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JINBI - JlunonpoTtenabl BbICOKON NNOTHOCTU

MK - MuHepanokopTukonabl

HBOKH - Heknaccunyeckasa bopma BpoOXAEHHOW ANCHYHKLMM KOPbl HAAMNOYEYHUKOB
HMO - HapyxHble NnonoBble opraHbl

HTI - HapyweHune TonepaHTHOCTY K rMoKo3e

OI'TT - OpanbHblii [NIOKO30TONEPAHTHLIN TECT

OXC - O6wwmin xonectepuH

C[L - CaxapHbin gnabet

TepMuHbI 1 onpeaeneHus

CekBeHVpoOBaHMe - 9TO onpejaeneHve nocrnefoBaTeNbHOCTM HykneoTugos B monekyne [OHK wunu
nocnenoBaTenibHOCTU aMUHOKUCIIOT B Monekyne 6enka.

KomnayHa-reTepo3nMroTHOCTb - 3TO COCTOSiHME OpraHu3ma, fnpu KOTOPOM OAMH M TOT e JIOKYC Ha
FOMOJIOMMYHbIX XPOMOCOMaX NPEACTABMEH pa3HbIMU MyTaHTHbIMU anfensmu.

MyTaumsa (naToreHHbI BapyaHT) - 3TO M3MEeHeHne B HacneacTBeHHbIX cTpykTypax (OHK, reH, xpomocoma,
FEHOM):

- CO CABWIOM paMKu - NPMBOASLLAS K HAPYLLEHUIO HOPMAarbHOro OTCHeTa KOAMPYHLUX TPMNNeToB (aeneunu
Wnn BCTaBkM ydyacTkoB Monekynbl JHK, pasmepbl KOTOPbIX He KpaTHbl TPEM OCHOBaHWAM); 0ObIYHO NPUBOAUT K
M3MEHEHUI0 aMUHOKMCIIOTHOW nocrnegoBaTensHOCTH 6enka;

- CNMancuHroBas - 3aTparmsaroLllas canT CrnancmHra u NpuBOAsLLAsa K HenpaBMUIbHOMY BbIpE3aHUI0 UHTPOHA
nnbo k yaanenuto n3 monekynsl PHK nHdopmaunoHHO 3HauMMon 3K30HHOKW NOCreaoBaTeNbHOCTMY.

HeoHaTanbHbIN CKpuHUMHT Ha 170HP - no3BonsieT guMarHOCTUMpoBaTb Knaccuyeckne dopmbl geduumTa 21-
rmgpokcunasel. Ha BTOpoM  3Tane  CKpUHWHra  (peTecTupoBaHMe) NpeanoyTUTENbHO — onpefeneHue
MYfbTUCTEPOUOHOIO CNEKTpa METOAOM TaHAEMHON Macc-CneKTPoOMeTpuUun.

B P® HeoHaTanbHbIN CKPUHWHT Ha BbisiBNeHve geduuuta 21-rugpokcmnassl NPOBOAMNTCA COrMacHoO npukasy
MwuHspgpascoupassutna P® ot 22.03.2006 N 185. CKpUHMHr HaunHaeTcs B POAWNBHOM [OMe: Yy Kaxaoro
HOBOPOXAEHHOrO BepeTcsl HEeCKONbKO Kanesfb KPOBM Ha cneuuwanbHbil TecT-05aHK, KOTOpbIA HanpaBnsieTcsl B
cneumManva3npoBaHHylo nabopatopuio Ons NpOBEeAEeHUs WccrefoBaHusl. Y [OHOLUEHHbIX AeTel KpoBb Ans
nccrnegoBaHust 6epyT Ha 4 OeHb XU3HW, Y HEOOHOLLEHHBIX - HA 7 AeHb XU3HW. Micnonb3yloTcsa pasHble NoOporoBble
ypoBHu 170HP B 3aBMCMMOCTM OT Macchl Tena Npu poXaeHUW, KOTopble onpeaeneHbl AN Kaxaon nabopatopun.
CBeaeHuns 0 NONOXUTENBHOM pe3yrnbTaTe CKPUHMHIA COOOLLATCA B MOMUKIMHUKY NO MECTY XUTENbCTBA pebeHka,
nocrne 4ero NPONCXOAMT NOBTOPHbIN 3a00p KPOBM ANst peTECTMPOBAHMS.

WHTponTonnacTuka - hopMmMpoBaHue NpeaaBepusi BXOA4aA BO BRaranuiie.

1. Kpatkasa nHcopmauusi no 3aboneBaH1IO UNM COCTOSAAHUIO (FPynnbl 3a60neBaHUM UM COCTOSIHUN)

1.1 OnpeneneHue 3aboneBaHUsA UNn cocTosiHuA (rpynnbl 3aboneBaHWUn NN COCTOSAAHUN)

BpoxaeHHass gucdyHKuma kopbl HagnodeyHukoB (BOKH) - 3To0 rpynna ayTOCOMHO-peuecCUBHbLIX
3aboneBaHni, xapaKkTepusyowmnxcs AedeKkToMm 0gHOro U3 PEPMEHTOB UMW TPaAHCMNOPTHbBIX 6eMKoB, NPUHMMAaLOLLMX
y4yacTme B CUHTE3€e KOPTU30ma B KOpe Hafno4Ye4YHUKOB.

1.2 3Tnonorus v natoreHes 3abofieBaHUs UM COCTOSAAHUA (rpynnbl 3a6oneBaHU UM COCTOAHWN)

MpuunHon passuTtusa nodon dopmbl BOKH sBnstoTca naTtoreHHble BapuaHTbl FeHOB, OTBEYalOLLMX 3a CUHTE3
PEePMEHTOB UINN TPaHCMOPTHbLIX OENKoB, y4acTBYyOLMX B BUOCMHTE3€e KOopTU3ona.
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BOKH Bcnepcteue peduuuta 21-rugpokcunasel obycnoBreHa naToreHHbIMu BapuaHtamu B reHe CYP21
(CYP21A2), Haxogsawemcsa B HLA-komnnekce Ha KOPOTKOM nneye 6- xpomocombl (6p21.3). OnncaHo 6onee 200
natoreHHbix BapuaHToB CYP21A2. BonbwuHcTBO (75 - 80%) M3 HMX NMpUXOOUTCS Ha TOYEYHblE MUKPOKOHBEPCUM
mexay reHom CYP21 n romonornyHbim emy ncesgoreHom CYP21P (CYP21A1P, CYP21A), B To Bpems kak Bcero 20
- 25% npuxoguTcs Ha KpynHbIe MyTauun - AeneLmm 1 KOHBepcun, npmueoasdiume k bonee Tsxkensim doopmam BIOKH.
Kpome TOro, cyuiectsytoT 6onee peakme cnopagmnyeckue natoreHHble BapnaHThbI.

B GonbwuHcTBE cnyyaeB Aeduumta 21-rugpokcunasbl 0TMevaeTcd Hanuuve peHOTUN-reHOTUNMYECKon
koppensiumn. Tak, naToreHHble BapuaHTbl, COMPOBOXAAKLMECH CoXxpaHeHneM bornee 5% akTMBHOCTM hepMeHTa,
NPMBOAAT K Heknaccudeckon copme 3aboneBaHus; KpynHble Aeneumm u ChAancCUHr-mMyTauuu, Npu KOTOpbIX
aKTMBHOCTb bepmeHTa cHukeHa 8o 0 - 2% - k knaccuyeckum opmam. OgHako Heob6XoANUMO MOMHUTE, YTO OOHU U
T€ e naToreHHble BapnaHTbl MOryT MPMBOAWTL K Pa3HbIM OeHOTUNMYECKMM NposBneHusam (Tabn. 1) [1, 2, 3, 4].

Tabnuua 1. ®eHoTMNUYeckas Koppenauus Hamboree 4vacTbiX MaToreHHblx BapuaHToB reHa CYP21 npwu
pas3nuyHbix chopmax BOKH.

ConbTepstowas dopma BupunbHasa dpopma Heknaccunyeckasa popma

172N V281L

12spl E 172N P453S

E3del Pas3s [~/ P30L

R356W P30L E P105L

Q318X R339H

Knactep E6 V304M

L306insT G375S
CYP21A2/CYP21A1P

B cnyyae komMnayHA-reTepo3nroTHbIX COCTOSIHUIM KNMHUYeCKasa kapTuHa JYalle onpegensietcs 6onee "nerkum”
naToreHHbIM BapuvaHToM. B oTnuMumMe oT pgeTckoro Bos3pacTa, y B3POCMbIX HECKONbko ©Oomnee BbiCOKa
YYBCTBUTENBHOCTb MUHEPANIOKOPTUKOMAHBLIX PELEeNTOPOB, MO3TOMY T€ NaTOreHHble BapuaHThbl, YTO B AETCTBE Yalle
JaBanu KIMMHUYECKYI0 KapTUHY, XapakTepHYo AN conbTepsitowen hopmbl, Y B3POCHbIX MOTYT NPOSIBNATHCH B BUAE
NPOCTON BUPWIbHOW hopMbl (Tabn. 2).

Tabnvua 2. PeHoTUNUYECKNE NPOSABIEHNST PA3NINYHBIX TEHOTUMOB Y B3POCHbIX MALUEHTOB ¢ geduumtom 21-
rmgpokcunasbl B PO [4].

[MaToreHHbI BapuaHT KnuHuyeckme npusHaku 3abonesaHms (%)
12spl/I2spl ConbtepstoLias 85%
BupunsHasa 15%
1I172N/1172N ConbTepsiowan 21%
BupunsHasa 78%
E3del/E3del Conbtepstowas 100%
R356W/R356W ConbTepsitowan 100%

lvneptoHnyeckas dopma BIOKH passuBaetcs BcrneactBMe natoreHHbix BapuaHToB reHa CYP11B,
nokanusoBaHHoOM Ha 8 xpomocome (8g21-922). B opraHuame yenoBeka PyHKUMOHMPYIOT 2 M30(hopMbl hepMeHTa,

obnapatowme 93% WMOEHTUYHOCTBIO. 11B-runpokcunasa 1 tyna (CYP11B1) BblpabaTbiBaeTcsl B My4KOBOW 30HE
KOpbl HaAMNOYEYHMKOB, OTBeYaeT 3a BUOCMHTE3 KopTu3ona u perynupyetca AKTE no mexaHusmy oTpuuatensHoM

obpaTHO cBA3W. MIMeHHO aeduuutT  depmMeHTa 11B-ruppokcunassl {1 tyna npuBOOUT K PasBUTUIO
rmnepToHuyveckor popmbl BOKH. Hanbonee 4acTtbii naToreHHbIn BapuaHT B reHe CYP11B1 - R448H.

N3onvpoBaHHbI OedekT BTOpoW M30dopMmbl 11B-runpoxcuiiassl (anbpocTepoH-cuHTeTasbl) kK BOKH He
oTHOCKUTCA.



HapylweHve cuHTesa kopTusona BCrneacTBUE HEeAOCTaTOMHOCTM depMeHTa 21-rmagpokeunasbl BeAeT K TOMY,
4YTO MO MeXaHM3My oTpuLaTenibHon obpaTHoOM cBA3M N3bbITok AKTIT cTUMynNmnpyeT KOPKOBbIN CrO Haano4YeYHMKOB,
YTO BbI3bIBaeT ee runepnnasvio. llpu 3TOM wM3-3a cyllecTBylowero depMeHTatMBHoro 6noka Ha nyTu
cTepoungoreHeda HakannmearTCA npealecTtBeHHUKN KOpTu3osia U aHOpOoreHoB, nyTwu 06pasoBava KOTOpPbIX HE
3abnokuposaHsbl (puc. 1a, 16, 18) [1, 2, 4].
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PucyHok 1a. Cxema ctepoungoreHesa

MpumeyaHunsa. P450scc (CYP11A1) - 20,22-gecmonasa, unm "depmeHT, pacliennsowimii OOKoBylo Lienb
xonecTtepuHa" (scc - oT aHrn. side chain cleavage); StAR - cTepongoreHHbIn OCTpbIN perynsaTopHbl 6enok; P450c17

(CYP17A1) - 170a-runpokcniasa ; pas0c17 + bs - 17,20-nmasa (CYP17A1) + cytochrome b5; 3PHSD2 _ 3.6eta-
rmgpokcucTepovagerngporeHasa, tmn 2; 17BHSDS . 17-6eTta-rngpokcuctepovagerngporeHasa, tmn 5; P450c21

(CYP21A2) - 21-mmppokcunasa; P490C11B  (cypi1B1) - 11P-rmapoxcmmasa; 11BHSD2 . 11.6era-
rmagpokcucteponggerngporeHasa, tun  2; P450c11AS  (CYP11B2) anbgoctepoHcuHTasa;  [AM9A

AernapoannaHgpoCcTepoH; SaR2 - 5-anbpa-peaykrasa 2.
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PucyHok 16. MatoreHe3 BOKH Bcnepcteue gedmumta 21-rugpokcunassl (P450c21).

Mpumevanus. P450scc (CYP11A1) - 20,22-gecmonasa, unu "depMmeHT, pacliennsiowmini 6okoByo uenb
xonecTtepuHa" (scc - oT aHrn. side chain cleavage); StAR - cTepomaoreHHbI OCTpbIA perynsatopHbin 6enok; P450c17

(CYP17A1) - 170-ruapokeunasa ; p4soc17 + bs - 17,20-nmasa (CYP17A1) + cytochrome b5; 3BPHSD2 . 3 6era-
ruapokeucTeponanernaporeqasa, tun 2; 0HSD - 3-anbda-ruapokeucreponaaernaporenasa; 17/BHSDS - 17.
6eTa-rngpokcucTepongaernaporeHasa, tun 5; P450c21 (CYP21A2) - 21-rmpgpokcunasa; P450c11B (CYP11B1) -
115‘1"1’1111901“3143333; 11BHSD2 . 11-6GeTa-rugpokcucteponaaernaporeHasa, tmn 2; P450c11AS (CYP11B2) -



anbOoCTepOHCUHTa3a; [OIMOA - germgpoannaHapOCTEPOH; SaR1 - 5-anba-peagykrasa 1; SaR2 - 5-anba-

penykrasa 2.
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PucyHok 1B. MNatoreHes BOKH Bcneacteue geduuuta 21-rugpokcunassl (B COKpalleHHOM BUAE).

Mpn Fd BOKH (mecouumt 11B-runpokcunassl P450011[3) naToreHe3 aHamnormyeH gedpuunty 21-
rmapokcunasbl. [naBHbIM OTNUYMem saBnsAeTcsa 10, 4To npu [P Bnok pacnonaraeTca HUXe, NPy 3TOM HapyLlaeTcs
KoHBepcusa  gesokcukopTukoctepoHa (OOK) B kopTukocTepoH. MmeHHo u3bbitok [JOK, obnagatowero
MWHEPanoKOPTUKOUAHON aKTUBHOCTbIO, CHUTAETCH OCHOBHOW NPUYMHON MOBbILLIEHUS apTepuarnbHOro 4aBneHus npu
BOKH (puc. 2). Takke obcyxgaeTtca Bo3amoxHasa ponb 18-rmgpokeun- un 19-okco-metabonutos [OK, koTopble Toxe
obnagatoT MMHEPanoKOPTUKOMAHBIMU CBONCTBAMM.
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PucyHok 2. MaToreHes BOKH Bcneacteve gecduumnta 11B-runpoxcunassr

1.3 dnuaemmnonorusa 3abonesaHUsA unNu cocTosiHus (rpynnbl 3aboneBaHM N COCTOSAHUN)

PacnpocTtpaHeHHOCTb krnaccuyeckux dhopm geduumta 21-rugpokcunasel coctasndet ot 1:14000 go 1:18000
XWUBbIX HOBOPOXAEHHbIX B Mupe. 10 JaHHBIM HeOHaTanbHOro CKpUHUHra B P® pacnpoctpaHeHHOCTb 3aboneBaHus
B OTAeNbHbIX pernoHax coctaendet ot 1:5000 go 1:12000, B uenom no ctpaHe - 1:9638 XunBbIX HOBOPOXAEHHbIX.
Heknaccuyeckas chopma BKH BcTpedaeTcs vaule - oT 1:500 go 1:1000 cpeam ob6uiert nonynsiummn, a B HEKOTOPbIX
N30MMPOBAHHBLIX 3THUYECKUX Tpynnax, XapaKTepusyloLmnXcs BbICOKAM MPOLIEHTOM OnmM3KopoaCcTBEHHbIX BpakoB
(Hanpumep, eBpeun ALlKkeHasm), pacnpocTpaHeHHOCTb MoXeT goxoautb Ao 1:50 go 1:100 [2, 3, 5].



Ha BTopom mecTe HaxoauTtcs runepToHudeckas cdopma BOKH (M BOKH) - neduuut 11B-ruppokcunassr
KOTopas BCTpeyaeTcs N0 faHHbIM nuTepaTtypbl npuMmepHo y 1 Ha 100000 HoBopOXAEHHBIX, a cpean eBpeeB Mapokko
- 1 Ha 5000 - 7000 HoBOpOXaeHHbIX. B Poccumn pacnpoctpaHeHHocTb 'O BOKH He nsyyena.

OcrarnbHble (*)OprI ONUCaHbl NUWb B BUAE OTAENbHbIX KIMHUYECKMX HAOMIOAEHUMM M He nognexar
cucrematTmn3auunm and Bblp360TKI/I KIMNHNYECKnNX peKOMeH,D,aLlMVI.

1.4 Ocob6eHHOCTN KOAUPOBaHUA 3aboneBaHns UNU COCTOAHUA (TPyNNbl 3a6oneBaHMn NN COCTOSHUI)
no MexayHapogHoW cTaTUCTUYECKOW Knaccudukaumm 6onesHen u npodnem, cBsA3aHHbIX CO 340POBLEM

AgpeHoreHuTanbHble pacctponcTtea (E25):

E25.0 - BpoxaeHHble agpeHoreHuTaneHble HapyLLeHus, CBsi3aHHble ¢ AenunTom bepMeHTOB;
E25.8 - [lpyrne agpeHoreHuTanbHble HapyLUEeHWs;

E25.9 - AgpeHoreHnTanbHOe HapyLleHNe HeYTOYHEHHOE.

1.5 Knaccudukaumus 3aboneBaHusi UM COCTOAHUA (rpynnbl 3a6oneBaHUM UM COCTOAHUN)
B HacTosiee Bpema onncaHo 7 dopm BOKH:

- nUnounaHas runepnnasunst Kopbl Hagnove4HnkoB (geduumTt StAR-npoTenHa);

- pedpmunt 20,22-pecmonaskl;

- Aecpmunt 170-runpokcuasel /17,20-nuna3sbl;

- necpuumt 3P-TUIPOKCHCTEPOUIIETHAPOTEHA3HI |
- pedpyunt 21-rugpokcmnasbl;

- pecoyumt 11B-runpoxcninassl .

- AedouumT okcuaopeaykTasbl.

Haubonee yactas ¢opma BIOKH, Bctpeyvatowasacsa 6onee yem B 90% cnydaes, obycrnosneHa geduumntom
depmeHTa 21-rmgpokcunasel. B ceoto odepenp, BAKH Bcneactesne geduunta 21-rmgpokcunasesl nogpasgensercs
Ha HeKnacCcM4ecKyto 1 Knaccudeckune (BMpunbHas n conbTtepstoliast) Gopmel.

1.6 KnuHnyeckas KapTuHa 3a6oneBaHWUsi UMM COCTOSIHUSA (rPyMNnbl 3a6oneBaHU UNU COCTOSIHUM)

KnuHuyeckaa kapTuHa deduumta 21-ruapokcunasbl CkragblBaeTcss U3 [ABYX OCHOBHbIX COCTaBIISHOLLMX:
HaZno4Ye4YHMKOBOW HEAOCTAaTOMHOCTW, BO3HMKAOLWEeN BCrneacTeme AeduumTta CUHTe3a KopTU3ona u anbaoCcTepoHa,
N rMnepaHaporeHny, BO3HUKalLWen 13-3a U3bbITOYHON NPOAYKUMM He3abnoKMpOoBaHHbIX MOMOBbIX cTepouaos. B
3aBMCMMOCTM OT CTEMEHN COXPaHHOCTU aKTMBHOCTU depmeHTa 21-rmgpokcunasbl BbiAENSOT ABE Kraccuyeckue
dopmbl BAKH: conbTepsioLwyo n BUpUIbHYIO.

Mpu conbTepsiowen dopme mMmeeTcsa OedULNT Kak MUHEpPanoKopTUKOMAOB, Tak W TIHOKOKOPTUKOWAOB.
Mpuyem geduunt MocnefHux, NPuM OTCYTCTBMU KOMMEHcauuW, MPUBOAMT K PasBUTUIO CMEPTESTbHO OnacHoro
COCTOSIHVS - CONbTepSoLEro kpusa, obycnoBneHHOro CHwXeHneMm peabcopbumm HaTpus B KaHamnbLax mnoyek,
CHWXeHVeM 00beM LMPKYNUPYHOLLIEN KPOBW, apTepuarnbHOro AaBneHns, pasBuTuem BbipaKeHHOro 06e3BOXMBaHMS.
Hanbornee Tsxxeno agpeHanoBble Kpu3bl NpOTeKalT B AETCKOM BO3pacTe, C BO3PacTOM MX YacToTa CHUXaeTcs,
OOHaKo B CTPECCOBbIX CUTyaUMsX, Hanpumep, Npu onepauusx, TpaBMax, MHTEPKYPPEHTHbIX 3aboneBaHnsX, OHW
MOTYT OCMNOXHUTb TeyeHne 3aboneBaHns 1 'y B3pOCHbIX.

Mpu BMpUnbHOWN hopmMe OTMEeYaeTCs TOMNbKO AeduLmMT KopTU3ona, YTo Npu OTCYTCTBUN fleYeHnst NposiBRsieTcs
MblLLIEYHOW cnabocTblo, YTOMISIEMOCTbLIO, MOTEMHEHMEM KOXHbIX MOKPOBOB Ha (hoHE CMMMTOMOB rMnepaHaporeHuu.

Mpu Heknaccuyeckon copme 3aboneBaHus BegylwMMKU >xanobamy nNauMeHTOK SBMATCA M30bITOMHOE
OBOJIOCEHME, HAapPYLLEHUS MEHCTPYanbHOro LMKna, 6ecnnoane unm HeeblHaWwWnBaHMe 6epemeHHocTH [1, 2, 4, 6].
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2. inarHocTuKa 3aboneBaHUA UNKU COCTOSIHUA (rpynnbl 3abofieBaHUM UNIN COCTOSIHUA) MeOULUHCKue
noKasaHusi U NPOTUBONOKa3aHNA K NPUMEHEeHUI0 MeTOA0B ANAarHOCTUKKU

KpuTepun ycTaHOBMEHUs auarHo3a Knaccuyeckux dopm  geduuuta  21-rMapokcunasbl:  AvarHos
yCTaHaBMMBaeTCA C POXAEHMS Ha OCHOBaHUWM pe3yrnbTaToB nabopaTopHbIX WCCrefoBaHWA: HeoHaTanbHOro
CKpuHWHra (onpegeneHve 17-rmgpokcunporectepoHa (170HP) 'y HOBOPOXAOEHHbIX), B  MOCHeAylLleM
NoATBEPXKAEHHOIO MOBTOPHbIM NabopaTopHbiM 0bcnefoBaHne ¢ onpeferieHnemM B KPOBM MOBBILLIEHHOTO YPOBHS
170HP, pononHUTENbHO TECTOCTEpOHa, aHAPOCTEHAMOHA, Mpu conbTepsiowen dopme 3aboneBaHust -
MOBbLILLIEHHBIM YPOBHEM pPEHUHA WM PEHWHOBOW aKTUBHOCTWU Nna3mMbl KPOBW, rvnepkanMeMun, runoHaTpuemMuu;
pe3ynbTatamu reHetmndeckoro obcnenoBaHus (BbisiBrieHue mytauun B reHe CYP21A2); gaHHbIMU (hU3UKanbHOro
obcnepoBaHusa: HapylweHne (OPMUPOBAHUSA HapPYXHbIX MOMOBLIX OPraHOB Yy HOBOPOXAEHHbIX XXEHCKOro nona,
NpU3HaKkoB MNpeXaeBPEMEHHOro0 MOfioBOro pasBuTusa y Aeten oboux nornos. B HeanarHOCTUPOBaHHBLIX Cry4vasix
knaccuyecknx oopm BAKH naumeHTKn ¢ )KEHCKMM KapnoTUMOM MMEKOT MYXXCKOM heHOTMN, NPUHLMMLI TabopaTopHO
N reHeTUYEeCKON ANarHoCTUKN 3aboneBaHus y B3pOCHbiX Takme Xe, kak B AeTCKom Bo3pacTe [1, 2, 4 - 16].

KpuTepun ycTaHOBNEHUs AuarHo3a Heknaccuyeckon dopmbl geduvumta 21-rugpokcunasbl: guarHos
yCTaHaBMNMBaeTCs Ha OCHOBAHUM aHaMHECTUYECKMX AaHHbIX: NaUMEHTKM NPeabsBnsioT xanobbl Ha HapyleHus
MEHCTpYyanbHOro LUMKNna, MpuMBbIYHOE HeBblHaWwwBaHWe wnu 6ecnnogve, un3bbITOYHBLIA pPOCT BOMIOC B
aHOpOreH3aBUCUMBbIX 30HaX; AaHHbIX (PM3nKanbHOro 06CnNeaoBaHmns: y )KEeHLWUH BbISBASIOTCA NPU3HAKM rMpcyTruama,
akHe; nabopaTopHOro 1 reHeTn4eckoro obcnegoBaHMn: NoBbIWEHNS ypoBHA 170HP, BbiBNeHne MyTauuin B reHe
CYP21A2. Y MyX4yuH npuuenoHas AuarHocTMka 3aboneBaHus He nNpoBOAWUTCH, BCNeacTBME OTCYTCTBUSA
KNMMHUYECKNX NposiBneHni. VicknioueHne coctaBnsoT nauueHTsl ¢ 6ecnnogunem, TART, onyxonsiMv Haano4Ye4YHUKOB
N C pesynbTaTamm reHeTm4ecKoro obcrnenoBaHus, KOTopble SBMATCS NPOMEXYTOUYHBIMU MEXAY KIMACCUYECKUMU 1
Heknaccudecknmu coeHotnnamum [17, 19, 21, 24 - 31, 53, 56, 62].

Kputepun ycTaHoBneHus guarHosa runeptoHudeckon ¢opmbl BOKH Bcnegcteve  gedumumta

11B-runpoxcunassr . AVarHo3 ycTaHaBNMBAETCS C POXAEHUS HA OCHOBaHMK onpeaeneHus 11-gesokcukoptusona,
reHeTnyeckoro obcnegosaHus: nccnegosaHve mytauun B reHe CYP11B1. Kak npasuno, npu aton dopme
3abonesaHns onpegensietca nosbiweHne 170HP, nostomy no pesynbTataMm HeoHaTanbHOrO CKPUHWUHIA W
nocneaywouwero nabopatopHoro 06cnefoBaHns nauneHTam ycTtaHaBnMBaeTCs NepBoHaYvanbHO ANarHo3 BUPUITbHON
dopmbl gedpmumnta 21 rmapokcunasbl, OAHAKO B MOCHEAYyOLWEM, YUnTbIBAA KIMHUYECKYIO KapTuHY 3aboneBaHus:
BbISIBNEHNA apTepuarnbHON rMnepTeH3nn y NaumeHToB, HU3KOM YPOBHE Kamnusi 1 akTUBHOCTW peHuHa nnasmbl (APTT)
BHE MpuemMa MuHepanokopTukongHbli npenapaTtoB (MK) wnu nepenosvpoBku  rrtokokopTukongHbimm  (IK),
npoeoauTcs 6onee yrnybneHHoe ob6cnegoBaHne ¢ onpeaeneHneM BoilleykasaHHbIX nabopaTopHbIX NapameTpoB 1
yCTaHaBnvBaeTcsa AnarHo3 runeptoHmdeckon copmel BOKH [1, 4, 6, 119 - 121].

2.1 XXanoOb!l n aHaMHe3

>Kanobbl nauneHToB onpeaensoTcs hopmon 3abonesaHms (BUpUnbHasi, ConbTepsoLas, Hekrnaccuieckas)
[1, 2, 4, 6].

YKanobbl naumMeHTOB onpeaensaTca KNMHUYECKOW KapTuHow gedwuumTa 21-rugpokcunasel (cm n 1.5).
2.2 dusukanbHoe obcrnegoBaHue

- ®usukanbHoe ob6cnegoBaHMe MaUMEHTOB pekomMeHOgoBaHO nNpoBOAUTb MO CTaHOAPTHbIM NMpUHUMNaM
nponeaeBTUKN. Heobxogumo npoBeCTN OUEHKY aHTPOMOMETPUHECKUX NMapaMeTpoB, CTENEHN TMPCYTU3IMA Y XEHLUNH,
OUEHUTb Hannyne KrnmHn4ecknx npn3HakoB HaANO4Ye4YHUKOBOWM HEQOCTATOYHOCTH [1, 2,4, 6].

YpoBeHb y6eamTensHoCT pekoMeHaaumnii C (ypoBeHb OCTOBEPHOCTY AOKA3aTeNbCTB - 5)

KomMeHTapuun: npusHakM runepaHaporeHnn y XeHWWH C Kraccudeckumu dopmamu  geduumta 21-
rmapokcunasbl OObIYHO SPKO BbIPaXEHbl U MPU OTCYTCTBMU NEYEHUs MPOSIBMASIIOTCA BUMPUNU3aLMen HapyXXHbIX
MOMoBbIX OPraHoB, aMeHopeeN, BblipaXXeHHOW anoneymen u rmpcytuaMom. B HegmarHoctupoBaHHbIX cnydasx BAKH
NaUMEHTKN C JKEHCKUM KapuoTUMOM WMEIT MYXCKOM (PeHOTUMN. Y MYXUYMH MpU3HaKM HaanoyevyHUKOBOM
rmnepaHaporeHnn NPosABRSIOTCA B MEHbLUEeN CTeneHW, Yem B OeTCKOM BO3pacTe, K HUM MOXHO OTHECTU akHe u
oecnnoave.



Hepeoko y nauneHTOB OTMeYaeTCsl HU3KUA KOHEYHbIA POCT, YTO MOXET SABNATbCA CrEeACTBUEM Kak
HeJoCTaToO4YHOro (M3-3a n3bbiTka aHAPOreHoOB), Tak N U3OBLITOYHOrO (M3-3a N30bLITKA TITHOKOKOPTUKOUOOB) fIeYEeHUs B
OeTcTBe.

Heknaccunyeckas copma BIOKH He conpoBoxgaeTca npuaHakamyv Hagno4YeYHWKOBOW HeOOoCTaTOYHOCTU Wt
NposiIBNSETCSA AOBOMBHO NO3AHO - 006bLIYHO Nocne nybepTaTHOro Bo3pacTta. Y MyXX4uH 3To 3aboneBaHne npakTuyeckn
HUKOr4a He OuarHoCcTupyeTcs U He TpebyeT nevyeHns B CBA3M C OTCYTCTBMEM XapaKTEPHbIX MPU3HAKOB. Y XEHLLNH
OTMevalTCs MNPU3HaKW YMEPEHHOW TUMNepaHapoOreHnn: akHe, TMpCYTM3M, arnoneuus; 4acto Habniogaetcs
HapyLLeHMe MeHCTpYyarbHOro uukna, oecnnoane n HeBbliHaWMBaHMe 6epeMeHHOCTH.

Y naumeHToB C AedUUMTOM 11B-runpokcunassl | gak n npu BUpuUNbHOW dopMe 21-rapokcunasbl,
pa3BMBalOTCHA KMNMHUYECKME MPU3HAKW, CBA3aHHble C AeWCTBMEM M3ObiTKa aHAPOreHoB W aeduuuTa KopTM3ona.
Moatomy B JOeTckOM BoO3pacTe Hepeako naumeHTam ownboyHo YycTaHaBnuBaeTcs guarHo3 pgeduumrta 21-
rmgpokcunasel, Tem 6onee uto ypoBeHb 170HP y Hux 0OGbIMHO NOBbLIWEH, Kak U MpU BUPUMBHON opme.
3anofo3puTb rMNepPTOHNYECKY0 (hOpMYy MOXKHO B Cryvyasix NOBbILEHUA apTepuanbHOro AaBneHns y nalumMeHToB Ha
rMIOKOKOPTUKOMAHOW Tepanuu B OTCYTCTBME NMPU3HAKOB nepeao3vpoBky Tepanuu. AlT, koTopas BcTpeyaetca y 2/3

nauueHToB ¢ AeduLnToMm 11[3'FHﬂPOKCHHa3H, HauyMHaeT NposABNATLCA B pasHOM Bo3pacTe, Yalle B AeTCTBe,
MOXXET HOCUTb KaK YMEpEeHHbI, TaK U BbIPaXKEHHbIN XapakTep C pas3BUTUEM OCMOXHEHWIA: rMnepTpodms nesoro
Xenynouka, peTMHonaTusa, MakpoBacKynsapHble OCroXHeHud [1, 2, 4, 6].

2.3 llabopaTopHble guarHocTu4Yeckue uccrnenoBaHus

OuarHocTuka knaccu4yeckux ¢gopm gedmuymra 21-rugpokcunasbl

- B KkavecTBe OCHOBHOro MeToda BbISIBlIEHUs Kraccuyeckux dopm gdeduvumuta  21-rugpokucnasbl
peKkomeHayeTCs MPOBOAUTL BCEM HOBOPOXAEHHbLIM HeOHaTanbHbIN CKPUHWHT C nccnegosannem ypoeHs 170HP B
kposu (A09.05.139) [5, 7 - 15].

YpoBeHb ybeanTenbHOCTM pekoMeHgaumi B (ypoBeHb JOCTOBEPHOCTU JOKA3aTenNbCTB - 3)

KommeHTapuu: 6narogaps tomy, 4to BOKH aBnsieTcs reHeTMYeCcKMM, NoTeHLManbHO neTanbHbIM U UMeoLL MM
YETKUA AMarHOCTUYECKMn mapkep 3aborneBaHuem, onTuUMmarnbHbIM MeToaom BbisiBrneHns BOKH Bo Bcem mupe B
HacTosiLLee BpeMs cuMTaeTcs nposBedeHne HeoHaTanbHoro ckpuHuHra. C cepeanHbl 2006 r. oH 6bin BHeOpPeH v B
Poccun, 4TtO mo3BonsieT NocTaBuTb AMarHO3 M HavaTb NeYeHuwe elle B paHHeM JeTckoM Boapacte. [loatomy
OnarHoCcTurKa Knaccudeckmx hopm BO B3pOCIOM Bo3pacTe 06bI4HO yke He TpebyeTcsa. OgHako nHorga sabonesaHuve
He AuarHocTMpyeTcs BOBPeEMS, U YyCTaHOBMeHWe AnarHosa TpebyeTca B ctapiem Bo3pacte. OBbl4HO 3Ta cutyaums
BO3HMKaeT Y B3POCMbIX NPV COYETAHWM HECOOTBETCTBUSI MAcNOPTHOIO W reHeTUYEeCKoro nona unv nNpu AnMTenbHO
CYLLIECTBYIOLLEN TAXenon Bupunusauuu [5, 7 - 15].

- PexomeHnpgyeTcs ncnonb3oBatb uccrnegosaHune yposHsa 170HP kposu (A09.05.139) B paHHWE yTpeHHUe Yack!
Kak rmaBHOro gmarHoctuyeckoro mapkepa BOKH B Tex cnyyasix, korga guarHo3 paHee He Obin yCTaHOBMEH B X0Ae
HeoHaTanbHOro CKpuHuHra [16 - 28].

YpoBeHb ybeautenbHoCcTM pekoMmeHaaumn C (ypoBeHb AOCTOBEPHOCTY A0OKa3aTeNnbCTs - 4)

KomMmeHTapuu: guarHoctuka peduumuta 21-rugpokcunasbl OCHoBaHa Ha onpegeneHun ypoBHA 170HP -
NnpeaLlecTBEHHNKA KOPTU30Ma, HaXOAALEroca HernocpeacTBEHHO Haa depmeHTaTMBHbIM - ©rnokoM. [Mpu
Knaccumyecknx popmax ero ypoBeHb 0ObIYHO 3HauYUTENbLHO npeBbileH - 6onee 300 HMonb/n unu 6onee 100 Hr/mn.
Kpome TOro, oTrMevaeTca 3HAu4MTENbHOE MOBbILIEHNE YPOBHEW TECTOCTEPOHA, aHOPOCTEHOUOHA W OpYruX
NpeaLecTBEHHNKOB MONOBbIX cTepougoB. [lpu Takmx nokasaTensix [MarHo3 He Bbi3blBAae€T COMHEHUN,
OOMONHUTENBHOTO MNOATBEPXAEHUS He Tpebyetcs. peanoyTuTenbHbli NabopaTopHbIM MEeTon onpeneneHus
ropMoOHarsbHbIX MokKasaTenemn - XUOKOCTHas TaHAEMHas macc-cnektpomeTpus, metog MDA paet Gonbluee yncno
NOXHOMOMNOXUTENbHbIX pe3ynstaTos [16 - 28].

[OunarHocTuka Heknaccuyeckon hopmbl 21-rmugpokcunassbl
- OnarHocTtuky HBKH pekomeHgyeTcs NpoBOANUTL Y KEHLUMH C NPpU3HakaMmy rmpcytuama, anoneuun, akHe,

HapyLeHMAMN MeHCTPYyanbHoro uukna, 6ecnnognem u/mnu npuBbIYHBIM HEBbIHALLMBaHWEM BepemMeHHocTM [16 - 21,
29 - 31].
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ypOBeHb y6e/:|,MTeanocm peKomeH,u,au,Mﬂ B (ypOBeHb OOCTOBEPHOCTU OOKa3aTENIbCTB - 3)

KomMeHTapun: amarHoctuka Heknaccuydeckon cdopmbl BIOKH siBnsieTcs ©onee 4acton 3agadent U pyTUHHO
BCTpeYaeTcs B NPaKTUKE 3HOOKPMHOMOIOB U aKyLLEepOB-TMHEKOMNOroB, Tak Kak no KNMHUYECKUM NPOSABMAEHUAM 3TO
3aboneBaHne Cxoxe C CUHOPOMOM MOSMKUCTO3HbIX AUYHUKOB. VIMEHHO ¢ 9TuM 3aboneBaHuem M NPOBOANTCH Yalle
Bcero anddepeHunansHasa guarHoctuka HBOKH [16 - 21, 29 - 31].

- Olna gnarHocTtukm HBOKH pekomeHgyeTcs nccnegosatb ypoBeHb 170HP B kpoBu (A09.05.139) y XKEHLWMH B
paHHIo  QONNUKYNSpHYIO a3y B yTpeHHue 4yacbl. [lpy HeOoOHOKpAaTHbIX COMHWUTENbHbLIX pes3ynbTaTtax
nccrnegoBaHMss - PEKOMEHOYeTCA  KOMMAEKCHOe  OnpederieHne  KOHUEHTpauum  CTepouAHbIX  FOPMOHOB
(MynNbTUCTEPOMAHBIM aHanM3 KpoBM) METOAOM TaHAEeMHOW Macc-cnektpomeTpum (B03.016.023.001) [16 - 21, 29 -
40].

YpoBeHb ybeanTenbHOCTU pekoMmeHaaumin A (ypoBeHb JOCTOBEPHOCTU 4OKa3aTeNbCTB - 2)

KomMeHTapuu: ansa AMarHoCTUKM Heknaccuyeckon dhopmbl 3abop kpoBu Ha 170HP npoBogaT paHo yTpom B
donnukynspHyto asy uukna (He nosgHee 5 - 7 gHA), Npu ameHopee - B nobon AeHb, CTPOro BHe 6epeMeHHOCTMH.
Hopmoi cumTaloTca nokasaTenn meHee 6 HMOMb/N UNK MeHee 2 Hr/mMn, HUxe aTux ypoBHen HBAKH npakTnyecku He
BCTpeyaeTcsa. OgHako, pag aBTOpPOB CYMTaET, YTO HEO6X0OMMO NPUMEHATb Bornee xecTkne kputepun (MeHee 5.1
Hmonb/n, 1,7 Hr/mn) ansa oueHkn yposHA 170HP. B kadectBe guddepeHumansHoro kputepus mexay HBOKH wn
CINKA, Hanpumep, npegnaraeTtca ucnonb3osaTtb ypoBeHb 6adanbHoro 170HP cebiwe 5,4 Hr/mn (16,2 Hmonb/n) [41
- 43]. CnegyeTt NOMHUTB, YTO pedpepeHCHbIE 3HAaYEHWS, KOTOPbIE NPUBOAATCSA pa3nnyHbiMM NnabopaTtopusiMm, 00bIYHO
OTNINYAKTCHA U MOTYT ObITb 3HAYUTENBHO HWXKE YyKasaHHbIX "OTPe3HbIX Tovek" ANA OUAarHOCTUKM HEKIacCU4eckowm
BOKH. B cnyyae 3HauyeHun GasanbHoro 170HP 6onee 30 Hmonb/n unu 10 Hr/mn, amarHo3 BIOKH cuntaetcs
NOATBEPKAEHHBIM, U JOMOSNTHUTENBHOW OUArHOCTUKK He TpebyeTcs.

Mpu norpaHnyHbIX 3HadveHusax 170HP (6 - 30 Hmonb/n nnn 2 - 10 Hr/mMN - Tak Ha3biBaemas "cepas 3oHa"),
BbISIBIIEHHbIX MWUHMMYM NPW OBYKPATHOM OfpefeneHnv, B MUpe PeKoMeHOyeTCsl MPOBOAWTbL LOMOMHUTESbHbIN
cTumynupyrowmi Tect ¢ npenapatamu u3 ATX-rpynnel AKTIT (HO1AA02), 4Tto aBnseTcd 30M0TbiM CTaHAAPTOM
AunarHoctukn BOKH B mupe.

B kayecTBe [OMNONMHUTENBHOrO MeToda AMArHOCTUKM HaAmno4YeYHMKOBOW runepaHaporeHnn MoxeT ObiTb
pPEKOMEHA0BAHO NPOBeAEHNE MYNbTUCTEPOMAHOIO aHanms3a KpoBu, 0COBEHHO NpY HEOAHOKPATHBIX COMHUTEbHBIX
pesynbtatax 170HP kposu [16, 17, 18, 19, 21, 29 - 43].

- [Mpn comHuTENBHBIX pesynbTatax onpegeneHunsa 170HP, a Takke B Lensax reHeTU4eCKoro KOHCYNbTUPOBaHUS
Janee pekomMeHOyeTcs NPOBOAUTL reHeTudeckoe nuccnegosaHve reHa CYP21A2 (B03.019.001, B03.019.027.001)
[1-4,44-52].

AnropuT™m gmnarHoctuku Heknaccudeckorn BOKH B P® npeacrtasneH B Tabn. 3

Tabnuua 3. Anroputm gnarHoctukn HBOKH B P® Bcneacteue geduumta 21-rugpokcmnassl

BbasanbHbI ypoBeHb 170HP

< 6 HMOnb/N 6 - 30 HmMonb/N > 30 HMonb/N

(< 2 Hr/mn) (2 - 10 Hr/mn) (> 10 Hr/mn)

Oeduumt 21-rngpokcunasel | PekomeHgyeTtcs reHeTuyeckoe | dedoununt 21-rugpokcmnasbl
NcKnovaeTcs uccrnegosaHue reHa CYP21A2

YpoBeHb yOeanTenbHOCTU pekoMeHaaumi B (ypoBeHb JOCTOBEPHOCTU 4OKa3aTENLCTB - 2)

KomMeHTapuu: B crniyyasx, korga npoBeAeHne CTUMYIMPYIOLLEro TeCTa C TETPaKo3aKTMAOM HEBO3MOXHO, OO
B LlensiX reHeTU4YecKoro KOHCYNbTUPOBaHUSA MPOBOAUTCA FEHeTUYEecKoe UCCreoBaHWe Ha Hamnuume naToreHHbIX
BapwnaHToOB B reHe 21-rngpokcunasbl - CYP21A2.

OcobeHHocTM cTpoeHust reHa CYP21A2, a MMeHHO HanuuMe B HenocpeACcTBEeHHOW Gnmn3ocTu ncesaoreHa
CYP21A1, npuBogaTt k Tomy, 4to npumepHo 3a 90% cnyvaes BIKH oTBeuvaoT 12 Hanbonee yacTbIX NaTOreHHbIX
BapuaHTa, 0Opas3oBaBLUMXCS B pe3ynbTate pekoMOuHaumu reHoB. C Uenbl yOeLWeBneHUs U YCKOPEHMS
nccnenoBaHusa paspaboTaHbl MeToauku annenb-crneumdudeckon lMNUP ans onpepeneHnss Haubonee 4acTtbix
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mMyTauun. OgHaKo 3TOT METOA UMEET psig OrpaHVMYEHUIA: OH He MO3BONSET BbISBUTb CMopaanyeckue naToreHHble
BapuaHTbl. C MOMOLLbO HEr0 HEBO3MOXHO PasfNYMTb FOMO- U FEMU3UTOTHbIE BapuaHTbl, YTO MOXET Wrpatb
NpYHUMNUanbHOe 3Ha4YeHWe MNpPU FEHETUYECKOM KOHCYNbTMPOBaHWM NpU MnaHupoBaHuuM GepemeHHocTu. Bonee
TOYHBbIM N NPEeanoOYTUTENbHLIM METOAOM FE€HETMYECKOW ONArHOCTUKM ABMSETCS cekBeHuMpoBaHue reHa CYP21A2,
T.K. OHO MO3BONSET ONpeaennTb cropaanyeckne naToreHHble BapuaHThl. Tak, npu Heknaccnyeckux ¢opmax BOKH
BO3MOXHa uaeHTUmKauusa Kak naTtoreHHbIX BapuaHToB, NPUBOASLLNX K HE3HaYUTENbHOM notepe yHKuMn Benka,
Tak 1 BapuaHTOB, OTBETCTBEHHbIX 3a MOMHYI0 MHaKTMBaumto 6enka.

OpHako, kak u annenb-cneumdpudeckasn MNUP, npu BbisBneHnn 2-x 1 6onee myTtauuin CEKBEHUpPOBaHUE He
no3BonseT onpeaennTb, HAXO4ATCA NN OHU B KOMMNAayHA-reTepo3nroTe unm B O4HOM nonoxeHun reHa. Kpome Toro,
CMOXHOCTb B AMArHOCTMKE NPeACTaBnAeT onpeaeneHme Konm4ecTsa Konun reHa, 6onbluimnx geneuni n nepectpoex.
Mpn nogo3peHnMn Ha NoJoOHbIE Crydan MOXHO MCMOMb30BaThb KonmnyecTBeHHyto MNLP B peanbHOM BpemMeHu umu
MYNbTUNNEKCHYIO nMrazosasmcmumyto amnnudukaumio (MLPA).

B ceasn c BbiLLenepevyncrieHHbiIMn CrioOXHOCTAMU HEeCOOTBEeTCTBUE na6opaToprlx, KIMNHNYECKNX "
reHeTUn4eCKnX napamMeTpoB HE MOXET ABNATbCA NOKa3aHMEeM K CHATUIO AMarHo3a BOKH. B Takux CMNOpPHbIX crny4yaax
OONMbLIMHCTBO MUccreaoBaTenen pekoMeHayrT npoBoanuTb AMArHOCTUKY C MCNOJIb3OBaHMEM HECKOJIbKUX
MONEeKynApHO-reHeTu4eCKnX MeETOA0B, a TakKxKe NpoBoanTb reHeTn4eckoe nccnegopaHme pOD,VITeJ'IeVI NauneHTOoB. [1,
2,4,5,46 - 52].

OuarHocTuka gedmumra 11B-runpokcunasel

- Y naumeHToB ¢ HeTUnM4YHbIM TeveHnem BOKH vnn passutnem AlT pekomeHayeTcs NpoOBOAUTL ANArHOCTUKY
® BOKH nytem KoMnneKkcHOro onpegeneHne KOHUEeHTpauun CTepongHbiX ropMOHOB MeTOA0M TaHAEMHOW Macc-
CNEeKTPOMEeTpUM ¢ nccnegoBaHnem ypoBHs 11-gesokcunkoptmsona B kposu (B03.016.023.001) [1, 4, 6].

YpoBeHb y6eamTensHOCT pekoMeHaaumuii C (ypoBeHb OCTOBEPHOCTY AOKA3aTENbCTB - 4)

KommeHTapun: ocHOBHbIM Mapkepom anarHoctuku [P BAOKH asnsetcs onpegenexve 11-gesokcmkoptusona -
OCHOBHOTO MpeALlecTBEeHHMKA KOpTu3omna, Haxogswerocd Hag depMeHTaTMBHbIM OroKkoMm, KOTOpbIA Mpu
KnaccuyeckoM BapuaHTe 3aboneBaHus npeBbilaeT Hopmy 6onee yem B 5 - 10 pa3. OgHako B pyTMHHOW MpakTuKe
3TO BO3MOXHO caenartb TONbKO B XO4€e NPOBeAEHNst MyNbTUCTEPOMAHOrO aHanmaa. NMoatomy npu nogo3peHun Ha e
BOKH, Hanpumep, npu HU3KOM YPOBHE Kanmua W aKTMBHOCTM peHmHa nnasvbel (API1) BHe npuema
MUHepanokopTukongHein npenapatoB (MK) wnu nepenosvpoBku rntokokopTukongHeiMu (MK), mpu noBbieHWM
apTepuanbHOro OaBfeHusl y NauMeHTOB C paHee BbISIBIIEHHON BUMPUIbHOW (hOpMON 3aboneBaHus, a Takke npu
OTCYTCTBUM TUMWNYHBIX MATOreHHbIX BapuaHToB B reHe CYP21-rugpokcunnasbl, naumMeHTa Heobxoaumo HanpasuTb B
cneumanv3npoBaHHble LeHTPbl AN yTOYHEeHUs gmarHosa n nogbopa Tepanun.

Wccneposarnve mytaumii B reHe CYP11B1 nposogutca kpariHe pegko, nostomy B Poccuu reHeTudeckyto
ONarHOCTUKY MOXHO NPOBECTU TOMNbKO C NMOMOLLIbIO CEKBEHUMPOBaHUSA reHa. B HekoTopbIx cTpaHax (Hanp. B U3paune)
nccrnegoBaHne O4HOMO M3 Hamboree 4YacTbiX MATOreHHbIX BapuaHToOB - His R448H - npumeHsieTca B pyTUHHOWN
npakTuke.

B nuTepaTtype onucaHbl cny4au Heknaccudeckoi dopmbl geduunta 11B-ruapoKCHIIasbl | B knuHu4Yeckoil
KapTMHE OOMUHMPYIOT MPU3HAKU MMNepaHaporeHun 1 HapyLLeHUsl MEHCTPYarbHOMO LMKNA Y XKEHLUMH, npu aTom Al
npum atonm popme 3aboneBaHuss HeT, NMBO OHa HOCUT He3HauuTenbHbIN XapakTep. [uarHocTupoBsaTb

Hekraccuyeckyto ¢opmy 11B-runpOKCHIasbl MoxHO Ha OCHOBAHWM MOBBILLEHUS! 11-ge3okcukopT3ona npu
npoBeAeHUn TaHOEMHON Macc-cnektpomeTtpun [1, 4, 6].

24 MHCprMEHTaHbeIe AnarHoctTu4yeckKkue unccrnenoBaHusA

- PekomeHpyeTca ¢ uenbio gnarHocTukm ocnoxHeHni BOKH v gnutensHon 3amectutensHoun Tepanum MKC y
naumneHToB, UCMOMb30BaTb Takne MeToAdbl UHCTPYMEHTaNbHOW OUarHOCTUKK, Kak: peHTreHogeHCUToOMEeTpusa Bcem
naumeHTaM BHE 3aBMCMMOCTWU OT cteneHu komneHcauuun, Y3UW/MCKT vnn MPT HagnoyedyHukoB npu anu3onax
ONUTENbHON KoMneHcaummn, Y3W opraHoB MOLLIOHKM BCEM Myx4duMHam, Y3W manoro Ttasa BCeM >XeHLuHam (npuv
nogo3pexun Ha OAPT - gononHutensHo nposegeHve MPT manoro Tasa [1, 4].

YpoBeHb yoeanTenbHOCTU pekoMmeHaaumii C (ypoBeHb JOCTOBEPHOCTM A0KA3aTENLCTB - 5)
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KomMeHTapun: MHCTpyMeHTanbHasa uarHocTrka y B3pocnbix naumneHtos ¢ BJKH HanpasneHa Ha BbisiBNeHune
BTOPWYHbBIX 0Opa3oBaHuii B HagnoyevyHuKax, 0OCOOEHHO Mpu anM3ogax ANUTENbHOW AeKOMMeHcauuM B aHamHese
(Y3W, KT Hagnoye4dHnkoB). HeobGxoammbld aTan - oLeHKa COCTOSIHUS penpoayKTUBHOM CUCTEMBI, UCMOSb3yeMble
CKPUHWUHIOBblE MeToaAuKM - Y3/ opraHoB Manoro tasa y >KeHLUWH, OPraHoB MOLLIOHKMA Y MYX4MH. [1pu nepBuyHOM
obpalleHnn nauneHTa NpoBOAMTCA MHCTPYMEHTanNbHas oLeHka COCTOSHUSA MUHEPanbHON NAOTHOCTM KOCTHOM TKaHU
(NpoBeaeHne pPEHTreHOAEHCUTOMETPUM MUHUMYM 2 OTAENOB - MOSICHUYHOIO OTAena MO3BOHOYHMKA U
npokcumansHoro otaena 6eapeHHon koctn). bonee nogpobHo 06 MHCTpymeHTanbHOW AuarHocTuke npu BOKH
n3noxeHo B pasgene "[ducnaHcepHoe HabntogeHune" [1, 4, 53 - 75].

2.5 UHble gnarHocTnyeckue nccriegoBaHus
OTtcyTcTBY!HIOT.

3. JleyeHue, BkNrO4as MeOANKAMEeHTO3HYH0 U HeMeAMKaMeHTO3HYyH Tepanuu, auertoTepanutio,
obe3bonMBaHue, MegULMHCKME NMOKa3aHNA U npoTnBonoKa3aHuAa K npuMeHeHUr0 meToaoB neYvYeHnsA

3.1 KoHcepBaTMBHOE nevyeHune

JleyeHne naumeHTOB ¢ KNnaccuyeckumm cpopmamm gecdpmumnra 21-rugpokcunasbl

- PekomeHgoBaHO neuntb B3pOCHbIX NAUMEHTOB C knaccudeckumn popmamu BOKH rmgpokopTmusoHoM™™ nnu
anutensHo gencteytowmmmn MK [1 - 6, 76 - 89].

YpoBeHb ybeautenbHoCTM pekoMmeHaaumn C (ypoBeHb AOCTOBEPHOCTY A0OKa3aTeNbCTB - 5)

KommeHTapumn: nedeHne knaccumyeckmx copm BIOKH cBogntca K MNOXWM3HEHHOMY NPUMEHEHUIO
MIOKOKOPTUKONAO0B M MUHEPANOKOPTUKOMAOB (Mpu conbTepsowen popme). OCHOBHaAs CNoXHOCTL neveHns BAKH
3aknoyaeTca B TOM, YTO B HacToswee Bpems He paspaboTaHbl npenapaTbl, MOMHOCTbIO MMUTUPYHOLLME
COOCTBEHHYIO CEKpeLuto KOpTM3ona 1 CrnocoOHble B hM3MOMNOrMYEcKMX 403ax MOMHOCTbI NoAaBUTb U3ObITOYHbIN
CMHTE3 HaAMOYEeYHMKOBbLIX aHAPOreHOB, MO3TOMY BeAeHMEe MNaLMEeHTOB CBOAMTCA K 6GanaHCcMpoBaHWIO Mexay
NpM3HaKkamu rmnepkopTMLmM3ama 1 rmnepaHaporeHnm.

MOpoOKOPTU30OH** dABnsieTcs Hambonee U3MONOrMYHLIM MNpenapaTtom And nedyeHuss nwbor  opmel
HaAMno4Ye4YHMKOBOW HeJOCTATOYHOCTH, Bkntodast BOKH, T.k. aBnseTca aHanorom co6¢ctBeHHoro koptunsona. C yuetom
NPOOOIMPKUTENBHOCTM €ro AencTBUs (Okono 8 YacoB), pekoMeHOyeTCs NPUMEHATb ero 2 Unu, npegnoyTutensHee, 3
pasa B OeHb B cpegHen gose 15 - 25 mr/cyT. ¢ HasHavyeHuem Oornbluen A03bl YyTPOM. Y AeTer rmapoKOpPTM3OH
SBNSAETCA €OWHCTBEHHbIM pekomeHayembiM K ¢ y4eTOM ero MmHMManbHOro BIUSAHWS Ha POCT. Y B3POCHbIX
naLMeHTOB MrMOPOKOPTM30H Takke ABNseTcsa npeanodtTuTensHbiM 'K, ogHako B psige cnydae (Hanpumep, Npy HA3KOM
KOMMNITAEHTHOCTW, MPU HEBO3MOXXHOCTU CYNPECcCUMU YyTPEHHEro Nogbema aHAPOreHOB N Ans nevyeHns oopasoBaHui
HagnoyevHukoB/TART), BO3MOXHO ucnonb3oBaHue K anutenbHoro aenctens (NpeaHn3onoH™™, nekcameTasoH™™,
MEeTUNNPEeOHMU30NOoH**). 3TK NpenapaTbl Yalle Has3HavalTCcA C NpMMEHeHWeM Oornbluen O03bl Ha Houvb, Nnbo B
KOMOMHaUMM C rMapoKOpTM3oHOM™*. Hambonee 4acTto Mcnonb3yeTcs crefylliasi cxema nepeBofda C OOHOro

rMIOKOKOPTUKOMAHOrO npenapata Ha gpyron: 20 Mr rmgpokopTusoHa™* = 5 Mmr npegHusonoHa*™ = 4 wr
mMeTunnpegHusonoHa*™ ~ 0,375 - 0,5 mr gekcameTtasoHa™ [1 - 6, 76 - 89].

- Mpu conbTepstowen hopme gedpuunta 21-rugpokcmnnasel peKomeHayeTcs 4ONoNHNTENbHO K K npumMeHaTs
MK (dnygpokopTusoH*) [1 - 6, 76 - 89].

YpoBeHb ybeanTensHocTn pekomeHgaumii C (ypoBeHb 4OCTOBEPHOCTU J40Ka3aTenbCTB - 5)
KommeHTapun: gns KOMMeHcauun MWHEPanoKOPTUKOMAHOM (PyHKUMKM ucnonb3yeTca ryapOKOPTU3OH™™.
CpenHue 003UpOBKY M CXEMbI MPUMEHEHUA NpenapaToB AN fedeHus knaccudeckux popm BAKH npeacrtasneHs! B

Tabn. 4[1-6, 76 - 89].

Tabnuua 4. MpenapaTbl [MOKO- U MUHEPANOKOPTMKOMAOB, UCMONb3yeMblE B JIEYEHUM Krnaccuieckunx hopm
BOKH y B3pocnblix, ** - npenapaTsl, Bxoasiue B cnucok XXHBJM

15 - 25 wmr/cyt. (makcumanbHo fo 40 wmr/cyt.)

MppokopTnaon**, ATX kog HO2AB09 pa3eMTh Ha 3 Nprema




MpegHusonoH™, ATX kog HO2AB06 5 - 7,5 mr/cyt. (makcumanbHo o 10 mr/cyt.) Ha 2
npvema

OekcameTtasoH*™™, ATX koa: HO2AB02 0,25 - 0,5 mr/cyT. (MakcumanbHO 0O 1 Mr/cyT.) Ha
HOYb

MeTtunnpeaHusonon**, ATX koa: HO2AB04 4 - 6 Mr/CyT. Ha HOYb UNn B 2 Npuema

dnyapokopTudoH**, ATX kog: HO2AA02 50 - 200 mkr/cyT.

- PekomeHaoBaHo yBenuyeHne aosbl 'K unu nepexop Ha napeHTeparnbHoe BBedeHue 'K B oCcTpbIx cuTyauusix,
Takux kak ¢pebpunbHaa Temnepatypa (> 38,5 °C), racTpoaHTepuT C germgpataumen, onepauum nop obuien
aHecTe3nen n maccuBHble Tpasmsbl [1 - 6, 90 - 94].

YpoBeHb ybeantenbHOCTU pekomeHaaumn C (ypoBeHb JOCTOBEPHOCTM AOKa3aTENbLCTB - 5)

KoMmeHTapuu: y naumeHToB C Knaccmyeckummn cpopmamm BOKH B opraHuame He NpoucxoguT agekBaTHOm
BblpaboTKM KOpTU3ONa B OTBET Ha (PM3MYECKUI CTpecc, Hanpumep, npu 3aboneBaHusiX, COMpPOBOXOAILLUXCA
BbICOKON TemnepaTypou, racTposHTepuTe C germgparaumen, onepauusax u TpaBmax. VIMEHHO NO3TOMYy BCEM
naumeHtam c¢ BIOKH pekomeHagyeTcs HocuTb npu cebe MAEHTUMUKALUOHHbIE AOKYMEHTbl wunu GpacneThbl,
ykasblBalLMe, YTO Yy HUX MMeeTcd gaHHoe 3abonesaHve, M B Cryvae YpPreHTHbIX CUTyauun mm Heobxogumo
HesameanuTenbHOEe BBeAEHWE rMApOKOPTU3OoHa. Tak kak 3abonesaHune sSBNSETCA PedKkMM M HE 3HAKOMO MHOIMUM
cneumanucTamMm MepBMYHOIO 3BEHa, MPEeAsioKEeHO yKasbiBaTb Y TakuMX MNaUMEHTOB HamnuuMe XpPOHUYECKOW
HaZAno4Ye4YHMKOBOW HEJOCTAaTOYHOCTM, YTO obneryaeT NpUHATME peLleHmnsl B JaHHbIX CUTyaunsix.

B cnyyae WHTepKyppeHTHbIX 3aboneBaHWW, MNpU KOTOPbIX COXpaHeHa BO3MOXHOCTb MPOAOIHKEHMUS
nepopanbsHoro npuema K, Heobxoanmo yBenuyeHne f03bl FIOKOKOPTUKONAOB B 2 - 3 pasa. [pu HeadhdekTnBHoCTH
BBOAWUTCS TMAPOKOPTU3OH™* (rMOPOKOPTM3OH cykumHat HaTtpms) 50 - 100 mr BHyTpuMbIWEYHO, Aarnee npwu
HeobxoammocTn BBegeHue nosTopsieTcd no 50 mr kaxgple 4 - 6 yacoB. B cnyvae OTCyTCTBMS YrydlIEHUs
caMo4vyBCTBUS B TeyeHume 24 - 48 vyacoB pekOMeHAyeTCs rocnuTanusaums B cTauuoHap, rae npoBoauTCcH
BHYTPMBEHHas WHY3mMa rmagpokopTM3oHa*™ Ha oHe perngpaTtaumoHHon Tepanuu. [lpy  npumeHeHuu
napeHTepasnibHOro rmagpoKopTU3oHa™*, ao3a nyapoKopTU3oHa™™ He MeHseTcs, nubo pgaxe MK oTmeHsTCca
MONHOCTbLIO. Kak TOMNbKO COCTOsiHME NauueHTa cTabunmanpyeTcs, cnegyeTt NOCTeNneHHO BEPHYTLCA K 0ObIYHBIM 403aM
npenapaTtoB. [MpuHUKUNbI NeYeHns agauCoHNYECKOro Kpmnaa nsnoxeHol B npunoxeHum A3 [1 - 6, 90 - 94].

- [py SMOLMOHaNbLHOM N HEPBHOM HaMpPsKEHWU, MPU NErknx BUPYCHbIX 3ab0NeBaHuUsiX U NpeacTosiuen
duanyeckor Harpyske yeenunumuatb Jo3y 'K He pekomeHgyeTesa [1 - 6, 90 - 94].

YpoBeHb ybeautenbHoCcTM pekoMmeHaaumn C (ypoBeHb AOCTOBEPHOCTY A0OKa3aTenbCTs - 5)

KOMMeHTapMI/IZ npu (*)VI3I/I‘-I€CKVIX Harpyskax un ncnxornorn4eckom ctpecce HeO6XOD,VIMOCTVI B yBe€JIM4EeHUN 003bl
K HeT [1 - 6, 90 - 94].

JleyeHne naumeHTOB € HeKknaccuyeckumm cpopmamum geduumrta 21-rugpokcunasbl

- JleyeHue naumeHTok ¢ HBOKH c nomowbio 'K pekomeHaoBaHO NpoBOAUTL NPU BbISBNEHUN BblPaXXEHHOMN
rmnepaHgporeHun, 6ecnnogusa nnn HeeblHaWMBaHWsA GepemeHHocTn [17, 87, 95 - 103].

YpoBeHb y6eanTenbHOCT pekoMeHaaumin C (ypoBeHb OCTOBEPHOCTY AOKA3aTeNbCTB - 5)

KoMmeHTapum: y >XeHLLMH C BbIpaXXeHHbIMWU CUMNTOMaMu runepaHaporeHMm Bo3MOXHO Ha3HadeHue MK (tabn.
5). Momumo 3Toro, Tepanuio MOXHO MPOBOAWUTb KOMOMHWPOBAHHO C FOPMOHAaNbHbLIMW KOHTpauenTuBamu Ans
cuctemHoro npumeHenus (ATX kog GO3AA (MporectareHbl U 3cTporeHbl (PUKCUPOBaHHbIE COYEeTaHus)) WU/unu
aHTuaHgporeHamu (ATX kog GO3H), a Takke pekoMeHO0BaTb XeHLUHAM pasnnyHble MeToabl anundauun [17, 87, 95
- 100].

Tabnuua 5. MNMpenapatel K, ucnonb3yemoble B nieyeHnn Heknaccmnyeckon oopmel BOKH

M'mapokopTusoH**, ATX kog HO2AB09 10 - 15 mr Ha 2 - 3 npuema B AeHb




MpegHusonon**, ATX kog HO2AB06 25-7,5mrHa 1 -2 npuema

[ekcameTasoH** (Tonbko BHe B6epemeHHocTH), | 0,25 - 0,5 Mr Ha HOuYb
ATX kog: HO2AB02

MeTtunnpeaHusonon**, ATX koa: HO2AB04 2 - 6 Mr Ha HOYb

HecmoTps Ha 10, 4TO y 68% XeHwmH ¢ Heknaccuyeckon BOKH camonpounsBonbHble 6epeMeHHOCTU MOoryT
HacTynuTb M 6e3 NpUMEHEHUs TMHOKOKOPTUKOMAOB, CMOHTAHHbIE BbIKUABILLM HA PaHHUX CPOKax Mpu OTCYTCTBUM
neyeHns BCTpeYalTCs JOCTaTodHO YacTo. [NoaTtomy paccmatpusath Bonpoc o 'K Tepanun Heobxoaumo, npexae
BCEro, Ha aTtane nnaHWpoBaHuUs OepeMeHHOCTUM, OCOBEHHO Yy XeHwuH c 6ecnnogvemM WM NPUBbLIYHBLIM
HeBblHalLIMBaHMeM GepeMeHHoCcTU. Heobxoanmo OoTMETUTb, YTO B Criydae, Korga peluaetcs Bonpoc B nonb3y K
Tepanuu O4YeHb BaXKHO HauvHaTb ee C 3dTana nnaHMpoBaHUS GepeMeHHOCTW, a He korga GepemMeHHOCTb Yxe
HacTynuna, Tak Kak MMEHHO 3Tan uMnnaHtauum Ha ¢oHe K Hambonee BaxeH AN ynydleHWs NPOrHoO3oB
BblHALUMBAHWS.

BepemeHHbIe XeHwWwmHbl ¢ BAKH gomkHbl HabnogaTbcs BpayuoM-3HO0KPUHOOrOM, UMEKOLLMM ONbIT BEAEHUS
naumMeHToB C [aHHbIM 3aboneBaHneM, M Has3HadYeHue TMIOKOKOPTUKOMAOB AOSMKHO MPOBOAUTLCS MOCHE OLEHKM
BEPOSATHOrO NONOXUTENbHOro addekTa npenapaTa B CpaBHEHUM C NOTEHUMANbHbIM PUCKOM, C UH(POPMNPOBAHHOIO
00b6poBONLHOrO cornacusi NaumMeHTKW. JledyeHne MoxeT MPOBOAUTLCHA C MOMOLLbIO fOOOro roKOKOPTUKONOHOMO
npenapaTta, 3a MCKMOYEHNEM AekcameTasoHa. [1o3bl npenapaTtoB C HacTynfeHneM OGepeMeHHOCTU OObIYHO He
MEHSIOTCS, Ne4YeHne NpoBoanTCSa NMbo B NepBOM - BTOPOM TPUMECTpaXxX C NocreayoLlen oTMeHon, Nnbo oo poaos
B 3aBUCMMOCTM OT TeYEHMS1 BepeMeHHOCTH.

Kak npaBuno, npu Heknaccuyeckon BIOKH oTcyTcTBYIOT OeduuMT KOpTM30Na WU COnbTepsitome Kpusbl,
NO3TOMY HET HE0OGX0AMMOCTU NoBbIaTh 403y 'K BO BpeMsi CTpeCCOpHbIX COCTOSIHUIA, OnepaTMBHbIX BMELLATENbCTB
WNn OCTPbIX BUPYCHbIX 3aboneBaHuin. VcknioveHnem sBMsieTcs BbisiBNEHNE HEOOCTATOYHOM BbipaboTkM kopTM3ona
BO BpeMs cTumynupytoLero tecta (MeHee 500 Hmonb/n) [1, 101 - 103].

- Y XeHLUMH C yMepeHHON runepaHgporeHmen n aucyHKUNEen SMYHUKOB BHE NiaHNpoBaHusa 6epeMeHHOCTH
pekomeHayeTcs npumeHeHune BMmecTo [K cumnTomaTuyeckon Tepanumu: nporectareHbl M 3CTPOreHbl
(cbukecmnpoBaHHble kombuHauum), kog ATX GO3AA w/vnun aHTnanagporetsl, kog ATX GO3H [17, 87, 97, 98, 104 - 118].

YpoBeHb ybeanTenbHOCTM pekoMeHaaumi B (ypoBeHb JOCTOBEPHOCTU JOKa3aTenbCTB - 3)

KoMMmeHTapum: HeECMOTpPS Ha TO, YTO MaToreHeTu4eckoe nedeHme Heknaccuveckon cdopmbl BOKH gomkHo
NPOBOAMTBLCA MO TEM e NPUHLMNAaM, YTO 1 NPU Krnaccuveckux popmax (nytem Bo3meLLeHuns geduumra koptusona),
HeobxoouMocTb HasHadeHus K Tepanum abCcomnmTHO BCEM XeHWuHam ¢ Heknaccuyeckon BIKH BbisbiBaeT
fonbluMe crnopbl Yy cneuManucToB Bo BcemM Mupe. [leno B Tom, uto go3bl K, Heobxooumble onsi nogaBneHus
n36bITOYHOM NPOAYKLMM aHOPOreHOB, HEPEAKO ABMAKTCA Cynpadn3nonormyeckumm, YTo, ¢ y4eTOM MSTKOro TeYEHUs
OaHHON hopMbl 3a60neBaHNns, BbI3bIBaeT OnNpeaeneHHble COMHEHUA B HEOOXOAMMOCTU UX MOXM3HEHHOrO nprvemMa.
Moatomy Bce Bonblue CneumnanmMcToB BO BPEM MUPE NPUXOAAT K MHEHWIO, YTO BHE NfIaHMPOBAHNA BEPEMEHHOCTY U
Bblpa)X€HHOW runepaHaporeHun npumMmeHeHne [K He sBnsietca o6s3aTenbHbIM U MOXET OblTb 3aMeHeHOo
CMMNTOMAaTMYECKOM Tepanuen B Buae KOMOMHUPOBAHHbLIX FOPMOHaNbHbIX KOHTpaUenTUBOB /UMM aHTUAHAPOreHOB.
Ha d¢oHe npuema KOMOWHMPOBAHHLIX TOPMOHaNbHbLIX KOHTpauenTuBoB nopaensetca cekpeuuns JII, 4To
COMpPOBOXJAETCHA CHMKEHMEeM MPOAYKUMM OBapuarbHbIX aHOpPOreHoB, a 3a cyeT nogasrneHus AKTT - cHuxaeTcs
npoaykumns aHgporeHoB B HIN. Kpome Toro, rectareHHbli KOMNOHEHT MOXeT B3auMoOeNncTBoBaThb C peLentopamu
aHgporeHoB 1 ocnabnatb gencteme 5 anbda-pegykrasbl. 3a cHeT NOBbIWEHUSA Ha hoHe Npruema KOMBMHUPOBAHHbIX
rOPMOHarbHbIX KOHTPAUENTMBOB YPOBHS rnobynvHa, CBA3bIBAKOLLEro MOOBblE€ FOPMOHBI, CHWXAeTca CBOOGOOHO
UVPKYNUPYIOLLNA  TECTOCTEPOH B KpoBu. [lpegnodtutenbHO BblIGMpate npenapatbl C  COAEPXAHUEM
atnHunactpagunona 20 - 30 Mkr, K rectareHbl C aHTUAHOPOreHHOW aKTUBHOCTBLIO (XNTOPMaAWMHOH, OAPOCMUPEHOH,
ONEHOrecT, UMNpoTEpPOH, HoMeracTpon auetar) [17, 87, 97, 98, 104 - 118].

Tabnuua 6. T[lpenapatbl KOMOWHMPOBAHHBIX FOPMOHANbHbIX KOHTPALEenTMBOB W  aHTMaHAPOreHoB,
ucnonb3yemble B nedeHun HBAKH, B T.4. nposasneHun rupcytuama [87, 97, 98, 104 - 118]

10 - 50 mr B cyTkn ¢ 1 no 15 geHb uukna B BuAe

#Lnnpotepon™, ATX koa GO3H [105] MOHOTEpanum




#CnupoHonaktoH™*, ATX kog CO3DA [87] 100 - 200 mr B cyTKM

#OdnHactepua™*, ATX kog GO3H [87] 2,5-5 Mr B cyTku

#3TnHnnactpaguon + #opocnunpeHoH, ATX kog | 0,03 + 3 mr no 1 T. unknuyecku B pexume 21/7 nnn
GO03AA [115, 118] 24/4

#3TUHUNacTpaanon + #xnopmagmHoH, ATX kog | 0,03 + 2 Mr no 1 T. unknuyeckun B pexume 21/7
GO3AA [115]

#I3TnHUNacTpagnon + #gueHorect, ATX kopg|0,03 + 2 mr no 1 T. unknnyeckun B pexxume 21/7
GO03AA [115, 117]

#3cTtpaguon+ #HomeracTtpon, ATX kog GO3AA | 1,5 mr + 2,5 mr no 1 T. B uMKnn4eckom pexumme 21/7
[117]

- JleunTb 6eccumnTomMHble bopmbl HBKH y xxeHLunH He pekomenayeTes [17, 57, 95, 96].
YpoBeHb ybeautenbHoCTM pekoMmeHaaumn C (ypoBeHb AOCTOBEPHOCTY A0Ka3aTenbCTs - 5)
- Neuntb myxxumH ¢ HBKH He pekomeHngyeTca [17, 57, 95, 96].

YpoBeHb ybeanTenbHoOCTU pekomeHaaumi C (ypoBeHb JOCTOBEPHOCTM A0KA3aTENLCTB - 5)

KommeHTapuu: B criyyuae ©eCCUMNTOMHOIO TeYeHuss 3aboneBaHus y XEHLWUWH Tepanusi He NPOBOAUTCA.
Jleyenne HBOKH y MyxunH B GONbLUMHCTBE CrydaeB He NPOBOAUTCA. VIcknioudeHuMe COCTaBnsT MauueHTbl C
6ecnnoanem, TART, onyxonsiMM HaanoOYeYHUKOB M C pesynbTaTamMu reHeTudeckoro obcredoBaHusi, KOTopble
ABMSOTCA MPOMEXYTOYHBIMU MEXOY KNAaCCUYECKNMMU U HeKnaccmyeckummn peHotunamm [17, 57, 95, 96].

Jleyenue N'e® BOKH

- leyerve ' BAOKH pekomeHgyeTca NpoBOAMTL MO TEM Ke MPUHLMMNAM, YTO 1 fieYeHne BUpuUbHouM opmel,
obycrnoBneHHon peduuntom 21-rmgpokcmnassl. B Tepanum moryt npumeHsiteest K npenapaTbl KOPOTKOro U
anuteneHoro gencrteus [1, 4, 6, 119 - 121].

YpoBeHb y6eamTensHoCT pekoMeHaaumnii C (ypoBeHb OCTOBEPHOCTY AOKA3aTeNbCTB - 5)

KoMMeHTapuu: nauueHTbl ¢ Knaccudeckon dopMoit aedpvuuta 11B-ruppokcninassl | ak n npu apyrux
¢dopmax BOKH, noxwusHeHHo nonyyatoT npenapatbl K ¢ uUenbio Koppekuum CUMMATOMOB HaAno4YeyHUKOBOW
HeJOoCTaTOYHOCTU, TMNeEpPaHAPOreHn 1 apTepuansHon runepTeHavn. Ecnv npenapaTtom Beibopa y geTen sensieTcs
rMOPOKOPTU3OH, Y B3POCHbIX MOXHO WCMOMb30BaTb WM MpenapaTtbl AnuTenbHoro gencteus. HeobxogumocTtn B
HasHayeHnn MK y Takmx naumeHTOB HET, TaK Kak HE4OCTAaTOMHOCTb anbAoCTepoHa ¢ n3bbITkoB Bo3MellaeTca JOK
[1, 4, 6,119 - 121].

- Maunentam c¢ ® BOKH B KayecTBe [JOMOMHWUTENLHOM TepanuuM pPEeKOMEeHAyeTCa HasHadaTb
aHTUrMnepTeHsmBHble npenapatbl (ATX kog CO02), npegnoytuTensHo kKanuncbeperawwme guypetukn (ATX kog
C03D) n gurnaponnpuanMHOBbIE MPOU3BOAHbBIE CENEKTUBHBIX BnokaTopoB KanbuueBbix kaHanoB (ATX kog CO8CA)
[1, 4, 6,119 - 121].

YpoBeHb y6eamTensHoCT pekoMeHaaumnii C (ypoBeHb OCTOBEPHOCTY AOKA3aTeNbCTB - 5)

KommeHTapumn: ecnu Ha doHe moHoTepanuun 'K He ypnaetcs ckoppervpoBaTb Al, MOXHO OOMNONHUTENBHO
NCNoNb30BaTb aHTUTMNEPTEH3NBHbIE NpenapaTbl, U3 KOTOPbIX NPeAnoYTUTENbHLIMU ABMNSIOTCS KanuncobeperatLumne
anypeTtukm (ATX kog CO3D) 1 avrmgponmpuanHoBbie NPOM3BOLHbBIE CENEKTUBHBIX 6II0KAaTOPOB KanbLMEBbLIX KAHANOB
(ATX kog CO8CA) [1, 4, 6, 119 - 121].

3.2 Xupypruyeckoe neyeHue
- PexomeHpgyeTca npoBoAnTb NepBbld 3Tan (PeMUHU3MPYIOLLEN NIacTUKU HapPYXXHbIX MOSIOBbIX OpraHoB B

nepeBble roabl Xu3HW pebeHka W 3aBepliaTb BCe 3Tanbl XUMPYPrUYecKoro nedeHus y naumeHtok ¢ BOKH B
nybeptatHoM Bo3pacTe [122 - 127].



YpoBeHb yoeautensHocTM pekomeHaauuii C (ypoBeHb AOCTOBEPHOCTU AOKA3aTENbCTB - 4)

KomMeHTapuu: Ha cerogHALWHUN AeHb He NPOBEAEHO PaHAOMU3NPOBAHHbLIX KOHTPOMUPYEMbIX UCCIeA0BaHNUN,
NO3BONSALWNX CTaH4APTU3MPOBATL NOAXOAbl K XMpYypruyeckomy nedyeHuto naumeHtok ¢ BOKH. 3ton npobneme
O0IMKHO ObITh yaeneHo ocoboe BHMMaHWe: CBOEBPEMEHHOCTU NpoBeAeHUs EMUHU3UPYIOLLEN NIACTUKN HapPYXXHbIX
reHUTanum, oLeHKe COCTOATENbHOCTM ONEepPaTUBHOIO BMeLLaTENbCTBA U OTCYTCTBUS Pa3BUTUS MOCTONEPaLNOHHbIX
OCnoXHeHun (pybubl, CTPUKTYpbl 1 T.4.) Bupunusaums renntanunm HabnogaeTca y nauueHTok ¢ poxaeHus. [Npu
BbICOKOW CTENeHn Bupunusaumm eMmnHnsmpyoLas nrnactmka npoBoAMTCS B ABa 3Tana: NepBblv 3Tan, BKYaoLWnii
KNMUTOPONIIacTUKy U pacceyeHne yporeHUTanbHOro CMHyca, NMpOBOAWTCA B MepBble oAbl Xn3HM pebeHka, BTOpon
aTan - UHTPOUTONNACTUKY - PEKOMEHAYEeTCA NPOBOAUTL NOCIE HACTYNNeHNa MeHapxe U JOCTUXEHUS JOCTaTOYHON
3CTporeHusaLmm reHnTanuin. B npakTuke 4yacto BCTpevaroTca crny4vau, Korga BTOPOW 3Tan nnacTuky He npoBoauTcs
BMJIOTb 4O B3pPOCMOro Bo3pacTta. Takux XXeHLWMH HeobXoaAMMo HanpaenaTb B dheaeparnbHble Cneumann3vpoBaHHbie
LEHTpbl FTMHEKONOrn4yeckoro npoduns, rae umMeeTcs ONbIT TakMX onepalui, a Takke KOMaHaa 9KCnepToB B 3TOM
obnactu: xupypru, aHecTesmonoru, NCUXonoru u 3HAoKpuHonoru [122 - 127].

3.3 UHOe neuyeHne

[BYCTOPOHHSASA agpeHan3KToMusI.

- B pegkux cnyyasx y nauMeHTOB C HEKOHTPONUPYEMOW runepaHaporeHven npu ycrnoBum AOCTaTOYMHOM
NPUBEPXXEHHOCTN K NIeYeHU0 MOXeT OblTb peKOMeHAO0BaHO npoBedeHMe OBYCTOPOHHeN agpeHanakromum [128 -
131].

YpoBeHb y6eamTensHOCT pekoMeHaaumnini C (ypoBeHb OCTOBEPHOCTY AOKA3aTENbCTB - 4)

KomMmeHTapuu: HebonbLUON NPOLIEHT NauMeHTOB C Tshkenow conbrepstowen popmon BAOKH ¢ npaktnyeckn
MOSTHLIM OTCYTCTBUMEM aKTMBHOCTU 21-rmapokcunasel He noppatoTca nedeHuio K gaxe npu mMcnons3oBaHUM
BbICOKVX 403 NMpenapaToB He CHmKaeTcs BblpaboTka aHAPOreHOB M OCTalTCA nNpuaHaku Bupunmsaumn. OcobeHHo
3TO aKTyanbHO MpW peLleHMn BOoMpoca O BOCCTaHOBMNEHUs depTurbHOCTM. B Takux cnydasx psagom asTopoB
npegnaraeTca anbTepHaTUMBHbIN MeToA neveHns BOKH - aBycTopoHHsAs agpeHanaktomus. OgHako 3TOT MeTos
neyeHus BbI3biBaeT MHOro BonpocoB. C 0OHON CTOPOHbI, €€ NPOBEAEHUEe YMEHbLUAEeT BUPUNN3aLmnio 1 no3sonseT
NpUMeHsTb MeHblumMe fo3bl MK, C gpyron - MMeloTcs MHTpaonepauMoHHbIE PUCKM, PUCK adpeHanoBbIX KpU3oB
noctonepauuoHHo. [poTMBONoOKasaHo NPOBOANTL ABYCTOPOHHIOW agpeHanakTOMMI0 HEKOMMNNAEHTHbIM NauMeHTam,
T.K. B MocrneonepauvMoHHOM Mepuode HeperynspHbii nNpMeM npenapaToB 3amectuternbHou Tepanuu K moxet
okasaTbCa paTanbHbiM. VIMEHHO NO3TOMY peLleHVe O MPOBEAEHWM CTOMb PaauKanbHOro NEeYeHUs He AOMKHO
NPOBOAUTBLCH PYTMHHO B 06OLler ambynaTtopHow npaktuke. [pyv BO3HWKHOBEHWM MNOAOGHbIX CUTyauun, Korga
naumeHTbl He [OCTUraloT KOMNeHcauuu faxe npu rnpumeHeHun cynpadomanonorudecknx o3 MK v passutum
ATPOrEHHOro rMNepKopTMUU3Ma, OHM AOSMKHbI OblTb HanpaBneHbl B deaeparnbHbli LEHTP 9HAOKPUHOMOMMYECKOro
npodunsa ons pelleHns Bornpoca 06 onTumanbHOM MeTode neveHus [128 - 131].

MNpeHaTanbHasa Tepanus.

- He pekomeHayeTca npoBoauTb neyveHne 6epeMeHHbIX npenapaTtamMmm gekcaMmeTa3oHa € Lefblo YMEHbLUIEHMS
cTeneHun Bnpunmn3aLmm nnoga (npeHartaneHyo Tepanuio). OHa JoImKHA paccMaTpmMBaTbCS Kak 3KCnepuMMeHTanbHas
MeToauKa, NPOBOAMMASA UCKITIOUYUTENBHO B CMELMAnM3MpoBaHHbIX LEHTPaX, UMEHLLMX COOTBETCTBYHOLLUIN MPOTOKON
NnevYeHnsa n KoMuTeT no aTuke [132 - 143].

YpoBeHb y6eamTensHoCT pekoMeHaaumnini C (ypoBeHb OCTOBEPHOCTY AOKA3aTeNbCTB - 2)

KomMeHTapuu: npeHatanbHas Tepanus - 3To nedeHue off-label nekcametasoHoM GepeMEHHbIX XEHLUMH, Y
KOTOpbIX MO pe3ynbTaTaM FeHETUYECKOrO KOHCYNbTMPOBAHWS UMEETCS BbLICOKUA PUCK poxaeHus pebeHka c
Knaccuyeckoun chopmoin aeduumnTa 21-rugpokcunasel (Hanpumep, B criyyae yxe umeroimxca geten ¢ BAKH B cembe
1 NnoaTBepPXXOEHHBIM HOCUTENLCTBOM MyTaLuUM Y 000MX poauTenei, KOrga puck poxaeHus nocnegytoulero 60mnsHoro
pebeHka cocTtaBnsaeT 25%). Tak kak JekcaMeTa3oH - eAMHCTBEHHbIN K npenapat, npoHMKaoWwmnin Yepes niaueHTy
N CnocoOHbIA NoAaBUTbL NPOAYKLUIO aHAPOrEHOB HaAMOYeYHUKaMu nnoga, Npu ero HasHa4yeHnn ¢ camblX PaHHUX
CPOKOB rectauum cyLlecTByeT BO3MOXHOCTb CHU3WUTb cTeneHb Bupunusaumm HIMNO y HOBOPOXAEHHbIX AeBOoYeK C
BOKH. PekomeHgyemble B MMPOBOM nutepaType Ao03bl AekcameTtadoHa 20 MKr/kr Beca 6epeMeHHON >KeHLMUHbI,
MakcumanbHo 1,5 mr/geHb. Ha ¢oHe nevyeHusi, ypoBeHb MIOKOKOPTUKOMAOB NIIO4a MOXET NpeBbIaTh CpeaHune
3HaveHusa nokasaTenen B 60 pas.



OcHoBHas npobrnemMa 3aknioyaeTcs B TOM, YTO A4S AOCTWKEHUs adpekTa HaunHaTb Tepanuio Heobxoanmo
Kak MOXHO paHbLue - He no3gHee 6 Hegenu rectauun. B To ke Bpems npoBedeHve npeHaTanbHON ANarHocTukn Ang
YyTOYHeHus nona u Hanuunsa BAOKH y nnoga Bo3amoxHo Tonbko Ha 9 - 10 Hegene 6epemeHHOCTU. [1oaToMy neyveHne
BbICOKMMMW [03aMWM JeKkCaMeTas3OHa Ha dTanax 3aknagku opraHoB HamnpacHo 6yayT nonydatb 7 n3 8 geten. B
HacTosllee BpemMsi HA KOMMEPYECKON OCHOBE AOCTYNeH MeTo[ onpedeneHns B KpOBU GEepeMEeHHON >XEHLUWHbI
yyacTtka AHK nnoga, xapakrepHoro ans Y-XxpoMocombl ¢ 6ornee paHHMX CPOKOB rectauum, HO Noka 3Ta MeToauka He
BBeJEeHa B MOBCEMECTHYIO NPaKTUKy.

B HacTosLEee BpemMs akTUBHO N3y4atoTCsl HeraTMBHble 3 EKTbI BNMAHUA AeKkcaMeTa3oHa. bbin nokasaH puck
pas3BMTUS aCCOLMMPOBAHHBLIX C TMMNEPKOPTUMLM3MOM OCIIOXKHEHWUA MaTepu: recTalMOHHOro caxapHoro amnaberta,
apTepuarnbHON rMnepTeH3nKn, OTEKOB, HAPYLLEHWIA CHa, NpMbaBkM Macchl Tena. B oTHoweHnM nob6o4vHbIX 3dhheKkToB
Ha nnoA uccrnegoBaHMs NPOAOIPKAKTCS, HO e Oblno nokasaHo BnvsiHme Ha LIHC, pacnpegeneHue XuposoWn
KnetyaTky, OYHKUUIO HAAMOYEeYHUKOB U MOMXENyOOYHOM Xenesbl B paMkax (peTanbHOro nporpammMmuMpoBaHus U
AMUreHeTUYECKNX N3MEHEHUN.

Heobxognumo otmeTuTh, YTO B Poccun cyllecTByeT MHeHuWe, YTO JeKkcameTasoH crnocobeH npefoTBpaTuTb
Bupunmsaumnio HIMNO y AeBoyek B pesynbTarte HMBENMUMPOBAHUS AEWCTBUA MaTEPUHCKUX aHAPOreHoB, No3Tomy
Hepeako JdeKkcameTasoH HasHavaeTcs O6epeMeHHbIM >XeHWMHam ¢ Heknaccudeckon BIOKH. OpgHako AaHHble
nccnegoBaHWi He NOATBEPXKOAKT BO3MOXHOCTb MPOXOXAEHUSA MaTEPUHCKMX aHAPOreHOB Yepes MaueHTy U KX
HeraTMBHOE BNunsiHWe Ha nnopA. [o3ToMy AekcameTasoH™™ oMYCTUM K MPUMEHEHMIO Y GepeMEeHHbIX XEHLLMH NnLb
ANa Tex pegkvx criyyaes, Korga nogo3peBaeTcs Hanuune Tsxkenbix knaccuydeckmx opm BOKH y camoro pebeHka.
MMeHHO nNoaTomy B HacTosiLLee BpeMs He peKOMeHAYeTCS NPOBOAWTL NPeHaTanbHyo Tepannio gekcameTasoHoM™™
B PYTUHHOMN MpakTuke, a AeKcaMeTa3OoH OTHOCUTCH K HexenaTenbHbIM npenapaTtam ansa nedexHus nobon opmel
BOKH Bo Bpemsi 6epemeHHocTn [132 - 143].

4. MeauuuHckasa peabunurauus U CcaHaTOPHO-KypOPTHOe neyvyeHue, MeAULMHCKUME MNOoKa3aHus W
NPOTUBOMNOKa3aHUA K NPMMEHEHUI0 MEeTOAOB MeAULIMHCKOW peabunutaumu, B TOM YMCIe OCHOBAHHbIX Ha
MCMNONb30BaHMU NPUPOAHbIX Ne4ebHbIX hakTopoB

- Mpepnaraetcsa naumeHtam ¢ BOKH, umerowmm ncuxocoumaneHble npobnembl BCNeacTBME MaTonoruu
MonoBoro passuTusl, obpallaTbCs K akcnepTam, CneLumManm3mpyowmuMcs Ha 4aHHoN Ho3onorum [144 - 170].

YpoBeHb y6eamTensHOCT pekoMeHaauuii B (ypoBeHb JOCTOBEPHOCTU J0Ka3aTenbCTB - 3)

KommeHTapun: OCHOBHOW BoMpoc peabunutauum B3pocnbix nauueHtoB ¢ BOKH cBaAsaH ¢ ux
ncuxocoumansHbIMK npobnemamu, kak npu niobom 3abonesaHnn, CBA3aHHOM C NATONOrMen NONoBOro passuTus. B
naeane, KOHCyNbTUPOBaHWE OOMKHO NPOBOAMTLCS OMNbITHLIMY B AAHHOW 06nacTu cneuuanmcTamm.

46 XX naumeHtam ¢ BOKH 1 nx cembsim MmoxeT noTpeboBaTbCA NOMOLLb B peLleHUn Taknx cneundmnyHbIX ans
naTonorMm NofioBoro pa3smTus npobnem, kak: 1) MmeguumMHckoe obyyeHne cemMbi, KOHCYNbTMPOBaHME No BONpocamM
MCMXoCcoLMarnbHOro NPOrHO3a; 2) yCcTaHOBMEHWe norna B Cnyvae BblpaXeHHOW BUpunusauun; 3) NpuHATME peLleHns
no npoBeAeHM0 PEMMHUIUPYIOLLIEN MIACTKN FTEHUTanMi B paHHEM AETCTBE; 4) ncuxocounansHas aKkcnepTnsa ansi
YCTaHOBMEHUSA MOMa U KOHCYNbTMPOBaHWE MO BOMPOCY CMeEHbI nona B fioboM BO3pacTe npu HanmmMuum xenaHus
nawumeHTa Kak C )XEHCKOIo Ha MY>KCKOW, Tak U C MY>XCKOIO Ha >KEHCKMIN, XOTS Takue CUTyauumn KpanHe pegku.

[ononHuTernbHble BOMNPOCHI, CneunguyHbie And natonorMm nonoBoro pasBUTUSA, BKIIOYAKOT MOAFOTOBKY K
onepaumu, OLEeHKY He TUMMYHOro A5 JaHHOro Nona noBeAeHus, coumnanbHyo agantaunio, 6u- n romocekcyarnbHy
HanpaBneHHOCTb (KOTopasi HECKOMNbKO Bbiwe Yy xeHwuH ¢ BOKH, HO Bce paBHO BCTpevaeTcs peako), BONpOCHI
ceKkcyanbHOWM OyHKUMM 1 0BLLEero kavyecTBa XU3HUW, Takke, Kak U NOMOLLb B adanTaumm naumMeHToB Npu NposiBrieHnm
nobonNbITCTBa CO CTOPOHbI POACTBEHHMKOB, CBEPCTHMKOB UMK MOMOBbLIX NApTHEPOB M3-38 HETUMUYHOTO CTPOEHWS
Tena.

MaumeHnTbl ¢ BOKH mMoryT Takke nmeTb NcuxocoumanbHble U NcnxnaTpuyeckne npobrembl, He CBsI3aHHbIE C
OCHOBHbIM 3a00neBaHNeEM, KOTOPbIE MOTYT peluaTbes B 06LeM nopsigke ncuxmaTtpamu [144 - 170].

5. MpodmnakTnka n gucnaHcepHoe HabnroaeHue, MeOQULMHCKME NMOKa3aHUs U NMPOTUBOMNOKa3aHMUA K
NPUMeHEHUI0 MeToA0B NPoUNaKTUKN

5.1 MpodunakTuka n gucnaHcepHoe HabnaeHWe y B3pOChbiX NaLMeHTOB C Kraccuyeckumm chopmamm
AedmunTa 21-rugpokcunassol.



- PexomeHnayeTcs He pexe 1 pasa B rog BCEM NauMeHTam nNpoBoauTb obcrnenoBaHme Anst YTOYHEHUS CTEeNneHu
KoMneHcaumm 3abonesaHus. [incnaHcepHoe HabnogeHne NpoBoANTCSA BpavyoM-3HAOKpMHoNorom [1, 2, 54, 55, 85,
171 - 174].

YpoBeHb ybeantenbHOCTU pekoMmeHaaumi C (ypoBeHb JOCTOBEPHOCTM AOKa3aTENbLCTB - 5)

- C uenblo OUEHKM CTENeHM KOMMeHcauun pekoMeHOyeTCqd MpPOBOAUMTL WCCredoBaHWe YpPOBHEW
aHgpocTeHamoHa (A09.05.146), 170HP (A09.05.139), tectocTtepoHa (A09.05.078) B kpoBM BCEM MaumMeHTam C
BUpUNbHON 1 conbTepstoen popmamm BIKH, a Takke akTMBHOCTM peHnHa nnaambl (A09.05.120.001) nnu npsimMoro
peHuHa (A09.05.121) (Tonbko naumeHTam ¢ conbTepstowen copmon) [1, 2, 54, 55, 85, 171 - 174].

YpoBeHb ybeantenbHOCTU pekoMmeHaaumi C (ypoBeHb JOCTOBEPHOCTM AOKa3aTENbLCTB - 5)

KommeHTapuun: gns oueHkn addeKTMBHOCTM rritokoKopTukongHon Tepanuu BIOKH B HacToswee Bpems
Hambonee 4yacTo B MMpe WUCMOMb3ylTCs TPU nokasaTtens: aHgpocteHamoH, 170HP n TecTtocTepoH, KOoTopble
HeobxooMMO uccneaoBaTth paHo YTPOM HaToLLak, Ao NpueMa npenapartos. [lonycTumo Takke npoBeAeHne aHanmaa
yepes 2 4 nocrne npuema npenapartoB. NpegnodTuTenbHbI NadopaTopHbIi METOA onpeneneHns ropMoHanbHbIX
nokasaTenem - >KMOKOCTHass TaHOeMHas Macc-cnektpometpus, wmetonq WA paet OGonble 4ucno
NOXHOMOMNOXUTENbHbIX pe3ynbtatoB. WMamepeHne AKTI He saBnsetca HeobxooumbiM Ans  onpeaeneHus
OnarHoCTMYecKkon nnm nevyebHom TakTukm y nauymeHtoB ¢ BJKH. B kayecTBe HOBOro Metoaa OLIEHKU KOMMeHcaumm y
NauMeHTOB, HaXOAALWMXCA Ha Tepanum rmapoKOPTM3OHOM, B HACTOsILLIEE BPEMS U3YHaETCs CYTOYHbIA MOHUTOPUHT
YPOBHS KOPTU30ria, OO4HAKO MoKa 3TO He BHEAPEHO B PYTUHHYIO NPakTuKy [174].

Y XEeHLMH C COXpaHeHHbIM MEHCTPyaribHbIM LUMKIIOM MCCrefoBaHue XenaTenbHO NPOBOAUTbL B PaHHIO0
donnunKynsapHyto casy, npy npmeme KOMOUHMPOBaHHbIX oparnbHbiX kKoHTpauenTueoB (KMK) - Ha 3 - 4 geHb unkna (oo
Havyana HoBon ynakoBku KI'K ons ucknoyeHns nepekpecTHon peakuun), Ha ooHe ameHopew - B niobon gexsb [1, 2].

Y MyX4nH guvHamunyeckoe HabnigeHue OCMOXHSeTCs TeM, YTO YPOBEHb TECTOCTEpPOHA, B OCHOBHOM,
OTpaxaeT roHadHyl, a He HaAno4YeYHMKOBYH) MPOOYKUMIO U MOSTOMY He MO3BOMSET adeKBaTHO OLEHUTb
KoMneHcauuto 3aboneBaHnsi. My>xunHbl ¢ ANUTENBHON AeKOMMNeHcaunemn nnm o6 beMHbIMU 06pa3oBaHNAMM B ANYKaX
N3 ocTaToyHOM HagnoveyHukoBon TkaHu (TART), MOryT MMETb HU3KUN YPOBEHb TECTOCTEPOHA M3-32 CHUXEHMS
dyHKUMM kneTok Jlengura. MoaTomy rnaBHbIMU Mapkepamu CTaHOBSATCS YPOBHU aHApocTeHanoHa n 170HP, a Takke
COOTHOLLEHME YPOBHEN aHApPOCTeHAMOHa u TectocTepoHa. OTHOWeEeHne aHApOCTEHAMOH/TecTocTepoH meHee 0,5
XapakTepHO A5 300POBbIX MY>XYMNH, COOTHOLLEHWE Bonee 2 roBOPUT O HEYAOBNETBOPUTENBHOM KoMneHcauun BOKH
WU rMNepnpoaykuMm HaAno4YeYHUKOBbIX aHgporeHoB [54, 55, 171]. JononHutenbHbIM MeTogoM obGcrnenoBaHus
SABNSAETCA onpedeneHne roHagoTPOMUHOB. Y  MYXYMH  CHWXKEHHbI YPOBEHb TFOHAZOTPOMUHOB  MOXET
cBMOEeTENbCTBOBAThL O 6ecnnoamm y naumeHToB, NOBbILWEHHbIV ypoBeHb PCIT roBopuT 0 HEOOCTATOUYHOCTU PYHKLNN
sim4ek, ocobeHHo npu Hanuyuum TART.

Mo MHeHUo GoNbLUMHCTBA CNELNanMcToB B HACTOsILLEE BPEMS OTCYTCTBYIOT YETKMNE NabopaTopHbIE KpUTEPUM
KoMneHcauumm 3aboneBanus. Cuntaetcs HelenecoobpasHbiM NonHoe nogaerneHne ypoeHA 170HP, T.k. ons atoro
TpebyeTcs npuem cynpadum3nonorMyeckmx o3 rMioKOKOPTUKOMAHBIX NpenapaToB, KOTOPble BbI3bIBAOT NOOGOYHbIE
acbdekTbl. KomneHcnpoBaHHble naumeHTsl ¢ BAKH o6bl4HO umetoT ypoBeHb 170HP Ha BepxHel rpaHuue HOpMbI
WU YMEPEHHO MOBbLILLIEHHOE 3HA4YeHue. YPOBEHb aHAPOCTEHMAMOHA OOSMKEeH OblTb B npeaenax pedepeHCHbIX
3Ha4yeHun Onsi nona u Bo3pacTta. B otaenbHbIX crnyvasx (Hanpumep, Npu NAaHUPOBaHUM GepemMeHHOCTU unn B
cny4vae Hanmuua TART y MyxudnH) BblOMpatoTcs nHAMBMAyanbHble Lenesble nokasatenu. [ns xxeHwwuH ¢ BOKH,
KOTOpble MNMAHUPYIOT GEepeMeHHOCTb, Ha (OOHEe MNPOBOAMMONM Tepanuu LenecoobpasHo AOCTUXKEHWE YPOBHSA
nporectepoHa B ponnukynsapHyto gasy uukna meHee 0,6 Hr/mn (MeHee 2 HMonb/n) [85, 172, 173].

Mpn HeobxoQMMOCTU MPUMEHEHUS MUHEparioKOPTUKOMAOB Npu conbTepsiowen dopme 3abonesaHus
HeobxoamMmo nogaepxmeaTtb ypoBeHb AP, peHuHa Ha BepxHew rpaHuue HOpMbl UMW NOBbILIEHHbIM, HO He Bonee
YeMm B 2 pasa. [pu aTOM, NokasaTenu Kanus, HaTpus KPOBY AOMKHbI ObiTh B Npedenax pedepeHCHOro nHTepeana.
CneayeT NOMHUTB, 4YTO ¢ Bo3pacTom notpebHocTb B MK cHukaeTcs, 1 go3a npenaparta MOXET KOPPEeKTMPOBaTbCS
(tabn. 7) [85, 173].

- [Mpwn BbISBAEHUN AeKOMNeHcauun unn nepenosnposky MK, noMMMo Koppekuuu Tepanuu, pekomeHayeTcs
Takke npoBecTun JoobcnenoBaHve (B paMmkax JUHaMUYECKOro HabnoaeHUs ) Ha NpeaMeT OCNOXHEHUIA, XapaKTePHbIX
ONd rmnepaHgporeHun unu runepkopTuumama [18, 85, 86, 175 - 184].

YpoBeHb yoeanTensHOCTU pekoMmeHaaumii C (ypoBeHb JOCTOBEPHOCTM A0Ka3aTENbLCTB - 5)

KommeHTapuu: cMm. pasgen "OucnaHcepHoe HabniogeHne 1 MOHUTOPUHT OCIOXHEHURA",
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Tabnuua 7. JlabopaTopHble nokasaTtenu, UCnonb3yemMble A4S ANCNAaHCEPHOro, AnHaMmu4eckoro HabnoageHus
3a naumeHtamn ¢ BOKH

MaumeHTbl ¢ NaGopaTopHble MeToabl UCCreaoBaHMS LleneBble ypoBHU
BOKH

O6a nona OnpegeneHve peHWHOBOW aKTUMBHOCTU nna3mbl | [oBLILLEHNE MEHEE 2-X HOPM
kposu A09.05.120.001
OnpepeneHune npsiMoro peHunHa kposn A09.05.121

WccnepnoBaHne ypoBHS kanus B kposu A09.05.031 | PU

WccnegoBaHne  ypoBHA  HaTpua B Kposu | PU
A09.05.030

WccnenoBaHne ypoBHA obOLlero TectoctepoHa B | PU
kposn A09.05.078

VMiccnegoBaHue ypoBHS aHOpOCTEHANOHa B Kposu | PA

A09.05.146

UccneposaHue YPOBHSA rnobynuHa, | Heobxogum ans pac4yeta
CBA3bIBAKOLLEro MOfoBble FOPMOHBLI, B KpOBW | CBOGOAHON dpakuun
A09.05.160 TecTocTepoHa

WcecnepoBaHue ypoBHA 17-rugpokcunporectepoHa | MNMokasatens B PU, kak npasuno,
B kpoBn A09.05.139 cBnaeTenbLcTByeT o]
nepegosuposke KC

My>X4YmHbI VMccnegoBaHne ypoBHS oOuliero TtectoctepoHa B |[pu 3Ha4YeHmnsaX BHe PU

kposu A09.05.078 uenecoobpasHa oLieHKa
CcoBMecCTHO ¢ ypoBHsmu JIIT, ®CI,
aHapocTeHAMOHA

WccneposaHne  ypoBHA  moTeuHusmpyouwlero [BHe PW cBuaeTenbCTBYOT O
ropMoHa B CbiBOpoTKe kpoBu A09.05.131 | nnioxoM koHTpone 3aboneBaHus
WccneposaHue YPOBHS
PONNMKYNOCTUMYNUPYIOLLErO ropmMoHa B
cbiBOpoTKe Kposu A09.05.132

CooTHolleHne ypoBHen | <= 0,5
aHAPOCTEHANOH/TECTOCTEPOH

Cnepmorpamma B03.053.002 Mokazatenn [OOMKHbI ObITb B
npegenax PW pgnsa  300poBbix
MYXXYMH

XKeHwuHbl | ViccnepoBaHue ypoBHA nporecTepoHa B kposw | LleneBon ypoBeHb <= 0,6 Hr/mn (2
(dponnukynspHasa ¢pasa) A09.05.153 HMONbL/N)  Npy  NNaHUPOBaHUU
6epemMeHHOCTU\

5.2 lucnaHcepHoe HabnaeHNne U MOHUTOPUHT OCITIOXKHEeHUN

BeneHvne nauueHTOB C Knaccuyeckumu dopmammn fgeduumta 21-rugpokcunasbl TpeGyeT HenpepbiBHOIO
noadepXaHusi paBHOBECUS] MeXAy W3ObITKOM aHOPOreHOB U M3ObLITKOM 3K30reHHbiX K, [obutbcsi KOTOporo B
KIMMHUYECKOW NpakTvke GblBaeT JOBOMbHO HEMPOCTO. [oaToMy Heo6X0aMM TLLATESbHbIE MOHUTOPUHI OCIIOXKHEHWI
1 NMOCNEeACTBUI Kak camoro 3aboreBaHusi, Tak U ero fieyeHust.
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- PekomeHpyeTca npoBoaMTb CO BCEMM MaUMeHTaMu C Krnaccuyeckumun dopmamu geduumta  21-
rMapokcunasel npodwunakrmyeckne 6ecedbl O 300pOBOM 00pase KWM3HW, C LeNbio MOTUMBMPOBKM NOAdepKaHus
HOPMarnbHOro MHAEKCa Macchbl Tena, BO nsbexaHne pasBuTMa mMeTabonmyeckoro CMHAPOMA W CBA3AHHBIX C HUM
ocnoxHeHun [18, 85, 86, 175 - 179].

YpoBeHb ybeantenbHoOCTU pekomeHaaumn C (ypoBeHb JOCTOBEPHOCTM AOKA3aTENLCTB - 4)

KommeHTapun: komnnekc meTabonuueckmx Hapywenuin npy BOKH BecbMa wupok. [MOMMMO OCHOBHbIX
NobOYHbIX SBMEHWIA, BO3HMKAIOLWMX Npy nepedo3upoBke K, Takmx kak oxupeHue, apTepuarnbHas rvnepTeH3us,
ONCrnnuaemMmsl, MHCYNMHOPE3MCTEHTHOCTb U HapyLLeHWs yrineBogHoro oomeHa, npu BAKH Ha opraHvMam naumeHTa
BNUSIOT TaKKe WU AOMOMHUTENbHbIE (PaKTOPbl: rMNnepaHaporeHus, rmnoroHagnaM, a Takke agpeHomenynnspHas
HegocTaToyHOCTb (puc. 4). [loaToMy B pamkax exerogHoro AuMcnaHcepHoro obcnefoBaHMsi Bce MNaUMEHTbI
Hy>K4alTcs B 00y4eHUn npuHUunam 340poBOro NMTaHUSa 1 300pOoBOro obpasa XU3HKU C Knaccudyeckumm chopmamm
aeduumta 21-rmgpokcmnassl, koHTpone Al u maccel Tena (puc. 3) [18, 85, 86, 175 - 179].

PucyHok 3. MNaToreHe3 MmeTabonnM4eckMx HapyLLEeHWI NpuY Knaccudeckmnx dhopmax gecpmumra 21-rugpokcmnasbl

Anpe HOMeAYNNApHaA
HeAOCTATOMHOCTL

funoronaausm | I fMnepkopTULM3IM l l r*‘ll'lepacr}xlli?;reuuﬂ

MMnepuHcynuHemna/
1 MHCYNHUHOPE3IUCTEHTHOCTL

Oxunpenne

L Y

JHAOTENMANbHAA
lnepnunugemua | | HIMH/HTT/CQ 2 Twna E l AvChYHKUMA

- PekomeHayeTcs nNpoBoAWUTb PEHTTEHOOEHCUTOMETPUIO BCEM MaLMeHTaM C Kraccuyeckumun copmamu
aeduunta  21-rmgpokcunasbsl BHE 3aBWCMMOCTM OT CTEMEHW KOMMeHcauun npu nepBuYHOM obpalleHuu,
06sa3aTenbHO ee NpoBeAeHME - NPY aHaMHECTUYECKUX AaHHBIX O nepuogax nepeno3nposkun 'KC unm nepeHeceHHbIX
aTpaBMaTu4eckux nepenomax [4, 85, 86, 180 - 184].

YpoBeHb y6eamTensHoCT pekoMeHaaumuii C (ypoBeHb OCTOBEPHOCTU AOKA3aTENbCTB - 4)

KomMeHTapuu: npoBeaeHHble PETPOCMNEKTMBHBIE W KOrOPTHblE UCCNEOOBaHMS B MUpE Mokasanu, 4YTo Yy
B3pocnbix nauveHToB ¢ BAKH no pesynbtatam geHcUTOMETpUM BbISBRANUCL cHuxeHne MK, B ocHOBHOM, A0
CTENneHn OCTEONEHUN 1, B MEHbLLUEWN YacToTe Cry4yaeB, 4O CTENEHM ocTeonopo3a. B yactn pabot 6bino nokasaHo,
YTO CTeneHb NoTepyn KOCTHOW Macchl 3aBUCUT OT cymmapHoin fo3bl KC B TeueHue xunsHu. No gaHHbim OI'BY SHLU
ObINI0 NOKa3aHo, YTO Pa3BUTUE OCTEONEHUYECKOrO CMHAPOMA HE 3aBUCENO OT CTENEHN KOMMNeHcaumm 3aboneBanns
1 o3 npuHnumaembix 'K npenapaTtos, MO3TOMY PEHTIEHOOEHCUTOMETPUIO XXenaTenbHO NPOBOAUTL BCEM NaLNEHTaM
Cc knaccuyeckumu cdopmamm geduvumTta 21-rugpokcmnasbl BHE 3aBUCUMMOCTM OT CTEMEHW KOMMeHcaumm npu
nepeM4yHOM obpalleHun, ecrnv paHee OHa He NpoBoAMNachb, a Janee pelaTtb BOMPOC O YAacTOTE MOHWUTOPMHra
KOCTHOW MMIOTHOCTM B 3aBMCUMOCTU OT MONYYEHHbIX pe3ynbTaToB (He pexe 1 pasa B 5 - 7 net npu oTCYTCTBUU
cHwkeHusa MIMK un yalle npy BbisBNEHUN OCTEONEHNYECKoro cmHgpoma) [4, 85, 86, 180 - 184].

- PexomeHayeTcs NpoBOANTb MHCTPYMEHTanbHble Budyanusupytowme obcnegosanus (Y3WU, MCKT vunu MPT)
HaAno4YeYHNKOB C Lerbio UCKIMYeHNs HoBOOOpa3oBaHUii NnaumMeHTam ¢ knaccuyeckumu dopmamu gedpuuuta 21-
rMApOKCUNasbl, y KOTOPbIX HE yAaeTcs AOCTUYb LieneBblX NoKa3aTenen aHaporeHoB Ha (boHe perynspHoro npvema
TepaneBTudeckux o3 KC, a Takke y naumeHToB C ANUTENbHbIMM 3NM3o4amMu OTMEHbl Tepanuu wunm
HeyaoBNeTBOPUTENBLHON KOMNeHcaumen 3abonesaHus [4, 185 - 188].

YpoBeHb yoeanTensHOCTU pekoMmeHaaumii C (ypoBeHb JOCTOBEPHOCTM A0Ka3aTENbCTB - 5)



KomMeHTapuu: y B3poCnbIX NaUMEHTOB C Knaccudeckumn popmamm gecuumta 21-ruapokcmnasbl No AaHHbIM
KT goctaToyHo 4acTo BbISBMASKTCA OOHO- MW ABYCTOPOHHME JODpOoKavyecTBEHHbIE 0Opa3oBaHWs HagMmOYeYHNKOB.
LleneHanpaBneHHbIA CKPUHWHI MOgobOHbIX obpa3oBaHuii 0bblMHO TpebyeTcsa TOMbKO MpW HanmuMuuuM AnUTENbHON
OEeKoMMeHcaumm, Tak Kak OHM MOryT JOCTUraTb 3HauMTenbHbIX pa3mepoB. [Npy HasHayveHun agekBaTHbIX 03 [K
OTMEYaeTCd YMEHbLUEHWE pa3MepoB OMyxorien, Xupypruyeckoe neyeHne o0ObIMHO He nposoauTcs. [lpu
yOOBMNETBOPUTENBHON KOMMEHCAUMM B MPOBEAEHUN CKPUHUHIa HeT HeobxooumMocTu, Tak Kak obpasoBaHus
HebonbLUMX pa3MepoB HE UMEIOT KITMHUYECKOro 3HaveHus [4, 185 - 188].

- PexomeHayeTtca npoBoantb Y3W opraHoOB MOLLOHKM Y MYX4YMH C Knaccuyecknumun coopmamn aeduumta 21-
rmapokcmnasbl C Lerbto BbiSiB1eHMS 06pa3oBaHns Su4eKk N3 octaTouHOM HagnoveyHnkoBon TkaHn TART [54, 56, 58,
60 - 64, 171, 189, 190].

YpoBeHb y6eamTensHoCT pekoMmeHaaumuin C (ypoBeHb 4OCTOBEPHOCTY AOKA3aTENbCTB - 4)

KommeHTapuu: gobpokayectBeHHble 06pa3oBaHus SIMYEK M3 OCTaTOYHOM HagnoveyHunkoBow TkaHu (TART,
testicular adrenal rest tumors) Bctpevatotca y 21 - 28% MyX4nH C knaccumdeckumun copmamu geduunta 21-
rMAPOKCUNasbl, NpyW ANMTENbHOW AekoMmneHcauun 3saboneBaHuWs OHM MOTyT gocTuratb 60MbLINX pasmepos,
CAaBnuBaTb TKaHb AWMYEK M MPUBOAMTbL K TMNOroHagmsmy n Gecnnogmio. B knvHWYeckow npakTuke BO3MOXHa
owmboyHasa NnocTaHOBKa AuarHo3a paka sinyek u nposegeHne HeobOCHOBaHHLIX onepauni y Takmx naumeHTos. B
oTnuyMe OT paka audek, kak npaeuno, TART - 9To ABYCTOpPOHHME OOpas3oBaHWs, WMeloWmne TEeHAEHLUMIO K
YMeHbLUEHWI0 Ha doHe uHTeHcudmkaumm 'K Tepanuu. Beissnsiotca TART nubo nanbnaTtopHO npu ocmoTtpe, nnbo
Ha Y3W. JononHutenbHblM MeToAoM Budyanusumm cnyxmt MPT opraHoB mowoHku. Ecnu Ha doHe goctmkeHus
koMneHcaumm 3abonesaHus, pasmepbl TART He U3MEHAIOTCH, PeKoMeHAyeTCs MpOBEeAeHWe KpUMOKOHCepBaLuuu
cnepmbl. OueHka penpoayKTUBHOW (DYHKLMM Y MY>XYMH Heobxoamma B cnyvasx obpalieHns no nosogdy 6ecnnogus
nnbo Npu ANUTENbHOM AeKkoMneHcauun 3aboneBaHusi. MyxumHam c knaccudeckumn cdopmamm BOKH, nomumo
3HOOKpUMHoIora, TpebyeTcsa HabnogeHune yponora [54, 56, 58, 60 - 64, 171, 189, 190].

- PekomeHayeTcs XeHwmHaM ¢ knaccudeckumn popmammn BOKH nposognts Y3WM opraHoB marnoro tasa npu
nogo3peHmn Ha OART unu gpyrux onyxonen sm4Hukos - MPT opraHoB manoro Tasa. [65 - 69, 191 - 196].

YpoBeHb ybeautenbHoCTM pekoMmeHaaumn C (ypoBeHb AOCTOBEPHOCTY A0Ka3aTeNbCTs - 4)

KomMMeHTapuu: y XeHWMH ¢ Knaccuyeckummn cpopmammn gecpmumta 21-rugpokcunasbl npu nobor ctenexHn
KOMNeHcaumm HabnaanTca HapyLeHns MEHCTPYarnbHOro Uukna - y 64 - 68% >eHLmH npu conbTepsowen ny 55
- 75% - npw BupunbHon copme. Hepeagko npu 06CNefoOBaHUM TaKMX XEHLUMH BbISBASIOTCH YNbTPa3BYKOBblE
NPU3HaKN NONMUKUCTO3HbIX AndHKKoB. Mpu BJKH B naTtoreHese popmMmnpoBaHns NOMMKUCTO3HbIX AUYHUKOB Y4acTBYIOT
WHCYNNHOPE3NCTEHTHOCTb, OXMpEHWe, a Takke BbICOKasd cekpeuus aHaporeHoB. B pspge cnydvaeB ypaetcs
OOCTUIHYTb HOpManu3aumu Lukna ¢ nomoLbo nHteHcudukaumm MK tepanum, ogHako npu ee Hea@HEeKTUBHOCTH
WKW NOSIBNEHUN NPU3HAKOB ATPOrEHHOro rmnepkopTuumMama K Tepanum pekomeHayeTca obaBuTb nporectareHbl u
3CTpOreHbl (PUKCMPOBaHHbIE KOMOVHALMK).

B nutepaType onucaHbl cry4an BbiBIEHNst 00pa3oBaHUM B SMYHMKAX M3 OCTATOYHON TKaHU HaaMoO4YeYHMKOB
(OART, ovarian adrenal rest tumors), aHanornyHbiM no ctpoeHnto ¢ TART. Vx yactota meHee 0,1% cpeamn Bcex
obpasoBaHnii  aunyHukoB. [lpegnonaraetcd, 4to OART uvawe BO3HWKAET Yy MNAUWEHTOK C ANUTENBHON
AexkomneHcauven BOKH. MPT manoro Tasa sBnsetca 30MnoTbiM CTaHOapToOM AONS YTOYHEHUS pasMepoB U
nokanmsaumm o6beMHbIX 006pa3oBaHM ANYHUKOB. B MUpoOBOI NuTepaType onucaHbl €ANHUYHBIE Cly4an cCodeTaHus
OART u BOKH, paHHAs ux guarHoCcTuka y 4acTu NaumMeHToK No3BOMSsiET MPOBOAUTL OPraHOCOXpaHstLLne onepaLmu,
yTo, 6E3yCnoBHO, BaXHO Afs MX KayecTBa XXM3HU W COXPAHEHWUs] MEHCTpPyarbHOW WM OeTOPOOHOW (YHKUUN.
>KeHwmHam ¢ knaccmyeckummn oopmamu BIKH, noMvmMo sHOoKpuHonora, TpebyeTcsa HabntogeHme ruHekorora [65 -
69, 191 - 196].

Ha pucyHke 4 npencTtaBneH CXxeMaTuyHbI nnaH obcnefoBaHns M AMHAMUYECKOro HabnogeHus B3poCIibIX
nauneHToB C Knaccuyecknmun popmamum gecpmumta 21-rugpokcunasbl B 3aBUCUMOCTU OT CTENEeHU KoMneHcaumn. Kak
BMAHO U3 yKka3aHHOW cxeMbl, psag nccnegoanun (KT nnu MPT HagnovedHukoB, Y3W anyek) HeobxogmmMo npoBoauTb
TONbKO MpY AeKoMneHcaumm 3aboneBaHusi, B TO BPEMS KaK aKTUBHOE BbISIBIIEHWE MEeTaboNmMueckmx HapyLieHun,
OLeHKa MUHeparbHOW KOCTHOW MMOTHOCTU, a Takke penpoayKTUBHOM OYHKLMK Y KEHLLUH HeobXxoaumbl npu nobon
cTeneHn KomneHcaumn 3aboneBaHus.

PucyHok 4. AnHamuyeckoe HabnogeHve 3a B3pocbiMY NauMeHTaMm ¢ Knaccmyeckumm oopmamum gedumumra
21-rngpokcunasbl



Nepeposnposka K Komnexcayua [lexkomnencayna

A 1

+ Merabonuueckue HapyweHua + OBbeMmHble 06pa30saHMs
« PenpoyKTueHan GYHKUMA Y KEeHIWMH B HaANOYeyHUKax
+ PenTreHofieHCHTOMETPHA « PenpoflyKTHBHAA GYHKUMA Y MYKUUH

MpodbmnakTrka n gucnaHcepHoe HabnaeHNe y B3pOCIbIX NaLMEeHTOB C HeKnaccuyeckummn dpopmamm
aedumumTa 21-rugpokcunasbl

- PexomeHayeTcs naumeHTkam ¢ Heknaccuyeckon gopmon BIKH B cnydae BbipaXkeHHOW runepaHgporeHmm
npu npueme Tepanuu K npoBoauTb gucnaHcepHoe HabnogeHne aHamnorMyHo MnauMeHTKam C KIacCUYeCKUMU
¢dopmamun BAKH [17, 29, 95, 96, 98 - 100].

YpoBeHb ybeautenbHoCTM pekoMmeHaaumn C (ypoBeHb AOCTOBEPHOCTU A0Ka3aTeNbCTB - 5)

KoMmeHTapuu: B OTNn4YmMe OT Krnaccmyeckmx bopm gedpuumrta 21-rugpokcunasbl, npu Heknaccnveckom oopme
He cyLLecTBYeT OOLLENPUHSTLIX pEKOMEHAAL MM N0 AMHAMUYECKOMY HabMO4EHNIO U OLEHKE CTEMNEHN KOMMNEHcaLmm
3aboneBaHus.

BHe nnaHnpoBaHus 6epeMeHHOCTM U NPy yMEPEHHOW rMnepaHaporeHnu, Koraa B ka4ecTBe OCHOBHOMO MeToaa
neveHusi Bblbupaetca KK w/vnu aHTMaHgporeHHasi Tepanws, Takue nauuMeHTKM oO6blMHO He HabnogatTcst
SHOOKpUHONOramu, a AanbHenllee HabnogeHne 1 KOPPEKLUMIO Tepanum NPpoBOAUT MMHEKOOT.

Y BornbHbIX C TSXKENOW rmnepaHaporeHnen n Bbibope B Nonb3y AnutenbHon MK Tepanum HabnogeHne AomkHO
NPOBOAUTBLCS aHanornyHo knaccuyeckum ¢opmam BIOKH. OueHka komneHcauun 3aboneBaHus MNpOBOAUTCA
KNMMHU4Yeckn (uenesble 3HayeHus nabopaTopHbIx nokasartenewn, Taknx kak 170OHP, TectocTepoH 1 aHOPOCTEHAMNOH,
A0 cux nop He paspaboTaHbl). [lpy MNOABNEHUN KIAMHUYECKUX MNPU3HAKOB HATPOrEHHOrO ruvnepkopTvumama
HeobxoamMmo npoBefeHne goobcnenoBaHns ANs BbisBNEHUS MeTabonuyeckmx HapyweHun n cHmkeHns MIK [17,
29, 95, 96, 98 - 100].

Mpodunaktnka  n  AucnancepHoe  Habniopenne  y  B3POCNbIX  NaUMeHTOB ¢
nedmumtom 11P-runpoxcunaser

- [ins oueHkM KoMmMeHcauumn 3aboneBaHus y NauneHToB ¢ 4eULUTOM 11B-runpokcuassl pekomeHayeTcs
NPOBOAMTL KOMMIEKCHOE OnpeAeneHne KOHLEHTpauuu CTepouaHbiX FOPMOHOB METOAOM TaHOEMHOW Macc-
CNEKTPOMETPUU C nccnegoBaHneM ypoBHs 11-ae3okcukopTukocTepoHa B kposm (A09.05.141) [197 - 200].

YpoBeHb ybeautenbHoCcTM pekoMmeHaaumn C (ypoBeHb AOCTOBEPHOCTY A0Ka3aTenbCTs - 5)

KommeHTapumu: Tak e, Kak U Mnpu Krnaccuyeckux copmax peduumuta 21-ruapokcunasbl, HabnogeHue

nauneHToB ¢ AeULUTOM 11B-runpoxcuiasel HanpaeneHo Ha noabop agekBaTHOM f03bl 'K, OLLeHKY KoMMNeHcaumm
1 BbISIBIIEHNE OCMNOXHEHWI NOXN3HEHHON 3amecTuTenbHom K Tepanun. OgHako B CBSA3M C peAKo BCTPEYaEMOCTbIO
® BOKH guHamuyeckoe HabniogeHue v oueHka KoMneHcaumm nNpeacTaBnsaeT CrnoxHyo 3agadvy. [leno B ToM, 4to
COrnacHoO MexayHapoAHbIM peKoOMeHAaUUsaM, KOHTPOb HE06X0AMMO NPOBOANTE MO YPOBHIO 11-4€30KCUKOPTU30Na,
B TO BpeMs KaK 3TOT MapKep He uccrneayetcs B PYTUHHOW npakTuke. [1oatomy npy HEOBXOAMMOCTU KOppeKuun
Tepanun 1 YTOYHEHUS CTeneHn KOMMeHCauun peKkoMeHAyeTCs HanpasnsaTb Takux MaumeHToB B dpedepanbHble
LEeHTpbl 9HAOKPUHONOMMYECKOro Npodunsi, rae BO3MOXHO NpoBeeHMUe KOMMNEKCHOro onpeaeneHns KoHUeHTpaumum
CTEPOUHbIX FOPMOHOB METOAOM TaHAEMHOW MacC-CnekTpOMEeTPUMN.

Cyautb 0 komneHcauuun Md BOKH MoXxHO No KOCBEeHHbIM AaHHbIM. [1py Ha3HayeHun HegocTaTouHom o3kl K
OTMEeYaeTCs MOBbLILEHMNE YPOBHSA aHOPOCTEHAMOHA M TECTOCTEPOHA (Y MYXYMH OLEHKa NPOBOAUTCHA TOSBKO MO
YPOBHIO aHOPOCTEHAMOHA), CHMkKaeTcs ypoBeHb API (peHuHa), kanus. B knMHMYECKOn KapTUHe perncrpupyeTcs
noBbiweHne All, pa3BMTME MaKPOCOCYAUCTLIX OCIIOXHEHUI, @ TakKe NPOSABMSIOTCS NPU3HAKU rMnepaHgporeHnm 1
rmnokopTuLmn3ma.
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[Mpu3HakaMy U3BbITOYHOM Tepanun ABASIOTCA KracCuyeckne NpusHaku runepkopTuLmnsma: yBenmyeHune Beca,
abOoOMMHanbHBIA TUM  OXUPEHWs, MOSIBNEHWE CTPUN, "KNMMakTepuyeckoro ropbuka". JlabopaToOpHO YpPOBHM
TECTOCTEepOHA M aHOPOCTEHAMOHA CHWKEHbl, OTMEYalTCA NMPU3HaKM OUCITMNUAEMUM, HapPYLUEHUSA YrNeBOAHOrO
obmeHa. Mo gaHHbIM AeHCUTOMETpUM NosBATCA NpudHakm cHkeHns MIK. MosbiweHna Al npu 3TOM MOXeET U
He BbITb, 0aHaKO Yy paga 6onbHbIX Al MOXET COXPaHSATbLCSA B paMKax ATPOreHHOro rmnepkopTuumnsma.

Maumentam ¢ F'd BOKH, kak MuHUMyM, exxerogHo Heobxoammo nposBoauTe obcnegoBaHve y kapauonora, no
nokasanuam npooauTb IOKI, axokapguorpadumio, cytouHoe MoHuTopupoBaHue ALl n K[ ans cBoeBpeMeEHHOM
ONarHOCTMKN U KOPPEKLMN MaKPOCOCYAUCTLIX OcnoxHeHunn Al [197 - 200].

6. OpraHusaums okazaHuss MeEQULIMHCKOMN NOMOLLM

MokasaHusa Ans NaHOBOM rocnuTanu3auum:

1) npoBeAeHWe XMPYPru4ecKkoro neveHus (kak nmpaBuno, nnacTMyeckue onepauum Ha HapyKHbIX MOMOBbIX
opraHax y >eHLUMH, pexe onepatuBHoe nedveHne TART y MyX4uH, yganeHume BTOPUYHBIX HOBOODGpasoBaHWi
HaAMno4Ye4YHMKOB);

2) C Lenblo KoppeKkunn Tepannn, KOMNekKCHOro CKpUuHuHra OCITOXXHEHWI, B cny4yae HeBO3MOXHOCTN OKa3aHuA
cneuwanmsprBaHHon SHAOKpVIHOﬂOFM‘-IeCKOVI MeANLMNHCKOM NOMOLLN B aM6yﬂaT0pHOM nopaagke.

MNokasaHusa AnA 3KCTPeHHOW rocnuTanu3auum:

1) agpeHanoBbIv KpUS.

MNokasaHus K BbiNUcKe NauueHTa U3 ctauMoHapa:

1) [OCTUXKEHME LieneBbIX YPOBHEN aHAPOreHoB, onpeaeneHne TakTUKU NeYEHNs1 OCMOXHEHWI;

2) cTabunbHOEe COCTOSIHME 300POBbS NaLMeHTa U ero reMoaMHaMUYeCcKnx nokasaTenemn B cnyvyae aKCTPEHHON
rocnuTanusauum.

7. QononHuTenbHaa nHcgopmauusa (B ToM yucne ¢akTopbl, BNMAKOLWKE HAa Ucxon 3aboneBaHus unu
COCTOSIHUSA)

BepemeHHocTb npu BOKH.

HabniopgeHue 3a 6epeMeHHbIMM C Knaccuveckumu popmamm gecpumuymta 21-rugpokcunasbil.

- PekomeHpgyeTcsa npu HacTynneHun 6epemeHHocTu npogormkuntb Tepanuio K n MK B Tex xe gosax, yto
npuMeHsnMcb [0 OGepemMeHHoCcTW. YBenundeHve p[o3bl K nokasaHo TONMbKO Mpu  pasBuUTUM  MPU3HAKOB
HaaMno4Ye4YHMKOBOW HeJocTaTodHocTH [172, 201 - 207].

YpoBeHb ybeautenbHoCcTM pekoMmeHaaumn C (ypoBeHb AOCTOBEPHOCTY A0OKa3aTenbCTs - 5)

KommeHTapun: yactota 6epeMeHHOCTEN M PO4OB HU3KA Y KEHLUMH C Kraccudeckummn doopmamu gecpumuuta 21-
rmapoKcunasbl, 0COOEHHO Npu comnbTepsoLllen opme, HECMOTPSA Ha MPOBOAMMOE JleYeHune, HanpaBfieHHOe Ha
BOCCTaHoBrneHne eptunbHOCTU. OCHOBHYIO ponb Npyv 3TOM UMEKT ncuxocoumanbHble ¢akTopbl, Mnroxas
KOMMeHcaunsi 3aboneBaHns, a Takke NocneacTeus HeagekBaTHO nposedeHHon nnactuku HIO. B psge cnyyaes
Aaxe npu apgeksaTHoum Tepanum BOKH pgna HactynneHus 6GepemeHHOCTM HeoBXOAMMO WCMOoNb30BaHue
BCMOMOraTenbHbIX PENPOAYKTUBHBIX TEXHOMNOrMN. Heo6x0AMMO NOMHUTL O FEHETUYECKOM KOHCYIbTMPOBaHUN nap,
ecnun oauH mn3 cynpyroe 6oneH BIKH n pekomeHgoBaTb reHeTUYECKOE MCCNegoBaHME Ha BbISIBIIEHUE MyTaLWn B
reHe CYP21 rmgpokcunassl BTOPOMY Cynpyry.

OcHoBHas CroOXXHOCTb BeeHnNs 6epeMeHHbIX ¢ Knaccuyecknmmn cpopmamm BAKH 3akntoyaeTtcss B TOM, YTO BO
BpeMsi 0epeMEHHOCTM YPOBHU aHOPOrEeHOB MOCTEMNEHHO MOBbLILAKTCA BCNEACTBUE YBENUYEHMSI YPOBHSA CeKc-
CBSI3bIBAOLLIENO M KOPTU30-CBA3bIBAIOLLErO rMobynunHa, NoSTOMY He CyLLEeCTBYET KpUTEPUEB OLLEHKN afeKBAaTHOCTU
Tepanuu.



Koppekuuio Tepanum o6bIMHO NPOBOAAT AMMNUPUYECKU, OCHOBBIBAACh Ha KMMHUYECKOW KapTuHe, yposHe Al
3MNEeKTPOoNnMTax KpPoBM, B CBSA3M C OTCYTCTBMEM FOPMOHArbHbIX KpUTEPMEB OLEHKU KOMMeHcaumn. Cuntaercs, 4To
NoTPeOHOCTb B MMIOKO- U MUHEPaNoOKOPTUKOMAaX BO Bpems 6epeMeHHOCTM pe3ko Bo3pacTtaeT, ocobeHHo Bo Il u I
TPUMECTpe, Korga MOXET pas3BUTbCA AeKOoMreHcauunsa 3aboneBaHua n opTocTtatvyeckast runoteHsms. OgHako B
HeJaBHEM MccneaoBaHUM BbINo NOKa3aHo, YTO B PyTUHHOM npakTuke Ao3bl [K n MK Mornu kak noBbilaTbes, Tak U
cHuxaTtbca. Bo Bpemss poooB pekomeHAOyeTcs BBOAUTb TMAPOKOPTU3OH™ (rMOPOKOPTM3OH CyKUMHAT HaTpus)
napeHTepansHO 50 Mr BHYTPUMbILLEYHO UMM BHYTPUBEHHO, Aanee npu Heo6xoauMOCTM BBEAEHME NMOBTOPSETCS MO
50 mr kaxable 4 - 6 Yacos, C NOCMNeAYILLMM BO3BpaLLEHNEM Ha NepoparnbHbIv NpUeM npenapaToB B TeyeHne 1 - 2
cyTok. Ecnu xeHwmHe npoBoamnack nnactuka HIMO, pekomeHayeTcs pogopaspeLleHne nyTeM KecapeBa CevyeHus
ONs yMeHbLUeHUs TpaBMaTu3auum B pogax [94, 172, 201 - 207].

- Mpn 6epemeHHOCTN He pekomeHAayeTcs npuMeHeHne K npenapaTtoBs, KOTOPblE MPOXOAAT Yepes NnaueHTy,
Takux Kak gekcameTasoH [1, 3, 94, 201].

YpoBeHb ybeantenbHOCTU pekoMmeHaaumi C (ypoBeHb JOCTOBEPHOCTM AOKa3aTeNbLCTB - 5)

KOMMeHTapl/II/IZ AeKcaMeTa3oH He [JOoJmKeH NpuMeHATbCA BO BpeMsA 6epemeHHocw| TaK KaK OH He

NHaKTUBUPYeTCSA (hepMeHTOM NNaLeHThbI 3B-ruApOKCUCTEPOUIIETHAPOTEHA30H 1y g HenameHHOM Buae npoxoauT
B KpoBb nnioaa. OcTanbHble rMoKOKOPTUKOUAbI AOMYCTUMbI K UCMOMb30BaHWUIO NMPU OLLEHKE MOTEeHLMANbHON Nonb3bl
N PUCKOB, B COOTBETCTBUN C TpeBOBaHUAMM opuLmManbHbIX MHCTPYKUMA [1, 3, 94, 201].

HabnopgeHue 3a 6epeMeHHbIMM C HEKNaccuyecknmm cpopmamm gecmumTa 21-rugpokcunasbl

- Pekomenpgyetcs naumeHTkam ¢ HBOKH, nonyyatowmm MK, npu HactynneHmm 6epemMeHHOCTM NPOAOIKNTb
Tepanuio B NpexHunx gosax [1, 3, 29, 99, 208, 209].

YpoBeHb y6eamTensHoCT pekoMeHaaumuii C (ypoBeHb OCTOBEPHOCTY AOKA3aTeNbCTB - 5)

KomMeHTapuu: nauuMeHTKM C MCTOpPMEN HeBblHaWuBaHus, unu Oecnnogus, unum npy HedddeKTMBHOM
koppekuun runepangporeHnama nepesogatca ¢ KK Ha K M OCHOBHbIM KpuTEpUeM KOMMNEHcauuun SBNSeTCs
BOCCTa@HOBIIEHWE CMOHTAHHOW OBYNALUN N HacTynneHne 6epemeHHoCTU. Tak Xe, Kak U Npu Knaccuyeckmx popmax
BOKH, k npumeHeHMIO NpOTMBOMOKa3aH AekcameTasoH. Bonpoc npopomkutensHocTn Tepanum TKC Bo Bpemsi
6epemeHHocTn npy HBAKH - Bonpoc anckytabenbHbIN, Tepanuio NpogormkatoT nmbo B TeveHue 1 TpumecTpa, nnbo
B TeYeHue Bcel bepeMeHHOCTU, NCXOOS U3 ee TeYEHUS.

Y xeHwuH ¢ HBOKH He pekomMmeHOyeTCAa npuMmeHeHue rIoKOKOPTUKONOOB Mpu 6€peMeHHOCTl/I, €CIn OHa
HacTynuna 0e3 nx ncnonb3oBaHus.

PopopaspelueHne NnpoBoaMTCSA NoO OOLWMM akyLLEePCKUM NoKasaHusM. B eHb poaoB XeHLUMHaM, Y KOTOPbIX B
pe3ynbTaTe TecTa C TETPAKO3aKTMAOM BbISIBISNOCH HeaJekBaTHOE MoBbILLeHWe kopTu3ona (MeHee 500 HMonb/n),
HeobxoaMMO BBeAEHUE rMapOKOPTU3oHa napeHTepanbHo. [locne pogoB B NNaHOBOM MOPSiAKE 3HAOKPUHOMOrOM
NPYHUMAETCS peLleHe O HeOOXOAUMOCTU AarnbHEWLIEro neyYeHns naumMeHTkn ¢ nomolsto MK nnm Bo3aMoxHoCTU
NMOCTENeHHOW ero 0OTMEHbI, €Cnun 3To He BbINo caenaHo paxee [1, 3, 29, 99, 103, 208, 209].

KpuTepuu oLeHKM KauecTBa MeAULMHCKON NOMOLLM

N KpuTtepuin kavectBa YpoBeHb YpoBeHb
OOCTOBEpPH | ybeanTensH
ocTn ocTn
JokasaTen | pekomeHaal
bCTB nun
1 BbinonHeHo uccriefoBaHWe YPOBHS aHOPOCTEHAMOHa KpoBWM BceM |3 A

naumeHTam ¢ BUpUnbHOM 1 conbTepstowen dopmont BAKH

2 BbinonHeHo uccnegoBaHue ypoBHs 17-rugpokcunporectepona (17- |3 A
OHP) kpoBu BCeM MauueHTam C BUPWUIIBHOW W CONbTEPSIOLIEN
dopmon BAKH




KoHcynbTaHTlm0C: npumeyaHue.
Hymepauus cTpok faHa B COOTBETCTBMU C OpuLManbHbIM TEKCTOM JOKYMEHTA.

2 BbinonHeHo uccnegoBaHWe YPOBHS TECTOCTEPOHaA KpoOBU BceM |3 A
naumeHTam ¢ BUpUINbHOW 1 conbTepsioLwen dopmor BOKH

3 BbinonHeHo wnccnegoBaHWe akKTUBHOCTU  peHWHa nnasmbl  vnm |3 A
NPSIMOro peHrHa KpoBKM Npu conbTepstowen popme BAOKH

4 BbinonHeHa mynbTUCNMpanbHas KOMMbOTepHas Tomorpadusa vnum |4 A
MPT Hagno4deyHukoB AnNs onpegeneHnss BTOPUYHBIX OO6BEMHbIX
obpasoBaHMi y nauueHToB C knaccudeckumu copmamm BOKH, vy
KOTOpPbIX HE YAaeTcst AOCTUYb LieNeBbIX NokasaTenen aHaporeHos, a
TaKke nNpu anu3ofax ANUTENbHOM AeKOMMeHcaluum B aHamHese Y

nauneHToB

5 BbinonHEeHO ynNbTpa3ByKOBOE WCCNeAoBaHWE OpraHoB MOLLUOHKM |3 A
MY>XKYMH

6 BbinonHeHo ynbTpasByKkoBOE McCCneoBaHMe opraHoB Marnoro Tasa, |3 A

npu nogo3pexHunn Ha OART - MPT opraHoB manoro tasa

7 BbinonHeHo HasHayeHve n/unu Koppekuus 03kl MIOKOKOPTUKONAOB | 2 A
npu knaccudecknx opmax BAOKH, no nokasaHuamm - HBOKH

8 BbinonHeHo HasHayeHue n/vinu KoppeKuus [o3bl | 2 A
MUHEpPaNoKopTUKONO0B Npu conbtepstowen opme BAOKH

9 BeinonHeHa geHcutomeTpusa npu nepBnyHOM obpalueHun, nmbo npm | 4 B
aHaMHeCTMYeCKMX OaHHblX O nepuopax nepenosmpoBkn [KC wnm
nepeHeceHHbIX aTpaBMaTUYECKNX nepenomax
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Mpunoxexne A1

COCTAB
PABOYEM MPYNMbI MO PA3PAGOTKE U MEPECMOTPY
KITMHUYECKUX PEKOMEHOALMM

1. MokpbliweBa Hatanbs N'eoprnesHa, unen-kopp. PAH, o.m.H., npodeccop, Qupektop MHL PO ®I'BY "HMAL
aHgokpuHonormn" MuHsgpasa Poccuu, uneH Poccuiickon accoumnanmm 3HOOKPMHOOMOB.

2. MenbHnyeHko MNannHa AdaHacbeBHa, akagemuk PAH, npodeccop, 4.M.H., 3aMecTuTenb gupekrtopa no
Hay4yHou pabote MHL, P® ®I'bY "HMWL aHgokpuHonorun" MuH3gpasa Poccuu, uneH Poccuinckon accouunaumm
3HOOKPMHOJIOTOB.
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9. AngpeeBa E.H., o.m.H., npodeccop, anpektop NHCTUTYTa penpoayKTMBHOW MeOULMHbBI, 3aB. OTAENeHneM
3HOOKPWHHOM rmMHekonornn, npodeccop kadeapbl aHaokpuHonorun MHLU PO OIbY "HMWL, angokpuHonorun"
MwuHsgpaBa Poccuu, penpoayKTMBHOWM MeauuuHbl 1M xupyprum 6Oy BO "MIMCY wum. A.N. EBpokumora"
MwuH3gpaBa Poccuu, uneH obuwectBa Mo PenpoAyKTMBHOW MeauuuHe U xupypruun, Poccuiickoii accoumaumm
rMHEKONOroB-aHAocKonucToB, Poccuiickon accouuaumm no 3HAoMeTpuosdy, Poccumckoro obuiecTtBa akyllepoB
TMHEKONOroB, MeXA4yHapoAHON accoumaLlmmn akyLlepoB-TMHEKOSOrOB Y 3HAOKPUHOJIOMOB.

10. Yxerosa XK.A., Bpay oTAeneHns 3HAOKPUHHOW rmHekonorum MHL P® ®IBY "HMWL sHaokpuHonorumn"
Munsgpasa Poccun.

11. KanuHyeHko Hatanba HOpbeBHa, K.M.H., Bed. Hay4Hbld COTPYOHUK OTAENeHus TUPeouaonoruu,
penpoayKTUBHOro U comatunyeckoro passutuda ML P® ey "HMWL, sHaokpuHonorun" MuHsgpasa Poccuu.

12. Kum EkaTtepuHa ViropeBHa, Bpay-aHAOKPMHONON, acnmpaHT NHCTUTyTa KnmHnyeckon aHgokpuHonorin ML
P® oI'bY "HMWUL, aHaokpuHonorun" Munagpasa Poccun.

13. ®agees BaneHTuH BukTopoBuy, A4.M.H., Ipodeccop, 3aBeayowunin kadpeapon aHgokpuHonorum N60Y BMNO
"MepBblin MOCKOBCKMIA rOCYAapCTBEHHbIN MeaAUUNHCKUIA YyHuBepcuTeT nmeHn N.M. CeueHoBa".

14. BuptokoBa EneHa BanepbeBHa, 4.M.H., npodeccop kadenpbl 3HAOKpMHONorMm u gnadetonormn "MIrMCY
mm. A.N. EBgokmmoBa”.

15. AHumndepoB Muxaumn BopucoBu4, O.M.H., npodeccop, rnaeHbid Bpady BY3 "OHOokpuHomnornyeckui
avcnaHcep" [lenaptameHTa 3gpaBooxpaHeHns ropoga MockBbl, rmaBHbIi SHOOKpMHONor ropoda MockBbl.

16. CynnotoBa JI1.A., A4.M.H. npodeccop kadeapbl Tepanuu ¢ Kypcamn 3HAOKPUHONOMMMK, PyHKLMOHANBHON 1
yNbTpa3BykoBoW AuarHoCTuknM mHctutyta HIMP ®FBOY BO TiomeHckoro MY MwuHsgpaBa Poccuu, rnasHbIn
3HOOKpUHOIor TioMeHcko obnactu, TIOMEHb.

17. Kucenesa T.I., O.M.H., npodeccop kadepbl BHYTPEHHMUX GOMNesHen M 3HOOKPUHOMOrMKU YparbCcKoro
ocygapcTBeHHOro MeguumHCKOro YHMBEpPCUTETA, MNaBHbIM 3HOOKpUHOMOr Ypanbckoro ®enepanbHOro okpyra,
ExkaTepuHOypr.

18. ApmonuHckaa M.U., a.m.H., npodeccop kadeapsbl akywepcTsa v ruHekonorun reQy BO "C3rMY nmenn
U.N. MeuHukoBa" MwuH3agpaBa Poccun, pykoBoauTenb oTaena asHOokpuHonornm penpogykuun Oy "HUU
akywepcTsa u ruHekonorvm umenn .0. OtTa", uneH Poccuinckoro obLiectsa akyLLepoB-rMHEKONOroB.



19. CytypuHa J1.B., o.M.H., npodeccop, pykoBoauTenb oTaena oxpaHbl penpoaykTMBHOro 30opoBbs OIBHY
"Hay4HbIn ueHTp Npobnem 340poBbs CEMbM U penpoaykumm Yyernoseka" (r. pkyTck), uneH AccoumaLmm rmHEeKONOroB-
aHgokpuHornoros Poccun, uneH Poccuiickoro obuiectsa akyLlepoB-rmHEKOMOroB.

KoHpnnkT nHTepecos:

ABTOpbI AEKNAPUPYIOT OTCYTCTBME KOH(PNNKTA UHTEPECOB.

MpunoxeHne A2

METOAONOMA PASPABOTKU KITMHUYECKUX PEKOMEHOALIUIA

LleneBas ayoutopus AaHHbIX KITMHUYECKMX PEKOMEeHOALUNN:

1. aHOOKpMHOOrY;

2. aKkywep-rmHeKonoru;

3. TepanesThbl.

B OCHOBY KNMMHM4YECKMX peKkoMeHOauMn MOfIoKEeHbl cucTematuyeckme 0630pbl, MeTa-aHanusbl U
OpurMHanbHble cTaTby, a Takke HayvHble paboTbl No AaHHoW npobnematuke B Poccuiickon Pegepaummn n gpyrnx
cTpaHax.

MeToabl, MICNOMb30BaHHbIE AN OLEHKN KayeCTBa U CUMbl A0Ka3aTenbCTB:

- KoHceHcyc akcnepToB

- OueHka 3HAYMMOCTM B COOTBETCTBMM C YPOBHAMW [0Ka3aTeNbHOCTM W Knaccamuv pekoMmeHaauui
(npunaratotcs).

Tabnuua 1. Wkana oueHKM ypoBHeW OOCTOBepHOCTU AokasartenbctB (YOO) ons mMeTogoB AMArHOCTUKM
(OnarHocTMyeckmx BMeLLaTenbCTB)

yan PacmdpoBka

1 CuctemaTtnyeckne o630pbl MCCNEAOBaHMN C KOHTpPoOrieM pedepeHCHbIM MeToOAOM WMv
cuctemaTmyeckui  0630p  paHOOMM3MPOBAaHHBIX — KMMHUYECKMX — UCCReoBaHun  C
npuMeHeHNeM meTa-aHanusa

2 OToenbHble UCCreaoBaHUs C KOHTPONeM pedepeHCHbIM MeTOAOM WK OTAeNbHble
paHOOMU3UPOBaHHbIE  KMMHUYECKME WCCnedoBaHWs U cucTematuyeckme 0630pbl
nccrnenoBaHUn MoGoro AusainHa, 3a MCKIMIYEeHWEM PaHAOMU3UPOBAHHBIX KIMHUYECKUX
nccneoBaHui, ¢ NPUMEHEHMEM MeTa-aHanmaa

3 NccnepoBaHns 6e3 nocnenoBaTeslbHOMO KOHTpOIA pe(bepeHCHblM MeTogomMm Wunn
nccnenoBaHna C pe(bepeHCHblM mMeTogomMm, He dBnAvwnMcA  He3aBUCUMMbIM - OT
ncecnegyemoro Metoga uUnnm HepaHaoomMusnpoBsaHHble CpaBHUTENbHblE UCCNenoBaHUA, B
TOM 4YnUcne KoOropTHble nccrnegoBaHnAa

4 HeCpaBHVITeJ'IbeIe nccnenoBsaHua, onncaHme KrnmHNn4Yeckoro crniyydas

5 MmeeTcsa nuwb 060cHOBaHUE MexaHu3mMa AeACTBUS UM MHEHNE 9KCMNnepToB

Tabnuua 2. Lkana oueHKM ypoBHEW OOCTOBEPHOCTM fokasatenscTB (YOO) Ans MeTodoB NpodunakTuku,
neyeHus n peabunutauum (NPoUNAKTUYECKNX, NeYebHbIX, peabunUTaLMoHHbIX BMELLATENbCTB)



yan PaclumdpoBka

1 CuctemaTtundeckun o63op PKU ¢ npumeHeHnem meta-aHanusa

2 OtoenbHble PKM 1 cuctemaTtuveckme o00630pbl MccrieqoBaHuid noboro ausarnHa, 3a
ncknovyeHnem PKW, ¢ npumeHeHnem meTa-aHanmsa

3 HepaHﬂOMVI3I/IpOBaHHbIe CpaBHUTENbHbIE NCCNEeaO0BaHUA, B T.4. KOFTOPTHbIEe UccrnegoBaHnAa

4 HecpaBHuTenNbHbIE MCCNEAOBaHNS, ONUCAHME KITMHUYECKOro Cryvas UM cepumn Cry4aes,
nccrnegoBaHus "cnyyvyamn-KoHTposb"

5 MmeeTca nuwb obocHOBaHWE MexaHW3Ma AeNCTBMS BMeluaTenbCTBa (QOKMMHUYECKue
nuccrnegoBaHus) NN MHEHNe SKCNepToB

Tabnuua 3. Lkana oueHkn ypoBHen ybeautensHocTu pekomeHgauun (YYP) ons metoaoB npodunakTmkuy,
ONarHoCTUKK, neYeHns n peabunutauum (NpouNakTUYeCcKnx, ANarHoCTUYECKNX, nedYebHblix, peabunmuTayMoHHbIX
BMeLIaTernbLCTB)

YYP Pacwndposka

A CunbHasi pekomeHOauus (Bce paccMaTpuBaemble Kputepun acpdeKTUBHOCTM (Mcxopbl)
SIBNSIOTCA BaXXHbIMW, BCE MWCCIIe4OBaHUS MMEIKT BbICOKOE WM YOOBMETBOPUTENbHOE
METOJONIOrMYeckoe KayecTBO, WX BbiBOAbl MO WHTEPECYOWMM UKCXodam SIBISILOTCS
CornacoBaHHbIMM)

B YcnoBHas pekomeHgauus (He BCe paccMaTpvBaeMble Kputepumn apekTMBHOCTH (MCxoabl)
ABMNAIOTCA BaXKHbIMW, HE BCE WUCCNegoBaHWS UMEKT BbICOKOE UMW YAOBNETBOPUTENBHOE
MEeTOA0I0rMYeckoe KavyecTBO M/MnM Ux BbIBOAbI MO UHTEPECYIOLLMM UCXOAaM He ABNSATCA
COrnacoBaHHbIMW)

C Cnabas pekomeHgauusa (OTCyTCTBME [OKa3aTenbCTB Haanexailero kadyectsa (Bce
paccmaTpuBaemMble Kputepun 3PMEKTUBHOCTM (UCXOAbI) SABNSAOTCA HEBaXHbIMWU, BCe
UCCNEefOBaHNs WMET HU3KOEe MEeTOAONOMMYeckoe KadecTBO WM MX BbIBOAbI MO
WHTEPECYIOLLMM NCXO4aM He SIBNSITCS COrnacoBaHHbIMI)

MNopsaok o6HOBNEHUA KMMHUYECKUX PeKoOMeHaaLui.

MexaHn3m 0GHOBMEHNS KITMHUYECKNX pEKOMEHOALMIA NpegycMaTpuBaeT X CUCTEMATMYECKYHO aKkTyannaauuio
- He pexxe YeM OOuH pas B TpK roga, a Takke npu NosiBNIieHNM HOBbIX AaHHbLIX C MO3MLMM AOKa3aTeNbHOW MeanUnHbI
no BOMpocaM AMarHoCTUKK, NeyveHusi, NpodUnakTUKM M peabunuTauum KOHKPEeTHbIX 3aboneBaHun, Hanuuum
060CHOBaHHbIX JOMOMHEHWIA/3ameyaHnii K paHee yTBepXaeHHbIM KP, Ho He Yalle 1 pa3a B 6 MecsiLeB.

MpunoxeHne A3

CMPABOYHbIE MATEPUAIDI,
BKIIOYASA COOTBETCTBUE NOKA3AHMUWA K NPUMEHEHUIO
U NPOTUBOMNOKA3AHUIA, CNOCOBOB NPUMEHEHUA U 003
NEKAPCTBEHHbIX MPENAPATOB, MHCTPYKUWWX NO NPUMEHEHUIO
JIEKAPCTBEHHOI'O MNMPEMNAPATA



AKTyanbHble WMHCTPYKUMWM K FEeKapCTBEHHbIM npenapaTtaM, YNOMWHAeEMbIM B [AaHHbIX KIMHUYECKMX
pekoMeHAaumsiX, MOXXHO HalTu Ha canTe http://grls.rosminzdrav.ru.

1. UHcTpykummn no NPUMEHEHNIO rMOpoKOPTM30Ha™™
http://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=cle77d64-929d-43b9-bd72-ef9b1be5ff72&t

http://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=5d9fe173-3760-410d-a134-8f95191f133d&t
http://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=fbcbdf31-9¢97-4650-8356-e8fc336729a3&t

2. UHcTpykums no NPUMEHEHNI0 #kopTu3oHa
http://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=0520e9e1-c416-4083-bd98-78a453141c12&t

3. NHCTpyKumm no NpUMEHEHWIo #npegHu3onoHa**
http://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=0bae57ed-f795-4cab-ba98-0efa31cdacOb&t

http://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=5bb36449-e307-43d1-ad5a-7171d992c66a&t

4. WHcTpykumm no NpUMEHeHNIo fAekcameTasoHa™*
http://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=750062c9-62ff-45c8-aa44-98d2dba6d6f8&t

http://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=e5a54a56-22c9-4336-8e19-2e521f8a29cd&t

5. MHCTpyKUunA no NPUMEHEHMIO #dnyopokopTusoHa™**
http://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=84721278-8107-4f05-afc2-3f24209faae2&t

CBs3aHHble HOpMaTuBHbIE NPaBOBbI€ aKTbl:

KoHcynbTaHTlntoc: npumevaHue.
B opuumansHOM TeKCTe OOKYMeHTa, BUAMMO, AonyLleHa onevaTka: umeeTcs B Buay npukas MuHsgpasa Poccun
ot 12.03.2023 N 104H, a He N 104.

1. Mopsagok okazaHMa MeaNLIMHCKOM MOMOLLM B3POCIIOMY HaceneHuio no npodunto "sHgokpuHonorusa” (Mpukas
MwuHucTepcTBa 3gpaBooxpaHeHus Poccuiickon ®epepaumu ot 12 mapta 2023 r. N 104).

2. CtaHpapT MeauUMHCKOW MOMOLLM B3POCAbIM MNPU BPOXAEHHOW AUCKHYHKLMU KOPbl HaONo4YeYHUKOB
(agpeHoreHuTanbHbIin  cuHgpom) (Mpunoxenne «k [Mpukady MwuHucTepcTBa 3apaBoOXpaHeHus Poccunckom
depepauum ot 23 mag 2023 r. N 255H).

3. HomeHknaTypa AomKHOCTEN MeAMLUHCKMX pabOoTHUKOB 1 hapmaueBTudecknx paboTtHukos ([punoxeHne K
Mpukasy MuHnctepcTBa 3gpaBooxpaHeHus Poccuinckon Peaepaumm ot 02 masa 2023 r. N 255H N 205H).

4. HomeHknatypa meaununHckmx yenyr (Mpukas Munsgpasa Poccumn o1 13.10.2017 N 804H, ¢ nsmeHeHusamu
oT 24.09.2020). https://minjust.consultant.ru/documents/37309?items=1&page=1

https://minjust.consultant.ru/documents/25126

XapaKkTepucTuKa rfoKo- U MMHepanoKOpTUKOMAHLIX NnpenapaTtoB Ana nevyeHus BOKH

FnokokopTukonabl. MexaHusm germctBusi n chapmakonornyeckue acpexTol.

MexaHn3m OeicTBMS TMIOKOKOPTUKOUAOB OCHOBaH Ha WX CBA3bIBAHWM C BHYTPUKMETOYHbIMU CTEPOMAHLIMU
peuenTopamu, Npv 3TOM FOPMOHbI PEFYNNPYIOT 3KCTIPECCHUIO LUMPOKOTO CMEKTPa reHOB Ha TPaHCKPUMLIMOHHOM M NMOCT
TPaHCKPUMNLUMOHHOM YPOBHSIX. [MHOKOKOPTUKOMALI UrpatoT BaXKHYIO ponb B agantauuu opraHu3ma K CTPECCOPHbLIM
BO3AEWCTBUSIM BHELUHEN cpefbl, Oka3blBasi MHOTOCTOPOHHEe BrusiHWe Ha obmeH BewectB. OHM cnocobCTBYyOT
PasBUTUIO TMMNEPIIIMKEMUN Yepe3 HECKOSIbKO MEXaHWU3MOB: CTUMYIMPYIOT NEYEHOYHbIN TMIOKOHEOreHes; yCunmBatoT
kaTabonuam 6enkoB, CTUMYNMPYys BbICBOOOXOEHNE aMUMHOKUCIOT - CYOGCTPaTOB [MIOKOHEOreHes3a; CHMKaloT
noTpebneHne 1 UCNosib3oBaHWE TMIOKO3bl XUPOBOWM TKaHbIO; YBENMYMBaOT 3PEKTUBHOCTL AENCTBUS FOPMOHOB,


http://grls.rosminzdrav.ru/
http://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=c1e77d64-929d-43b9-bd72-ef9b1be5ff72&t
http://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=5d9fe173-3760-410d-a134-8f95191f133d&t
http://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=fbcbdf31-9c97-4650-8356-e8fc336729a3&t
http://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=0520e9e1-c416-4083-bd98-78a453141c12&t
http://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=0bae57ed-f795-4cab-ba98-0efa31cdac0b&t
http://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=5bb36449-e307-43d1-ad5a-7171d992c66a&t
http://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=750062c9-62ff-45c8-aa44-98d2dba6d6f8&t
http://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=e5a54a56-22c9-4336-8e19-2e521f8a29cd&t
http://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=84721278-8107-4f05-afc2-3f24209faae2&t
https://login.consultant.ru/link/?req=doc&base=LAW&n=444370&dst=100012
https://login.consultant.ru/link/?req=doc&base=LAW&n=450693&dst=100010
https://login.consultant.ru/link/?req=doc&base=LAW&n=509216&dst=100014
https://login.consultant.ru/link/?req=doc&base=LAW&n=371416&dst=100016

CTUMYNUPYIOLLUX KIIOYEBble MeTabonuueckne npouecchbl, B TOM YMCRe [JIIOKOHeoreHes. [NoKoKopTUKouabl
yCUnvBarT nunonutuyeckoe gencreue katexonamuHoB u CTI n noBblwalOT cogepxaHue cBOOOAHBIX XUPHbIX
KMCMOT B Nnia3me; okasblBaloT aHabonmyeckoe gencreme Ha obmeH 6enkoB B Me4YeHn 1 katabonuyeckoe - B MblLLLax,
XUPOBON U NUMAOUOHON TKaHAX, koxe, KocTsix. OHM noaaBnsoT pocT u geneHue ¢mbpobnactoB M CUHTE3
KonnareHa, 3a C4eT Yero HapylalwT penapaTuBHyo ¢asy BocnaneHus; npu ux usbbiTke yCcUnmMBaeTCs KOCTHas
pe3opbuus, nogaBnaeTcs kocteobpasoBaHue, B pesynbTtaTe vero cHmkaetcs MIKT. [nmiokokopTukonasl obnagatoT
CUMbHBIM MPOTUBOBOCNANUTENBHLIM U MMMYHOCYNPECCUBHLIM AenctBueMm. B cucteme runotanamyc-runodpms-
HagMno4YeuYHVKNn [encTByeT KnacCuMyeckui npuHuun "oTpuuaTtenbHoW obpaTHoW CBA3U":  [HOKOKOPTUKOMUAbI
noaaensaoT o6pasoBaHMe KOPTUKOTPOMUH-PUNUINHT-ropmoHa n AKTT. B 3HOOKPUHONOrMM OCHOBHOE NMoKa3aHue Ansi
HasHayeHWs rMIOKOKOPTUKONAOB - 3aMeCTUTENbHAsA Tepanus NpyM HeJOCTaTOYHOCTU YHKLUMM KOPbl HAAMOYEYHNKOB.

Mo NpomomKMTENbHOCTM AEWCTBUA Mpenapatbl FMIOKOKOPTUKOMAOB PasgensioT Ha 3 rpynnbl: KOPOTKOro
OencTeus  (rMAPOKOPTU30H), CpedHen NPOOOIPKUTENbHOCTU AEWCTBUS (NPEeaHU3O0MNOoH, MEeTUMNPEeaHU30NOoH) U
ONUTENBHOro AencTBua (gekcameTtasoH). Kpome Toro, pasnuyHa u buonormyeckas akTMBHOCTb npenapartoB (Tabn.
A1).

Tabnuua A1. CpaBHUTENbHAsA XapakTepucTyka npenapaToB MMOKOKOPTMKONA0B U MUHEPANOKOPTUKONAO0B

Mpenapatbl CraHnpapTHas AKTMBHOCTb
TabneTnpoBaHHas
dopma,

3KBMBANeHTHas no

rMIOKOKOPTUKOUAHO

N aKTUBHOCTU, Mr

I"nokokopTuk | MuHepanokopTu AKTT-
ongHas KomngHas nogasnsioLias

"mMapoKopTU30H 20 1 1 +
MpeaHu3onoH 5 4 0,5 ++
MeTunnpeaHn3onoH 4 5 0,1 ++
[lekcameTasoH 0,5 30 0,05 +++
®dnyapoKopTU30oH 0,1 15 150 -

dPapmakoknHeTuka. py nNpvemMe BHYTPb FMHOKOKOPTMKOMABLI XOpoLwwo BcackiBatoTca B XKKT, npuyem npuem
nMWuM Mano BINUSET Ha ux abcopbuuio. [pyrve nyTu BBeOeHWs MpenapaTtoB MNP JIEYEHUN SHOOKPUHHBLIX
3aboneBaHnii NPaKTUYECKM HE NCMONb3YIOT, 38 UCKIMOYEHMEM CITy4aeB OCTPOW HaAMOYEYHNKOBOW HELOCTATOYHOCTM
(OHH), korga rMaopoKopTU3OH BBOAAT napeHTeparnbHo. HecMmoTpst Ha kopoTkue T2, B TKaHsIX rOKOKOPTUKOUAbI
COXpaHsIlTCA ropasfo Jonbliue, B COOTBETCTBUM C YEM WX TepaneBTUYecKMe 3PeKTbl JOCTATOYHO ANMTENbHbIE
(tabn. A2, A3).

Tabnuua A2. dapmakoknHeTUKa npenapaToB rMOKOKOPTUKOMA0B

Mpenapat T1/2 U3 NNasmbl KPOBU, Y T12 U3 TKaHeNn, 4
MmapoKopTU30H 0,5-2 8-12
MpeaHu3ornoH 2-4 12 - 36
MeTunnpeaHn3onoH 2-4 12 - 36
[ekcameTasoH 5 36 -54




lMobouyHble addpekThl. YacTtoTa pa3sutMs U BblpaxeHHOCTb HIP rroKoKopTUKOMAOB 3aBUCAT OT [03bl U
ONUTENBHOCTU  UX NPUMEHEHUsi. XapakTepHble MOoDOOYHble SBNEHWUS MNpyW  MapeHTeparibHOM MPUMEHEHUM
FMIOKOKOPTUKONA0B 06bIYHO 0B6paTUMbI 1 MOTYT BbITb YCTPaHEHbI UMM YMEHbLUEHbI NMPU CHUKEHUN A03bl.

OHIOKPVHHas cucTemMa: yrHeTeHWe PYHKUUN HAOMOYEeYHNKOB, BTOPUYHAS apeakTUBHOCTb HaANoO4Ye4YHUKOB U
rmnocpmsa pasnuyHoro reHesa, passuTue cuHgpoMa WueHko-KylwivHra, HapylleHusi MeHCTpyanbHOro uumkna,
CHWXXEHME TONePaHTHOCTU K IMoKo3e, NPOosIBIIeHNe NaTeHTHoro caxapHoro anabeta (Cl), noBbileHne noTpebHocTH
B MHCYIMHE UK nepoparnbHbIX FTMNOFMMKEMUYECKUX cpeacTBax Yy 6onbHbix CL,.

XKKT: nentudeckasd si3Ba C BO3MOXHbIM NPOOOAEHMEM M KPOBOTEYEHWEM, MaHKpeaTuT (TOLWHOTa, pBoTa),
B3YyTUE XUBOTA, 3PO3UNBHbLIN/A3BEHHbIN 330harnT; nosbileHne aktuBHocTn AJlT, ACT u wenoyHon docdartasbl
(LL®) B cbiBOpOTKE KPOBU (OOBLIMHO 3TU U3MEHEHUS He3HauYUTEnNbHbI, HE CBA3aHbl C KaKUMMU-NMOO KMMHUYECKUMU
cvHApOMamu 1 obpaTuMbl Nocrne NpekpaLleHnst nevyeHns).

CepaeuHo-cocyaunctas cuctema: XCH y 60nbHbIX C COOTBETCTBYIOLLEN NPeApacnonoXeHHOCTbIO, NOBbILLEHNE
apTepvanbHoro gaenexus (ALl), y 60nbHbIX C OCTPbIM U MOAOCTPbLIM MHPAPKTOM MMUOKapaa - pacnpocTpaHeHue
ouara HeKkpo3a, 3ameaneHne opMMpoBaHUsi pyGLIOBON TKaHW, YTO MOXET MPUBECTM K pa3pbiBY CEPAEYHON MbILLLLbI.

HepBHas cnctema: NoBbilLEeHe BHYTPUYEPENHOro AaBneHus C OTEKOM AMcKa 3pUTernbHOro HepBea, Cyaoporu,
rOMNOBOKPY)XEHWE, TronoBHas 6onb, Aenvpun, Aes3opueHTauus, 9dnudopus, ranniouvHauun, MaHWakanbHo-
AenpeccuBHbIV NCMX03, Aenpeccus, NnapaHons.

OpraHbl 4yBCTB: 3aHAA CybkancynspHas KatapakTta, NoBbllLeHne BHyTpurnasHoro agasnexus (Br), rmaykoma
C BO3MOXHbIM MOBPEXAEHNEM 3pUTENbHOTO HepBa, 3K30dTanbM, CKIMNOHHOCTb K PasBUTUIO BTOPUYHbIX
BakTepmanbHbIX, PUBOKOBLIX UM BUPYCHBLIX MHbeKuni rmas.

O6GMeH BeLLeCTB: oTpULaTenbHbIN a3o0TUCTLIN BanaHc, obycnoBneHHbIN katabonnamom 6enkos.

OnopHo-gBuratenbHasa cuctema: "crtepovaHas” MUoONaTusi, CHWXKEHWE MbILEYHONW MaccChl, OCTEONOpPO3,
paspbiBbl CYXOXWUINUW, B OCOBEHHOCTU axumnoBa CYXOXWNNA, KOMMPECCUMOHHbIE MepPerioMbl  MO3BOHKOB,
acenTuyecknin Hekpo3 anncn3oB 6eapeHHON U NNEYEBON KOCTU, NATONOMMYECKMe NepenomMbl ONTMHHbIX KOCTEN.

KoxHble NOKPOBbI: MeaANleHHOE 3aXXuBlieHune paH, UCTOHYEeHUe N CHUXEeHWUEe MPOYHOCTU KOXWU, MNEeTexXuwu,
9KXMMO3bl, 3puTemMa Jnua, BO3MOXHOE nodaBlieHUE peakunn npu KOXHbIX TeCTaX, MpCyTu3m, MnoBbilLEeHHOEe
nortooTaernexHne.

AJ'IJ'IepI'I/I‘-IeCKVIe peakuunn: reHepasnim3oBaHHbIEe (KO)KHaFI CbII'Ib/KpaI'II/IBHVILI,a).

[Ipyrve: noebilleHMe anneTuTa, UKoTa, apuUTMUW, rMnepkoarynsauus, Tpombo3sbl, TpoU4eckne M3MeHeHus
pOroBuLbl, NOBLILLIEHHOE BbiBEOAEHME KanbLuWs, TrurnokanbuMemusi, passutve unu obocTpeHne WHEEKLMOHHBIX
3aboneBaHui.

CvHgpom "oTMeHbI": ecnv y naumeHTa, ANUTENbHO NPUHUMAIOLLENO FIHKOKOPTUKOMUALI, BbICTPO yMeHbLIATb
[o3y npenapaTta, MOryT pasBUTbCA NPU3HaKNU HaaMNOYeYHUKOBOW HEeAOCTaTOYHOCTU, apTepuaribHas runoTeH3ns u
cmepTb. Kpome TOro, BO3MOXHO pasButue cuHgpoMa "OTMeHbl", He CBA3aHHOro C Haano4Ye4yHMKOBOW
HeJOCTaTOYHOCTbIO (AHOPEKCHUS, TOLLHOTA, PBOTA, fNieTaprus, roriosHas 6onb, NMxopagka, apTpanrus, Aecksamauust
ANUTENUSA, MUanNTusl, CHUXXEHNE Macchl Tena, CHmkeHue ALl).

Tabnuua A3. JlekapcTBeHHbIE B3aUMOOENCTBUS TITHOKOKOPTUKONOOB

Mpenapartsbl OdbhekTbl
BnokaTopsbl KanbLueBbIX KaHaros, XUHUAWH, | CHUXeHne 3 heKTMBHOCTM
3PUTPOMULIMH, UHAVHABUP nepeyvmcrneHHbIX NpenapaTos
HMBIM BospacTtaHue pucka hopMmnpoBaHus A3B B

KKT

UupykTopbl depmeHta CYP3A4 (Hanpumep, deHutouH, | Ocnabnexve AencTBus
eHobapbuTtan, kapbamasenuH, NPUMUO0H, pudabyTuH, | IMHOKOKOPTUKOMAO0B
pudamnuMumMH) MM npenapaToB,  MOBbIWAKLWNX




MeTabonu4eckmin KNUpEeHC rMioKOKOPTUKOMAOB (3cheapuH
1 aMUHornTeETUMNL)

UHrnbutopel  dbepmeHta CYP3A4
MakponuaHble aHTUBUOTUKM 1 Ap.)

(keTOKOHa30M,

YBenuyeHune
rIIOKOKOPTUKONOOB B KPOBU

KOHLIEHTpaLmu

"'mnornukemmyeckue, aHTUrMNepTeH3nBHbIE Npenaparthl,
npas3nkeaHTEs1b N KanuineblBogALLNE AONYpPETUKN

|_J'II'OKOK0pTVIKOVI,D,bI
TepanesTn4ecKkoe
nepevuncrieHHbIX npenapaTtos

YMeHbLIaoT
JencrTeune

enapuH, anbengason, kanucbeperatoLme oUypeTukn

MoBbILLEHWE aKTUBHOCTU MEepeYnCreHHbIX
npenapaTtoBs

HeﬂpﬂMble AHTUKOArynaHTbl

N3meHeHus CBEPTbIBAEMOCTU KPOBU

AHTaroHucTbI 2-agpeHopeLenTopos.,
ONYPETUKN, dypocemng, aTakpuHoBas
NMHIrMBUTOpPLI KapboaHrmapasbl, ampoTEPULNH

TMasuaHble
Kucnora,

MpumeHeHne BbICOKUX
FMIOKOKOPTUKOMAOB  yBEnuyYuBaeT
pasBUTMS TMNoKanmemMmmumn

o3
pucK

AHTaunabl YMeHbLiaT BCacCblBaHNe
rMIOKOKOPTUKOMAOB NpY NpUeMe BHYTPb

Canuuunatsl YBenunyeHue no4ye4yHoro KnupeHca
canuumnaTos

OpanbHble KOHTpaLenTuBhbI, aHTuTUpeonHele | YBenunyeHune Tz rMIOKOKOPTUKONAOB

npenapaTbl

Tanngomua BoamokHO pasBuTUE TOKCUYECKOro

anngepmMalibHOro HeKposnmsa

Cep,qequle rMnUKo3nabl rJ'I}OKOKOpTVIKOI/IﬂbI MOryT noBbilLaTb PUCK
BO3HUKHOBEHUA apuTtMmumn nnn

OUMMTanMCHON MHTOKCMKaLMN

ComartponuH 3amegneHue abcopbunn comaTponmHa

YBenuyeHne 4acToTbl MOSABMEHUS UMK
WHTEHCUBHOCTHU 3PO3MBHO-SI3BEHHbIX
nopaxeHun XXKT

OTaHon, dTaHoJicoaepXallune npenapartbl

MuHepanokopTukouabl. MexaHusm genctema n dpapmakonornyeckue acdekrbl.

OcHoBHasA YHKUMA MUHEParnoKopTUKOMAOB - 3afepXkKa B OpraHMame HaTpus W nogaepxaHue
HU3NONOrMYECKON OCMONSAPHOCTU BHYTPEHHEWN cpefbl. [NaBHbIN opraH-MULLEHb 3TUX TOPMOHOB - MOYKa, rAe OHU
YyCUNMBaloOT akTUBHY peabcopbumio HaTpusa B AMCTaNbHbIX M3BUTLIX KaHanbuax M cobupartenbHbiXx Tpyboukax,
cTumynupys akcnpeccuto reHa Nat - K*-AT®asbl. Kpome Toro, MMHEpanokopTUkomnabl CNOCOOCTBYIOT BbIAENEHUIO
noykamMm WOHOB Kanus, BOAOpoAa W aMMOHuA. [nsa 3aMecTUTenbHOW Tepanuu MUHEepPanokopTUKOWOHOWM
HeJOoCTaTOYHOCTU B HACTOsILLee BPeEMSI NPUMEHSAETCH TOMbKO PryapOKOPTU3OH.

dPapmakokmnHeTuka. lNMocne npuema BHYTPb NyApOKOPTU30H BbICTPO M NOSNTHOCTLIO BcackiBaeTcs U3 XKKT. Cmax
nyopoKkopTU30oHa B Mria3me JocTuraeTcs npubnuantenbHo Yepes 2 4. CesasbiBaHWe ¢ 6enkamu nnasmbl - 42%.
MeTabonusupyeTcs B nevyeHn. BeiBoguTcs nodkamu B BUAe HeakTUBHbIX MeTabonutos. T2 u3 nnasmel - 3,5 4. Jlerko
MpoOXoauT rucToreMaTuyeckue 6apbepbl. T2 - 18 - 36 4. HesHaumTenbHas YacTb SKCKPETUMPYETCA NPy NakTauuu.

OcobeHHOCTM npuMeHeHusi. [penapaT 3addeKTMBEH nNpu npueme BHYTPb M obnagaet MOLUHbIM
MUWUHEPANOKOPTUKOUAHbIM ~ AENCTBMEM, COMOCTaBMMbIM C  anbAoCcTepoHOM. [lpu GepemMeHHOCTU  MOXeT
notpeboBatbCa yBenuyeHne [o03bl  NYAPOKOPTU30HA, MOCKOMbKY 3HAYUTENbHO MOBLILWAETCA YPOBEHb
nporecTepoHa - aHTaroHUcTa MMHEPanoKOPTUKOMOHbLIX peuenTopoB. MHorga [o3y nyopokopTU3oHa NpUXoanTes



yBENUYMBaThH B NieTHee BpeMs (0COOEHHO B YCINOBUSX XapKOro KnnmaTta) n3-3a 605bLUMX NOTEePb C NOTOM HaTpus U
BoAbl (Tabn. A4).

MobouHoe gencTteue.

Co cTopOHbI cepaeyHo-cocyamcTor cuctemol: All, nepudeprnyeckne otekun, rmnepTpodusa NeBOro xenyaoyka
cepaua, HepoCTaTOYHOCTb KpOBOOOpalleHWsi, TMnepHaTpuemusi, runokanbunemMmns, aputmuu, Opagukapaus,
nameHeHnss Ha OKI, xapakTepHble Ans TFMNoKanuMeMun, runepkoarynsumsi, Tpombo3bl, 06nuTepupyoLLmi
3HOAPTEPUNT.

Co CTOPOHbI ONOPHO-ABUIaTENbHOIO annaparta: Mbllle4yHasa Cﬂaﬁoch, cTepounaHada notepsa MbILLEYHOWN MaccChbl,
OCTEOoNnopo3, KOMMNPECCUOHHbIN NEPenomM NO3BOHOYHMKA, aCENTUYECKUA HEKPO3 ronoBOK GeapeHHOW M nne4vyeBon
KOCTeWn, naTonornvyeckme nepenombl ASIMHHbIX TPyO4YaTbIX KOCTEN.

Co ctopoHbl XKKT. CrtepounagHass s3Ba C BO3MOXHbIM MNPOGOOEHVMEM U KPOBOTEYEHMEM, MNaHKpeaTwuT;
MEeTeopn3M, A3BEHHbIN 330parnT, HapyLIEeHUs MULLEBapeHus, TOLHOTA, NOBbILUEHNE UMW CHWXEHWe anneTuTa,
pBOTa, UKOTa, noBblilweHne aktusHocty AJTT, ACT u LW®.

Co CTOPOHbI KOXW: Yrpu, 3amMmenrneHHoe 3aXXnBreHmne paH; ICTOHYEHMNE KOXN; NeTeXnn N reMaTtomMbl, Iputema,
noBbIlLEHHadA NMOTIIMBOCTD, anneprmquKMVl aepmaTtuTt, KpanmBHMLA, aHFVIOHeBpOTVI‘-IeCKVII?I OTEK, 3KXMMO3bl, rmnep-
nnun rmnonurMmeHTauund, CKInoHHOCTb K pa3BUTUO NMnoaepMnm n KaHamaosa.

Co ctopoHbl LIHC: noebiweHne BY[, cyooporu, ronoBokpyxeHue, ronoBHasi 605b, HapyLleHust cHa.

Co CTOPOHbI OpPraHoOB 3HAOKPUHHOW CUCTEMbI: BTOPUYHAA HaOMOYe4YHMKOBas M runotanamo-riunodusapHas
HeOoCTaToOYHOCTb, cMHAPOM KyluuHra, HapylieHuss MeHcTpyarbHoro uvkna; HTT; maHudecTauua nateHTHoro CL1 u
NoBbIlEeHWEe MOTPEOHOCTU B MHCYNUHE UMM MepoparnbHbIX TMMNOMMUKEMUYECKUX MNpenapaTtax y 6onbHbix ¢ C[;
TMPCYTU3M.

Co cTOpOHbI opraHa 3peHus: 3afHaa cybKancynsapHas KaTapakta, yBenuyeHue BHYTPUrnasHoro AaBrieHus,
rmaykoma, ak3odrarnbMm, CKIMOHHOCTb K Pa3BUTUIO BTOPUYHBIX BakTepmnanbHbIX, rPBKOBBIX N BUPYCHBLIX MHGEKLMI
rnas, Tpouyeckne N3MeHeHns porosuLbl.

Co CTOpPOHbI NCUXMYECKON cdhepbl: MaHUM UMK AeNUPUO3HBIA CUHOPOM.

MeTabonunyeckne HapylleHusl: oTpuuaTenbHbli  a30TUCTbIM  BanaHc; runeprivkemMuns;  rnioKo3ypus,
noBblLeHHOe BbiBeaeHne Ca?*, runokanmeMuyeckuini CUHAPOM.

Mpoumne: aHadunakTu4yeckne peakuuu; yBernvyeHve Macchbl Tena; MacKMpoBka CUMMMTOMOB MHMEKLUOHHbIX
3aboneBaHnii; 0OOMOpPOKK; pa3BuUTUE UM 0BOCTpeHMEe MHEKUUA (MOSBMEHUIO 3TOW HexenaTenbHOW nobo4HON
peakumn (HIMP) cnocobcTByOT COBMECTHO MPUMEHSIEMbIE UMMYHOLEMNPECCAHTBI U BaKUMHALWS); NENKOLMUTYPUS;
CUHOPOM "OTMEHBbI".

Tabnuua A4. Bzanmogerictene onygpokopTU3oHa C ApyrMMu fieKapCcTBEHHbIMU cpeacTBaMu

Mpenapat OdhdpekTbl
CucTeMHble KO- N MUHEPAanoKopTUKOMab! MoBbiwaeT adpHEKTUBHOCTb (U TOKCUYHOCTb)
AHabonunuyeckue ctepounabl, aHOPOreHbl CHwkaeT  3ppeKkTUBHOCTb, yBenuumBaeT

renaTtoTOKCUYHOCTb, NOBbILLAET PUCK Pa3BUTUS
nepudepudecknx OTEKOB, yrpen (MPUMEHsITb
OCTOPOXHO BonesHsAx neveHn n cepaua)

CeppaeyHble rnMunko3nabl 1 npenapaTsl, Boi3biBatowwme | YecunnsaeTt BeposTHocTb HIP
rmnokanuemuio (anypeTunku, amgoTepuunH B)

Hatpuitcopepxallue npenaparbi BospacraeT puck passutus nepudepuyeckmx
OTEKOB U rMnepTeH3nn




Auetunncanuuunosas kucnota u apyrue HIMBI

MNoBbiwaeTcs PUCK U3bA3BIIEHUA Cnn3uncTom
0060504KM xXenyaka

BapbutypaTtbl, NpoTMBO3NMNENTUYECKME CpPeacTBa
(cpeHuTouH, kapbamaszenuH), pucamnuumnH

YckopsaoT MeTabonmsm  KOPTUKOCTEPOMAOB
(nyTem NHOYKLMK MUKpPOCOMaIbHbIX
depMEHTOB) 1 0CcnabnaT ux gencTane

KK, cogepxalume acTporeHsbl

3ameqnaT metabonuam, yBennumeawT Tz U
ycunueatoT gencteme dryapoKopTM3oHa

AHTUIMCTaMUWHHbIE NpenapaTbl

OcnabnstoT genctene drnyapokopTU3oHa

AHTUKOArynsiHTbI (npousBoaHble KyMapvHa,
WHOAHOWOH, renapuH), CTPEeNToKMHa3a, ypoKkuHasa

B3bIBalOT CHUXKEHME, a y HEKOTOPbIX BOMbHbIX -
noBblLLEHNE 3hEKTUBHOCTH
hnyopoKopTU3oHa

TpyumKNnyeckme aHTMaenpeccaHThbl

MoryT ycunuBaTb MNCUXUYECKME HapYLUEHMS,
CBsi3aHHble C NpuMeMoM hryapoKOPTM3OHa (He
crnefyeT HasHayaTb MX ANs NeYeHus OaHHbIX
HapyLleHWI)

OdbenpviH MoxeTt YCKOPATH mMeTabonmam
KOpTUKOCTEpOMAOB  (BO3MOXHa  KOppeKuus
003bl (bryapoKopTU3oHa)

lMepopanbHble runornukemmnyeckne cpeactesa M| OcnabnseT runornukemMmnyeckoe AencTene

WNHCYNWH (BO3MOXHa KoppeKums A03bl

rMNOrNUKEMUYECKUX CPEACTB)

KanwiicGeperatowme OWypeTukn, crnabuTenbHble

cpeacTtea

OcnabnseT gencrteme

MmmyHoaenpeccaHThl

MoBbllwaeTca puck pasBuTUA  MHAEKUMN,
nMmdom 1 gpyrux numdonponngepaTmBHbIX
3aboneBaHui

CoBmecTHOEe npuMmeHeHne C aOenondpusyrowmmmmn
MuUopenakcaHtTamm

dnyopokopTM3oH  MOXEeT  crnocobcTBoBaTb
ycuneHuto 6rokagbl CMHaNCOB U NPUBOAUTL K
YBENUYEHUIO NPOAOIKUTENBHOCTU  HEePBHO-
MbiLlEeYHOW B6r1oKaabl 3a CYET rMnoKanbLeMum

|_|pI/IMeHeHI/Ie BaKUuWH, cogepxalunx XnBble BUPYCbl

Bo3MoxHa pennukauusi BUPYCOB (pa3Butue
BUpPYCHbIX  3aboneBaHUA) U CHWXEHWE
BbIpaboTKK aHTUTEnN (oBHOBpeEMEHHOE
NPUMEHEHWE HE pEKOMEHAYeTCs)

[pyrve BakumHbl B codeTaHum ¢ pnyapoKopTU30HOM

MoBbiwaroT pucK HEBPOIIOrM4ECKmX
OCIOXXHEHUI U CHWXAIOT BbIpaboTKy aHTUTEN

Tabnuua A5. Cxema koppekuun 3amectutenbHon Tepanun npn BOKH

Ycnosue

HencTteue

Jlnxopagka

YBenuyeHne AO03bl M’MOPOKOPTM30HA B 2 pasa
npu t 38 °C, B 3 pasa npu t 39 °C po
HopManu3aumm (0BblMHO 2 - 3 gHA);
MoOBbILLEHHOE  yNOTpPebneHne  3NeKkTponuT-
cogepXaLumx XXUAKOCTEN




FacTposHTepuUT wWnM TpaeBma (NpueM oparnbHbIX
(hOpM HEBO3MOXKEH)

MmapokopTusoH* <*> B/Mm 100 Mr B CyTKM
(Hanpumep, ytpom 50 wmr, gHem 25 wmr wu
BeYyepom 25 mr)

Xupypruyeckoe nevyeHve (HecnoxHoe;
MalrioMHBa3nBHbIE npouenypsol, HanpumMmep
330cparoracTpoayo4eHOCKONNSA, IKCTpaKLms 3yba)

MmapokopTusoH* <*> B/m 50 - 75 mr B cyTku
06bI4HO 1 - 2 aHa (Hanpumep, 25 - 50 mr 3a 15
- 30 MMHYT 0O BMelLaTenbcTBa 1 25 Mr nocne
BMeLLaTenbLCTBA)

Bonblwoe xupypruyeckoe BMmelIaTENbCTBO MOA
o6WMM Hapko3oM, TpaBma, poabl unu GonesHb,
KoTopas TpebyeT MHTEHCMBHOW Tepanuu

MmapokopTusoH* <*> 100 mr B/B ©OMOCHO,
hanee HenpepbliBHoe BBegeHne 200 Mr B CyTKK
(vnn no 50 wmr kaxagble 6 4 B/B uUnu B/M);

HenpepblBHOE BBedeHue kugkocten (5%
aekcrposa* <*>un 0,9 nnm 0,45% NaCl)
Nocne popooB 6e3 OCNOXHEHWA - OObLIYHO

nepeesogaT Ha npuem nepopanbHbix [KC B
00bIYHbIX AN NauneHTa Ao3ax.

Mpun rmagkom TeYeHum

nocrneonepawmoHHOro nepnoaa B nNepsble

TPU OHA BHYTPUMBILLEYHO BBOAAT

100 - 150 Mr ruapoKopTU30HA B CYTKM,

3atem 3 - 5 gHen - 75 - 100 Mr B cyTKu,

nocre 4ero nNauMeHTa NepeBoasT Ha
TabnetvpoBaHHble npenapatbl N0 OBbIYHOW
cxewme.

ALANCOHMYECKUI KpU3 CM. TekcT panee

<*> rMOPOKOPTU3OHA CYKLIMHAT HaTpusi

AnropuTtm nevyeHnsa ocTpon Haano4YeYHUKoOBon HegocTaTouHocTu npu BAOKH [1 - 6, 90 - 94]

OKCTpeHHblIe Mepbl.
- YcTaHoBneHue BHYTPUBEHHOIO JOCTYNa.

- B/B BBepeHne 2 - 3 n 0,9% pactBopa HaTpust xmopuga (co ckopocteto 1 n B yac). ObsasatensHo
MOHUTOPUPOBAaTL NMPU3HAKN Neperpy3kun XUOKOCTbIO (apTepuanbHoe AaBreHne, LieHTparnbHoe BEHO3HOe AaBfeHue,
ONypes, SreKTPONUTbI KPOBU, XPUMbl B NIETKMX).

- B/ BBegeHue rugpokoptuaoHa (100 - 150 Mr HemeaneHHo 1 ganee Kaxable 6 yac.).
Mepbl nocne ctabunmaaummn COCTOSHNA NaumneHTa.

- MpoponxeHue B/B BBegeHune 0,9% p-pa HaTpusi xnopuaa ¢ yMeHbLUEHNEM 0ObeMA 1 CKOPOCTUN MHAY3UN (B
TeueHune 24 - 48 yac.), nocne BocctaHosneHns OLK - gpononHutensHoe BBeaeHue 5% p-pa gekctpossbl (0,5 - 1 n).

- MNocTeneHHoOe yMeHbLUeHne A03bl [MIOKOKOPTUKONAOB (B TedeHue 1 - 3 gHen).
- Hauvano 3amecTuTenbHOW MUHepanokopTukouaHow Tepanuu (dpnygpokoptusoH 0,1 Mr/cyT.) npu
napeHTepanbHon fo3e rmgpokopTudoHa meHee 100 mr/cyT., npekpaweHun Beegenns 0,9% p-pa HaTpusa xnopuga

UNK Nepexoje Ha nepoparnbHbIi NpMeM rmapoKopTU3OoHa.

- Tonck u neyeHue 3ITMOMOrMYEcKoro dpakTopa
HaOno4Ye4YHMKOBOW HeJOCTaTOYHOCTH.

(BEPOATHBIX MHEKUUA), NpuMBEAWUNX K OCTPOM

JdanbHenwee BegeHne



lMocne cTtabunus3auum COCTOSHMSA NMaUUEHTa U CHMKEHUS CYTOYHOW [03bl rMapokopTM3oHa meHee 100 mr B
CYTKM NauueHTa MnepeBoddAT Ha MOCTOSIHHYIO 3aMEeCTUTENbHYI TOPMOHAarbHY Tepanuio TabneTupoBaHHbIMU
npenapaTtamu ruapoKopTU3oHa.

Tabnuua A6. 3amecTutenbHasa Tepanus Npu OCTPON HaaNo4Ye4YHMKOBOW HegocTaToudHocTh npy BAOKH

Mpenapat MpnmeHeHne
JorocnutanbHbIn 3Tan

M'mapokopTU3oH** (npenapart | BHyTpMBEHHO  (TMOPOKOPTM30OHA  CYKUMHAT  HaTpusl)  Unu
BbIboOpa) BHYTpUMbIweYHo, 100 - 150 mr
[ekcameTasoH** unn | BHyTpuUBEHHO, 4 - 8 Mr CTPYMHO Ha AOrocnuTanbHOM aTane
npeaHn30noH** BHyTpmBeHHO, 40 Mr CTpyWHO Ha gorocnutanbHOM 3Tane
1 cyTkm
M'mapokopTU3oH™* (npenapart | BHyTpMBEHHO WK BHyTpUMbIWeYHo, 100 - 150 mr kaxagple 6 4,
BbIbOpa) MakcumarnbHas cyTovHast gosa - 800 - 1000 mr
2 - 5 cyTku
M'mapokopTU3oH** Mpn A 100 MM pT CT. 1 Bblle NEPEBOA HA BHYTPUMBbILLEYHOE

BBeaeHue, 50 - 75 mr kaxgble 6 - 8 4, C nocneayrLwmMM CHUKEHNEM
003bl Kaxable cyTkn (25 - 50 mr 2 - 4 pasa B cyTku). [Npn gose
meHee 100 mr - gobaenenne donygpokopTrdoHa 0,05 - 0,2 mr/cyT.

Mocnepytowme gHu

MepeBoa Ha nepoparbHbIn Npuem

MMapokopTU3oH™™ + - BHyTpb, 40 mr yTpom n 20 mr B 18:00, nocTeNEHHOE CHUXEHME
0O3bl OO CTaHgapTHOM  3amectutenbHow (oo 40 wr
rmapokopTuaoHa (10 Mr npegHU30MoHa) B CyTKK)

®PnyapoKopTU3OH™™ - BHyTpb, 0,05 - 0,2 mr B cyTku (06b14HO 0,1 Mr/cyT.)

Mpunoxexne b

ANrOPUTMbI OEUCTBUN BPAYA
O6Lwan cxema

AﬂrOpMTM BeOeHus B3POCIibIX NaUuMeHTOB C KinaCCn4eCKknmm d)OpMaMVI ,D,eq)VILIMT 21 -rmppokcunasbli



MauwenT ¢ nogo3peHnem
Ha BPOXKACHHYIO AMCHYHKUMIO
KOpbl HAANOYEUHUKOB

AuarnHocTuka

Qopma geduymra
21-rMapoKCcHNabl
Knaccuueckan?

Y

ANropuTM BEIEHUA
B3POCNbIX NALNEHTOB
€ Knaccuueckumm popmamm
neduunra
21-rmapoKcunasl

Anropuim seieHun
B3POCNBIX NAUWUEHTOB

21-rmapokcunazsl (HBAKH)

AnropuTtm BeAieHUs1 B3pOCIbIX NAaLMEHTOB C Heknaccu4yeckon chopmoin aecdmunta 21-rugpokcunasbl

(HBOKH)

€ HeKknaccnueckon dopmon aeduunta

B 1eTCTBE AHMarHO3OoM BUPUNBLHOW MNK

NayneHT ¢ yCTaHOBNEHHBIM

consTepalwen opmamu BAKH

i

Ectb noBbiwenne
AHAPOCTEHAWOHA,
1700, TectocTepoHa,
pexmnna nnu APMN
BbilWwe yenesbix?

i

Koppekuuna 103bi rioKo-
W MUHEPaNOKOPTUKONAOS

rOpMOHOB

ANA QOCTUXEHNA Uenesbix yponneﬁ

A

MeTabonnueckux HapyleHun)

Exerogxoe gucnancepHoe HabnogeHne
(oueHka penpoayKTMBHON GYHKUWK,




NauuenTka ¢ noaospeHrem Ha HBAKH

EcTb nopbiwenne Her
17 ONr ebiwe 30 HMONL/N

(10 Hr/mn)?

a

Yporews 17 ONI
6-30 Hmons/n
(2-10 Hr/mn)?

MpogefeHne reHeTHYeCKoro

WCCNeNOBAHMA HA BHIABNEHUE
MyTauWi B reHe

CYP 21 ruppokcnnassl

Owarnos HBKH ucknouen

 J

= MyTaUWK B rexne

Aunarnos uBAIKH noareepxaeH CYP 21 apoxcunasy

¥
MoKazanna K HasHavenunio Tepanuu MK,
KOK unm komburaywma MK+KOK:

- becnnoave/HeBbHAWMBAHKE
GepemMeHHoCTH

= HAPYWEeHWA MeHCTRYaNbHOro uMKna

- BHICOKAA CTENEHb MMPCYTUIMA
(rupcyTHO® YnCno euiwe 15)

Mpunoxexne B

MHOOPMALUA ONA NALUMEHTA

BpoxageHHas gucdyHKumsa Kopbl HagnodevHukos (BAKH) - 3aboneBaHue, cBA3aHHOE C HapyLleHneM paboThbl
Hagno4ve4vHukoB. HagnoyeyuHukm (HI) - napHble opraHbl HEGOMbLLMX pa3MepoB, PacnosioXXeHHbIE BMM3KO K MOYKaM.
CocCToAT M3 2 OCHOBHbIX YaCcTeln: BHYTPEHHSSI YacTb - MO3rOBOW CIOW, BbipabaTbiBaeT agpeHanuH 1 ata dyHKUus
npy BOKH He HapylweHa. HapyXHbli CNon - KOPKOBLIN CNOW, MUMEHHO TaM BO3HUKAKOT HapyLUeHusl, npuBosLLme K
passutuio BAKH.

B kopkoBOM crioe BblpabaTbiBatoTCs rOPMOHbI (CTepouabl), KOTOpble NMOAAEPKMBAKOT OCHOBHbIE KU3HEHHbIE
hyHKUMM OpraHu3ma. OTU ropMOHbl 06pa3yoTcst U3 XoSiecTeprHa NMyTeM CIIOXXHOIO, MHOTO3TanHOro npowecca U B
KOHEYHOM UTOre, B KOPKOBOM Crioe BblpabaTbiBatoTCs 3 rpynnbl FOPMOHOB: KOPTW3OJ, arnbAOCTEPOH, MYXCKue
MONoBble FOPMOHbI (aHAPOrEHbI).

KopTuson perynupyeT paboTy NpakTUYeCcKU BCEX CUCTEM OpraHuama: KpoBoobGpalleHre, OTBeT Ha cTpecc (B
TOM Ymcre Npu MHEKLMKN, TpaBME) U MHOTO ApYroe.

AnbOOCTEPOH: OTBEYaEeT 3a Nnogaep)KaHne B OpraHu3me HOpPMarbHOrO YPOBHS TaKMX BELLECTB, KakK Kamnuu,
HaTpUN.



AHD,pOFeHbIZ Bpra6aTbIBaI'OTCF| B HI' kak Y MYXX4UH, TaK N Y XEHLWNH, BIUAKOT Ha penpoayKTUBHOE 300P0BbE.

Pabota HIT koHTponupyeTcs ronoBHbIM MO3rom (rmnocmsom, runotanamycom). Ecnu ypoBeHb kopTu3ona B
KPOBU HedocTaToueH Ans HopmanbHoW paboTbl opraHu3ama, 3TO "pacno3HaeTca" runotanamycom, curHan
nepepaetcs runoumasy 1 B HeM Ha4MHaeT BblpabaTtbiBaTbCs ropMoH kopTukoTponuH (AKTI), KoTopbin AencTByeT Ha
KOPKOBbIM CMOW HaAMO4Ye4YHUKOB - MpomcxoauT Belibpoc kopTusona. Koraa B opraHMame JOCTUMraeTcs HopMarbHbIn
YPOBEHb KOPTU30Ma, CTUMynsuMs runodusa npekpawaetcsa uM Bblpadotka AKTI cHwxkaeTtcs. Ecnn naumeHT
nNpMHUMaeT npenapaTtbl [FIIOKOKOPTUKOCTEPOMOOB (CMHTETMYECKMI KOpPTM30M) B TabneTkax, WHbEKUMaX, TO
rmnoTanamMmyc nog Bo3fAenCTBMEM 3TUX NpenapaToB, CHMKaeT BbipaboTky AKTI runodgumsom, HI He ctumynmpyroTcs
AKTT n cMHTe3 kopTM3ona B OpraHM3me YeroBeka CHkaeTcs. Ecnu Tepanus no kakmm-To npuymMHam nNpoBOAUTCS
anvTensHoe Bpems B 6onbLUMX 4o3ax, TO CMHTE3 "CBOEro” kopTu3ona npekpailiaeTcs.

Kak 6b110 0TMeYeHo Bbille, npouecc obpasoBaHnst ropMoHOB B HIT MHOroaTaneH un Ha kaxaom aTane pabortaet
cBon doepMeHT. Ecnn xoTs 6bl 1 hbepmeHT paboTaeT HenpaBunbHO - passuBaetcs BOKH. B koHe4HOM uTore, npu
BOKH Bo3HukaeT HepocTaTok obpas3oBaHWs B OpraHuame KopTusona W, B psage crnyvaeB, anbOoCTepoHa, a
aHOpOreHbl CUHTE3NPYIOTCSA B OpraHn3Me B NOBbILLEHHOM Konun4vecTtBe. [py HU3KOM ypOBHE KOpTU3ona y NaumneHToB
¢ BOKH nosbiwaetcsa ypoBeHb AKTI, koTopbin nbiTaetcs "cTumynupoBaTth" paboty kopbl HI1, BO3HMKaeT
pas3pacTtaHue (runepnnasus) Tkadm HI.

Mpaktuyeckn 90% cnydaes BOKH cBa3aHo ¢ HapyweHuem paboTbl dpepMeHTa, KOTOpbI HasbiBaeTcsa 21-
rmapokcunasa. 9To NPOUCXoAWT M3-3a pasHbliX MyTauuin B reHe, KOTopbln "oTBevaeT" 3a paboty dpepmeHTa. T.e.
BOKH - a1o reHeTnyeckn obycnosneHHoe 3abonesaHue! Mpu npakTMyeckn NONHOM HapyLleHun paboTtbl hepmeHTa
- pasBuBaeTcs knaccuyeckas copma BOKH. Knaccuueckas BOKH aT1o 2 Buga (dpopmbl) 3aboneBaHus: BupunoHas
(oeduunt KopTU3ona, NpuM HopMarbHOM 06pas3oBaHUKM anbOOCTEPOHA, BblpaXEHHOEe yBEeNMYeHWe aHOpOreHoB B
opraHuame) u conbTepsiowas (gedpvunTt kKoptusona + AeduUMT anbAOoCTEPOHA, BbIPAXEHHOE YBENUYeHue
aHgporeHoB). pu HenonmHOM HapylweHun ¢epmeHTa - BO3HMKAeT Heknaccuyeckas gopma BOKH (Tonbko
n30bIToO4HOE 0O6pa3oBaHNe aHOPOreHoOB, KOPTU30S, anbAOCTEPOH B HOPME).

Knaccuyeckne dpopma BAKH anarHoctupyetcsa ¢ poxaenusi, B PO ¢ 2006 r BBeAeH CKPMHUHI HOBOPOXAEHHbIX
Ha 3TO 3aboneBaHue. Y HOBOPOXAEHHbIX C comnbTepstowen dopmon 3aboneBaHus 6e3 neyeHWss BO3HMKAET
CHWXeHWe anneTunTa, NoTeps Beca, poTa (ConbTepsioLLme Kpuabl). Y HOBOPOXAEHHbIX AEBOYEK N3-3a HEMPaBUITLHON
pabotbl HIN 1 obpasoBaHuns 60MbLWIOrO0 KOMMYEeCcTBa aHOPOreHOB U3MEHSAITCH HapyXHble MOMoBble OpraHbl no
MY>KCKOMY TUMy, 4YTO TPeOyeT B psae criyyaeB NpoBedeHMe nractuyeckux onepauui. MNMpu BupunsHon dopme He
ObIBaEeT COMNbTEPSAIOLLMX KPU3OB, Y AEBOYEK ECTb MPU3HAKN HAPYLUEHMI HAPYKHbIX NMOSIOBbIX OPraHoB, Yy Marb4MKoB
B BO3pacTe 2 - 4 neT BO3HMKAOT NpU3Haky BbICTPOro pocra 1 NonoBoro co3peBaHusd. [letn 6e3 neyeHus cHavana
OnepexalwT CBEPCTHMKOB B pOCTE, HO aHAPOreHbl CMOCOGCTBYOT ObICTPOMY 3aKPbITMIO 30H POCTa B KOCTSX U B
KOHEYHOM UTOre, POCT NALUMEHTOB HU3KNIA.

Heknaccuueckas popma BJKH gnarHocTupyeTca y MOMNOAbIX XEHLMH U NogpOCTKOB Mpu obcrneaoBaHum
Ha NpegMeT HeperynapHoro MeHCTpyarbHOro Lukna unm n3bbITOYHOTO OBOJSTOCEHUS. Y MYXXUYUH 3TO COCTOSIHME He
BbI3bIBAET HUKAKUX KITMHUYECKMX MPU3HAKOB 1 HE ANarHOCTUPYETCS.

OwnarHos BOKH cTtaBuTCA Ha 0OCHOBaHMM KOMMNIIEKCHOIO 06CNeaoBaHmsl, BKMOYAOLWEro UccrnefoBaHne ypoBHS
ropMOHOB, B psge cnydaes Ha npobe ¢ AKTI, reHeTnyeckoro aHanusa, Y3U, KT/MPT.

HOetn n B3pocnble ¢ knaccudeckumn dopmamu BOKH [oOmkHbI NOXM3HEHHO neuuTcs Tabnetkamu,
cofepxalwmmMm KopTU3orn - rroKokopTukonaamu. Npn NnocTosHHOM neveHun HopmanuayeTcs ypoBeHb AKTI u
aHpporeHoB B HI1, HopManuayetcs ypoBeHb kopTu3orna B kpoBu. [pu comnbTepswowen cdopme 3aboneBaHus
OONOSHUTENbHO HasHavalTcs npenapaTbl anbgocTepoHa. HeobGxoaMmMo MOMHWUTb, YTO KOPTU30N BaXeH nOnis
opraHmama B NtoBObIX CTPECCOBbLIX CUTyauusi: Npyu 3aboneBaHusaX, TpaBmax, onepaTuBHbIX BMellaTenscteax. Mpu
BOKH B HagnoyeyHrKax NauneHToB He NPOMCXOANUT HOpMarbHOro 06pa3oBaHMs KOPTU30na, NMO3TOMY B CTPECCOBbIX
CcUTyauusix Heo6X04MMO yBENUYMBATL 403Y MMIOKOKOPTUKOUOO0B UM BBOAUTb X BHYTPUMBILLEYHO UM BHYTPUBEHHO.
YeTkni anropntM AencTBUSA JOMMKEH AaTb fleyalluin Bpad naumneHTa.

MaumeHTkn ¢ Heknaccuyeckon dopmon BOKH TpebyoT mHAMBMAyanbHoOro nogxopa. Y OGonbLUMHCTBA
NauMeHTOK rnaBHas xanoba - M3ObITOYHbIA POCT BOJSIOC HA Tene, Npu 3TOM MEHCTPYarbHBIN LMK MOXET ObITb
HopMarnbHbIM K Gecnnoanst MOXeT He ObiTb. B Takux cnyyasix pekoMmeHayloT MCMNonb30oBaTh pasnuyHble MeToabl
anunaumn. B cniyyae, korga y nauveHTok ecTb Npobnembl C 3a4aTMeM UNKU BbiHALLIMBAHUEM GepeMeHHOCTU Unm
Bblpa)X€HHOE HapylleHWne MEHCTPyarnbHOro Lukna - pellaeTcs BONPOC O Ha3HaYeHWW [MOKOKOPTUKOUAOB Wnn
opanbHbIX KOHTPALENTUBOB.



Heobxooumo oTMeTWUTb, 4YTO [03bl NpenapatoB noadbuparTcs WHAMBMAYaNbHO 3HOOKPWHOMOIOM MOf,
KOHTPONEeM FropMOHarbHbIX aHanu3oB KpoBu. [MHamuyeckoe obcriefoBaHMe B3pOCHbIX NMaUMEHTOB, Kak npaBuno,
npoeoautcs 1 - 2 pasa B rog. O6sisaTenbHo Hago npoeoAuTb obcnedoBaHus Anst OOHAPYKEeHUs] OCHOXHEHWI
3aboneBaHus nnn I'IOCJ'IeLI,CTBI/II7I HenpaBuUIribHOro ne4yeHna (COCTOﬂHl/Ie Xenyao4Ho-KMLWeYHOoro Tpakra, Ha6n|o,quv|e
odTanbmonora, rmHekonornyeckoe n aHaponornyeckoe obcrnenosaHve)

Y B3pocnbix nauueHtoB ¢ BJIKH ectecTtBeHHO BO3HMKAKOT BOMPOCHI, CBSI3@HHblIE C BO3MOXHOCTbIO
HacnegoBaHus 3aboneBaHus ux geTeMu. [py cnMaHMM cnepmaTo3onaa U MaTepUHCKON AnLeKkneTkn opMmupyeTcs
reHom nnoga. Kaxgas kneTka nnoga cogepXuT 23 napbl XpOMOCOMbI, NP 3TOM OAHa XpPOMOCOMa M3 napbl OT
matepu, gpyras ot oTua. bonesHb pasBuBaeTcst ecnm 2 XpOMOCOMbI coepXaT NMOBPEXAEHHbIN reH (2 MyTauun),
€ecnv BbisiBNieHa TONbko 1 MyTauus (NoBpexaeH reH OAHOW XPOMOCOMBbI), TO Takoe COCTOSiHME Ha3sblBaeTcs
"300pOBLIN HOCUTENb". Tenepb pacCMOTPUM CUTYyaLMIO, KOrga B CYMNPY)KECKOW nape oauH U3 napTHepoB GorneH
BOKH. B cny4ae, ecnu gpyromn napTHep 340poB, To pebeHKy nepeaacTcs Tonbko 1 reH ¢ myTtaumen n pebeHok byaet
3gopos. Ecnn naptHep Toxe 6oneH BAKH vnu sengeTca 34opoBbiM HOCUTENEM, TO BO3MOXHA CUTYaLUA pOXAEHUS
pebeHka c BOKH. T.o. Taknm cynpyxeckum napam HeobxoamMma KOHCynbTaunsa reHeTuka n obcnegoBaHue napTHepa
Ha npeaMeT MyTauum B reHe dpepmeHTa 21 ruapokcunassbl.

Yacrtasa cutyaumsa npu BOKH - ato ncuxonorudeckne npobnemsl. 310 3abonesaHune, 6e3ycnoBHO, ABNSETCS
CTPECCOM A1 YNIEHOB CEMbU U B3POCHbIX NauneHToB. CneunannampoBaHHas ncuxonornyeckasi NoMoLlb BO MHOTUX
CTpaHax sIBNSeTCs HEOTbEMIIEMON YacTbto paboThbl ¢ NauneHTamu ¢ BOKH.

B 3akntoveHumn xotenock 6bl ckasatb, Yto BJIKH - 3a6oneBaHune, nogaatolleecs nederunto. MNpu ageksaTHoOmM
Tepanunm M KayecTBEHHOM HaOMAEeHMM 3a nauueHTamMm OHU BedyT HOopMarnbHbiA 06pa3s >XM3HWU, MOMHOCTbLIO
coumanbHO aganTMpyloTCd, nony4yaroT obpasoBaHue, Co3aalT CeEMbU, BOCMUTLIBAIOT AETEN.

Mpunoxenue M - 'N

LUKANbI OLIEHKW, BONMPOCHUKN U APYTME OLUEHOYHbLIE MHCTPYMEHTbI
COCTOSAHUA NALUMEHTA, NPUBEAEHHBIE B KITIMHUYECKUX PEKOMEHOALIUAX

r.1. MoandmumpoBaHHas wkana ®eppumana-rannsesn

HasBaHue Ha pycckom s3bike: Lkana deppumana-lannses.

OpuruHansHoe Ha3BaHue (ecnu ectb): Ferriman gallwey score.

WNcTouHuk (obmumnanbHbii cant pa3paboTtymkoB, nybnukauus ¢ Banugaumen): Yildizetal., 2010.
Twvn: wKana oueHKMN.

HasHauyeHune: oLeHKa CTeneHn BblpaXXeHHOCTU OBOSIOCEHMS.

CopepxaHue (WwWabnoH): B KaxaoW M3 n300paeHHbIX aHOpPOreH-3aBUCUMbIX 30H CTEMNeHb OBONOCEHUS
oueHuBaeTtcs ot 0 go 4.

Kniou (nHTepnpetaums): cymma 6annoB no Bcem O6racTaM Ha3biBaeTCs FMPCYTHbIM 4Yucrom. [mpcyTHoe
yncno meHee 8 - BapuaHT HopMbl, 8 - 15 - ymepeHHbI rmpcyTnam, 6onee 15 - cpegHun 1 BblpaXXEHHbIA TMPCYTU3M.

MosicHeHus: pekoMeHayeTcs He npuberatb K AENUNSLMM UNWN yaansTb BONOCHI C MOMOLLbIO BOCKA B TEYEHUe,
Kak MUHUMYM, 4-X HeZernb U n3beratb COpMBaHMSA BOSIOC B TEYEHUE HE MeHee 5 AHel 0o NpoBeAeHMs UccnenoBaHus.
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