYHKIIIST KOPY HATHUPKOBUX
3a5103 y JITEH»

(mignyHKT 7 TyHKT 3 po3ainy V)

XipypriuHe BiiHOB/1eHHs1 QyHKIiOHAJIBHOI aHaTOMIIl y nanienTis 3 BAKH

Bipunisaunis HopmanbHUX XXiHOUMX reHitanivi npu BrH3

(a) (b)
~ Uterus Uterus

\__ Bladder | | )/ . Bladder
el il / R 3ara1|bHi4ﬁ YVR /
yporeHiTtanb s ¢ ectum /, : / Z / ectum //

- Y/ 4 ~Vagina YpOreHiTanbHu . Vagina /

HUWA CUHYC P> : . 2 cuHyc \ =

Hu3sbke ‘ S

Clitoris ~ 3/1umma Clitoris

© 2018 Bustration ENDOCRINE SOCIETY

Pucynok 2. AHaTtoMis HIKHBOI ypOTEHITalIbHOI MIISHKK 3a momipHoi 1 Tshkkoi BI'H3 (a i b).
Binmivuene Hu3bKe 3MUTTSA (a), A€ MiXBa 1 ypeTpa 3yCcTpivaroThCs OJM3BKO JI0 IIKIpH, HA BiIMiHY BiJ
(0), Ae 3IUTTA MIXBU 1 ypeTpH OJIM3bKe O MUNHKHA CEYOBOTO MiXypa.

YacTtkoBa Mobinizauia yporeHiTalbHOro cMHycy i3 BUAINEHHAM ypeTpw i BariHu

Repair of previous
vaginal-urogential sinus
connection - /

(b)

(@)

Anterior vaginal wall flap gk-

from excess common > / Urethra
urogenital flap N / 4

Bladder / , = | Bladder
S : . ()
Posterior perineal */()\‘ Vagina - ‘ R Vagina
vaginal wall skin flap / ~ Uterus 2 Uterus
f / ~
“ |
Rectum) { Rectum

© 2018 Wustration ENDOCRINE SOCIETY
Pucynok 3. YactkoBa yporeHiTaipbHa MOOLTI3aMis 3 BUAUICHHSIM ypeTpu 1 mixBu. (a 1 b) Cxema
4aCTKOBOI MOO1JTi3allil ypOreHITaIbHOT'O CHHYCA, KOJI BITHOBIIIOETHCS HOPMaJIbHA XKIHOYA AaHATOMIS.
Binmiuene BuauieHHs (@) MIXBU 1 ypeTpu 3 MPENapyBaHHSIM HAUIMIIKOBOTO 3arajJbHOTO
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YPOTEHITAJILHOTO CHUHYcCa Ui (OpMYyBaHHS TMEpeIHBOI CTIHKM IMIXBU MHUISXOM aHACTOMO3Y J0
HOPMAJIBHOI MEepeHBO1 CTIHKY MiXBH (0) 1 mpenapyBaHHs 3aHBOTO JIOCKYTY IIKIPH MTPOMEKHHHM ()
Ui (opMyBaHHS 3a/1HBOI CTIHKY MiXBH (b).
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