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Vademecum — «Cnedyit 3a mnoitl> (nam.) —
PYKOBOOCMBO K CAMOMY 8AICHOMY 8 HCUSHU
épaua 060l cneyuarvnocmu 6 XXI gexe

[MpodeccnonanbHast AesITEIPHOCTH Bpada JIIo00 CTIEMaIbHOCTH IETUT-
Cd Ha dTambl: JUYHOCTHOTO U MPOGMECCUOHAIBHOIO POCTa, ONPENEICHHON
crienraIu3alnu, MOMcKa TOCTOMHOTro MecTa padboTsl. B 1menoM B pemnpo-
MYKTUBHOW MENWIIMHE CYIIECTBYIOT TEpPEeIOMHbIE MOMEHTHI, Kacarollue-
Cs OTHOBPEMEHHO BCEX, HE3aBUCUMO OT MeCTa TPYIOBOU NEATEbHOCTH:
Tepexo1 Ha BeIXaxkuBaHue aetei ¢ maccoit 500 T, BHenmpeHue MmpeHaTaaIbHbIX
CKPUHWHTOB WJIM TIEPEeXO Ha 3JEKTPOHHBIM JOKYMEHTOOOOPOT W IpYyrue
KJTIOUEeBbIE BEXU Pa3BUTUS MeOWIMHBI. OTHBIHE TPYHOBas IESITeTbHOCTDH
CTPOUTCS TO-HOBOMY, 03 BO3MOXKHOCTM BO3BpaTa K CTapblM M 3aMaHYH-
BBIM UIESIM B Ayxe « Huuero He Hamo MEHSITh, MbI M TaK JOCTUTAIN XOPOIITUX
pe3ynbraToB!». OmHa M3 TaKMX BeX — BHEAPEHWE B MPAKTUYECKYIO pabOTy
Bpavya KAUHUYECKUX PeKOMeHOauul.

[To cBoeit cyTu 3T0 00ATbHOE U3BMEHEHUE CO3HAHUS, IIEPEXOT OT pabo-
THI 110 yYeOHUKAM, PAKTUKyMaM, METOINYECKUM yKa3aHUSIM 1 pEKOMeH Ia-
IIUSIM, COBETaM 3a0bITh «BCE, YEMY YUMIIU B BY3€», TOMIMHUTHCS TIPUHIIATTY
«TaK 3[eCh TIPUHSITO!» K MEMCTBUSIM, Y3aKOHEHHBIM TTPUHITUIIOM OCHOBaH-
HOCTM Ha JIOKa3aHHOM. Takoi Obljla MAEOIOTHS pa3pabOTKU M BHEIPEHMS
KJIIMHAYECKUX PEKOMEHIALUI B TIOBCEIHEBHYIO MPakTUKy. 2KW3Hb, KakK
BCEraa, BHECJIA B 9TOT MPOLIECC CBOU KOPPEKTUBHI.

Pa3paboTka KIMHWYECKNUX PEKOMEHIAIMI IIa HEOBICTPO W HEPEemaKo
OTCTaBaJla OT MEPBOHAYAJIBHBIX TJIAHOB. MemTUTEIbHOCTh ObUIa 000CHO-
BaHHOI — MPOIIECC pa3padOTKU PEKOMEHIAIMIA, KaK U UX BHEIPEHUS, ObUT
CJIOXHBIM U MHOTO3TATTHBIM, C MHOXECTBOM 3alIUTHBIX OapbEPOB OT TOMa-
JTAHWST B TEKCT HETIPOBEPEHHBIX TE3MCOB MM COMHUTEJIBHBIX YTBEPKICHUI.
Crtomb BbICOKAs TIaHKA KadecTBa MOPOIWIIA TIPOOJIeMy TOTydeHUsT HeoO0-
XOAMMOTo 00beMa MHMOPMAIIMM C BHICOKMM YPOBHEM TOCTOBEPHOCTH —
ee TMPOCTO He OBbUTO B IPUPOE, U HEKOTOPBIE BOTIPOCHI OCTATTUCH TTOTPOCTY
HEPACKPBITHIMM, KaK, HANpUMep, WHAYKIIUS TPEXIEBPEMEHHBIX POIOB
MEIMKAMEeHTO3HBIMU METOIAMMU.

BHeapeHue B MpakTUKy TOXe WMEJIO CBOM CJIOXHOCTU, KaK OOBEKTUB-
HbIE, TaK U CYObEKTUBHBIE. BBeleHUE B AEI0BOI 000POT 1IE710T0 TaKeTa KJu-
HUYECKUX PEKOMEHIAINI He MOTJIO He TIPUBECTH K OTAETbHBIM MTPAaBOBBIM
KOJUTU3USIM, KOTJa TIOJIOKEHUST OHOTO JTOKYMEHTAa MOTJIM TTPOTUBOPEUYUTH
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MOJIOXKEHUSIM APYroro, — CIUIIKOM MHOTO MepeceueHuit ¢ mpuKazaMu, mo-
pSAOKaMU U CTaHAapTaMu. DTO eCTeCTBEHHAas 60JIE3Hb POCTa, €€ HEOOXOIUMO
MPOITH, U KaxKIas MOoCIeAylolias Bepcusi peKOMEHIALUIA OyIeT N30aBsiTh-
Cs1 OT HECOOTBETCTBUS TMTPUKa3aM, KaK U MPUKa3bl OYIyT KOPPEKTUPOBATHCS
COOTBETCTBEHHO JECTBYIOINM peKoMeHaausM. OIHAKO yKa3aTh MPaKTh-
KYIOILEMY Bpauy Ha CYLIECTBYIOLIME HIOAHCHI TEX WJIM UHBIX TE3UCOB HEOO-
XOAMMO, 3TO MOACTPAXYET €ro B eKeIHEBHOI paboTe U MO3BOJUT U30eKaTh
IOPUANYECKUX MTPETEH3UI. DTO U MOCTYKUIO OMHOM U3 MPUYMH HACTOSIILIETO
U3IAHKS.

JIpyrast npUYrMHa — MOMbBITKA MPEOIOJEHUS CYyOhEKTUBHBIX TPYAHOCTEM
BHEIPEHUST KIMHUUECKUX pEKOMEH AUl B IOBCEAHEBHYIO PaboTy, CBS3aH-
HBIX C OTHOCHUTEJIbHBIM HEYIOOCTBOM MX UCIONb30BaHUsI. CylleCTBYIOLINE
CTaHAApThl U TpeOOBaHUS K pPa3pabOTKe KIMHUYECKUX PEKOMEHIALIMi
MPEONUChIBAIOT MOMEIIATh B HUX 00sI3aTeNIbHbIC pas3ieiibl, OUCHb BaKHbIC
C IOpUANYECKOI M HAayYHON TOYEK 3pEeHUsI, HO abCOMIOTHO Oe3pasInyHbIe
[T Bpaya, WCITOJNB3YIOLIEr0 JOKYMEHT B peallbHOM BpPEMEHM, BO BpeMs
pabotel. MHbopMalus 06 aBTOPCKOM KOJUIEKTHBE, CIIMCOK JIUTEPATYPhl
U HEKOTODbIE Ipyrue pas/esibl 3aHMMAIOT CYILIECTBEHHYIO JOJII0 TeKCTa KIM-
HUYECKUX PEKOMEHIALMIA, HO YAaCTO MEILIAOT ObICTPO UCKATh HEOOXOIUMbIC
TE3UChI, YTOOBI OBICTPO MOHSITh, UTO OENaTh MOXKHO, UTO — HeNlb3s. Takue
BOIPOCHI PEIKO BO3HUKAIOT MPU CTAHAAPTHOM CUTYallMK, KaK MIPaBUIIO, BCE
KIMHUYECKHE PEKOMEHIALIMU MO 3a00JeBaHUSIM, C KOTOPBIMU Bpady MMeEET
JIEJIO KaXKIbIi IeHb, OH 3HAET HAU3YCTh, PEUb UAET O PEIAKUX W YPIEeHTHBIX
KIMHUYECKUX CUTYalUsiX, KOrJa CKOPOCTh IMONYYEHUsI HEOOXOIUMOM WH-
(opMaLK UrpaeT peLIaroIIyiO POJib.

BageMekyM MOCTpPOEH MO MPUHLKIY MaKCUMAJIbHOW 3PrOHOMUYHO-
CTHU Ui UCIIOJIb30BaHUSI Ha paboueM MecTe: KBUHTICCEHLMS BaxKHEHIIeH
nHbopMalM o 3a00JeBaHUM, 3aTEM IepeueHb HEOOXOAMMBIX AECTBUI
U TIepedYeHb ICHCTBUI, KOTOPBIX CeayeT u3berathb, B pasaeie «UTo menathb
He Hamgo!». B KoMMeHTapusix yKazaHbl HIOAHCHI UCITOJIHEHUST TE3MCa U CY-
LIECTBYIOIIVE KOJUIM3UU C TE3UCAMU APYIUX KIMHUYECKUX PEKOMEHIALINIA
WY BEOMCTBEHHbBIX MPHUKA30B. He M3MEHEHO HU OHO MOJIOXEHUE YTBEPXK-
JEHHbBIX KIMHUYECKUX PEKOMEHAALMI, U3peaKa MPUBOAATCS KOHTPBEPCUU
IS OYAYIIUX OOCYKIECHUIA U BO3MOXKHBIX KOPPEKTHUB.

Hacrostuii BageMeKyM OEHCTBYIOIIMX KIMHUUECKUX PEKOMEHIALINA
co3aBalicsl KOJUIEKTUBOM aBTOPOB, YBICUEHHBIX €IMHON Maeeil — co31aTh
[T TIPAKTUKYIOLIETO Bpaya HaJeKHOIOo IMOMOIIHMKA W COBETYMKA B €ro
MpaKTUYECKOM paborTe.



BpoxaeHHas gucdyHKLuA
KOpb! HAiN0YeYHHKOB
(appeHoreHuTanbHbIi
CHHOPOM)

lon yrBepxnenus 2021.

IIpenapatbl, 3a1eiicTBOBAaHHbIE B PEKOMEHIALMAX
o [TIOKOKOPTUKOMIBI.

— I'mopokopTu3oH.

— IlpeaHu30/0H.

— JlekcameTasoH.

— MeTuarpeTHU30JI0H.
e MUHEPaTOKOPTUKOUIBI.

— DOnyapoKOpTHU30H.

MKB-10: E25.0, E25.8, E25.9.

BJAKH — 510 rpynmna ayTocOMHO-pelieCCUBHbBIX 3a00JIeBaHUI, XapaKTe-
pusytonmumxcs neekToM OJHOTo U3 (epMEHTOB WM TPAHCIIOPTHBIX OEIKOB,
MPUHUMAIOIINX YYaCTHE B CUHTE3€ KOPTU30JIa B KOpPe HaAIIOYEUHUKOB.

JTnonorusa U NATOreHe3

[Mpuuunoit pasButus mwoboit popmbl BAKH saBasroTcs martoreHHBIE
BapuUaHThl TEHOB, OTBEUYAIOIINX 32 CUHTE3 (DEPMEHTOB MU TPAHCIOPTHBIX
0eIKOB, yyacTByIOIIMX B OmocmHTe3e Koptu3ona. BJIKH BciemctBue me-
¢ummra 21-ruapoxcunassl 00yCIOBIeHA MTATOTCHHBIMU BapUaHTaAMU B TCHE
CYP21 (CYP21A2), naxonsemcs: B HLA-kKoMruiekce Ha KOPOTKOM Tijieue
xpomocombl 6 (6p21.3). Onucano >200 maroreHHbIX BapuaHToB CYP21A2.
BonbimmmHceTBo (75—80%) M3 HUX TPUXOAMTCS HAa TOYEYHBIE MUKPOKOH-
Bepcuu Mexay reHoM CYP21 v TOMOJIOTUYHBIM eMy TiceBmoreHoMm CYP21P
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(CYP2IAIP, CYP2IA), B 1O BpeMs Kak Bcero 20—25% NpuUxXoguTcs Ha KpyIl-
HbIe MyTallUM — JeJelMU U KOHBEPCUM, MPUBOISIIIME K OoJiee TSKeJIbIM
¢opmam BAKH. Kpome Toro, cyiiecTByloT 0oJjiee peaKkue Cropagnyeckue
IaTOreHHblEe BAPUAHTHI.

Jnuaemnonorung

PacnipoctpaHeHHOCTD Kiaaccuueckux ¢opm aeduumta 2 1-ruapokcuiiasbl
coctaBinseT ot 1:14 000 go 1:18 000 >kuBBIX HOBOPOXKIEHHBIX B Mupe. [To naH-
HBbIM HEOHATAJILHOTO CKpUHUHTra, B Poccuiickoit Menepauuu pacnpo-
CTpaHEHHOCTh 3a00JieBaHUS B OTAEIBHBIX perMoHax coctapiseT oT 1:5000
10 1:12 000, B tesoM 1o ctpaHe — 1:9638 XUBBIX HOBOPOXKIECHHBIX.

HBIKH Bcrpeuaercs yame — ot 1:500 go 1:1000 cpenu oOieit morry-
JISILIMY, 2 B HEKOTOPBIX M30JMPOBAHHBIX 3THUYECKUX IPYIIIaX, XapaKTepu-
3YIOIIMXCST BLICOKMM TTPOLIEHTOM OJIM3KOPOJCTBEHHBIX OpakoB (Hampumep,
eBpeu alllKeHa3!), pacIpoCTPaHEHHOCTh MOXeET 1oXoauTh 10 1:50—1:100.

T'unepronuueckass dopma BAKH — pedunur 11p-rungpoxkcunasel —
BcTpevaercss y 1 Ha 100 000 HoBopoxkaeHHBIX. B Poccuu pacnpoctpaHeH-
HoCTb runeproHuueckoii popmbl BIAKH He nsyuena.

OcranbHble (hOPMBI OTIMCAHBI JIMIITb B BUAC OTAEIbHBIX KIMHUYECKUX Ha-
OMroAcHUI 1 HE MoajieXaT CUCTeMaTU3alluM 1151 BBIpaOOTKU KIMHUYECKUX
PEKOMEHIALIMIA.

KJTACCUDUKALNA

B Hacrostmee Bpemst oncano cemb hopm BJIKH:
o JINTIOWIHAS TUTIEPTUIA31sI KOPBI HAATIOUeYHUKOB (neduumt StAR-mpo-
TepUHa);

o necounmT 20,22-1ecMOIIa3kl;

o necounmT 17a-ruapoxrcmnasbl/17,20-1massbr;

o eOUIUT 3B-TUAPOKCUCTEPOUIIETUIPOTeHA3HI;

o neuLnT 2 1-ruapOKCUIA3H;

e eyt 11B-ruapoxcunassl;

o eOUITUT OKCUITOPEIYKTa3bl.

Hau6onee yacras dopma BAKH (>90%) obycrnosneHa nedururom dep-
meHTa 21-rugpokcunassl. BIKH Bcaencrsue nedunmra 21-rugpoKcuiaassl
MOAPA3AEsIeTCS Ha HEKJIACCUYECKYIO U KJTACCUYECKYIO (BUPUIIBHYIO U COJIb-
TepSIIOIIyI0) (POPMEL.
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KJIMHWYECKASA KAPTUHA

Kimmmmaeckast kaptHa aeduimTa 2 1 -THapoKcuaasbl CKIIaIBIBAeTCS U3 IBYX
OCHOBHBIX COCTABJISTIONINX: HAMITOYEUHNKOBOM HEIOCTATOYHOCTH, BOZHUKAO-
el BCIIeACTBUE OeUIINTA CHTEe3a KOPTU30JIa M ajTbIOCTepOHa, 1 TUTIepaH-
JIPOTeHNHN, BO3HUKAOIIIEH 13-3a N30BITOYHOM MPOMXYKIINMHY aHAPOTeHOB. B 3aB11-
CHMOCTH OT CTETICHU COXPAaHHOCTU aKTMBHOCTH (bepMeHTa 2 1-THIpOKCHIIa3hI
BBIICIISIOT ABe Kimaccmueckue hopmel BIKH: coavmepsrouwyro u eupuasuyro.

Ipu convmepsiroweit popme nMeeTcs TeUINT KaK MUTHEPATIOKOPTUKOMIOB,
TaK 1 TIIOKOKOPTUKOMAOB. JIe(DUIINT ITOCIeTHIX TIPH OTCYTCTBUM KOMIICHCA-
WY IIPUBOIUT K Pa3BUTHIO CMEPTEITLHO OITACHOTO COCTOSTHUSI — COJIBTEPSIIO-
IIIero Kpr3a, 00yCIOBIEHHOTO CHIDKEHEM peadbCcopOLMy HATpHS B KaHAIBIIAX
TIOYEK, CHIDKCHNEM 00beMa LIMPKYIMpYIomieil Kpou, AJl, pa3BUTHEM BbIpa-
JKeHHOTO 00e3BoXnBaHUs. Hambosee TsoKemo CombTepsIrole Kpr3bl IpoTeKa-
JOT B IGTCKOM BO3pacTe, C BO3pAaCTOM MX YAaCTOTa CHITKACTCS, OMHAKO B CTpec-
COBBIX CHUTYallWsIX, HAIIpUMEpP TIPU OIepalisX, TpaBMaxX, MHTEPKYPPECHTHBIX
3a00JIeBaHMSIX, OHU MOTYT OCJIOXKHUTH TeUeHUE 3a00JIeBAHMS U Y B3POCIIBIX.

IIpu supunvroii popme oTMEIACTCS TOIBKO Ie(UIINT KOPTU30JIA, ITO TP
OTCYTCTBUU JICUCHMSI TIPOSIBIISICTCS MBITIICYHOM CITa00CThIO, YTOMIISIEMOCTBIO,
TMOTeMHEHNEM KOXKHBIX TTIOKPOBOB Ha ()OHE CUMIITOMOB THUTIEPAHIPOTCHIN.

IIpu Hexnaccuueckoii gpopme 3a00J€BaHNS BEAYIINMHU XKaJIOOAMM Y XKEH-
IIWH SIBJISTIOTCS U30bIMO%HOE 080.10CEHUe, HAPYULEHUSL MEHCIMPYA1bHO20 YUKAA,
becn.aodue uau HegblHAWUBANHUE OepeMEHHOCTU.

AUATHOCTUKA

Kputepuu ycTaHoBneHus auarHo3a knaceuyeckux coopm pechuumta 21-ruppokeunasnol | A(2)
[narHo3 ycTaHaBnnBaeTCs C POXKAEHNSA HA OCHOBAHWUM Pe3y/bTaTOB N1abopaTopHbIX
NCCefOBaHNA: HEOHATANbHOMO CKpUHUHIA (onpefenenne 170HP y HOBOpOXAEH-
HbIX), B NOCNELYOLLEM NOLTBEPXKAEHHOr0 NOBTOPHLIM N1a60PaTOPHLIM 06CeA0Ba-
HWEeM C OnpefdeNieHneM B KPOBW NOBbILLEHHOrO ypoBHs 170HP, 4oNoNHUTENbHO —
TECTOCTEPOHa, aHAPOCTEHANOHA, NPU CONbTepsAtoLLen (popme 3a60s1eBaHNA — Mno-
BbILLEHHbLIM YPOBHEM PEHIHA 1 PEHMHOBOW aKTUBHOCTY MNa3Mbl KPOBU, TANEpPKani-
eMUeit, rTMnoHaTpueMunet; pesyrnbstataMmu reHeTUYecKoro 06¢ejoBaHus (BbiIiBNEHNE
MyTauuii B rene CYP21A2); paHHbIMU (hM3NKaNbHOrO 06CNeA0BaHNS: HapyLLIeHne
(OPMMPOBAHUS HAPYXKHBIX MONIOBLIX OPraHOB Yy HOBOPOX/EHHBIX XKEHCKOro nona,
NPU3HAKN NPEXEeBPEMEHHOr0 NOJI0BOr0 Pa3BuUTUS y AeTeir 060mx nonos. B He-
QNArHOCTUPOBAHHbIX Cyyasx Knaccuyeckux dpopm BOKH naumeHTKn ¢ XXEHCKUM
KapuoTunoM UMEOT MyXCKON cpeHoTUN. MPUHLMMbI 1a60PaTOPHON U FEHETUYECKON
ANArHOCTNKM 3a6051eBaHNs Y B3POCbIX TaKMe XKe, Kak B ITCKOM BO3pacTe
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OkoHnuanue maoba.

Kputepuun ycTaHoBneHna guarHo3a Heknaccuueckoii hopmol gedpuuuta 21-rugpok-
cunasbl

[lnarHo3 ycTaHaBiMBAKOT HAa OCHOBAHWKM AHAMHECTUYECKWX AaHHbIX: NaLWeHTKM
npeabaBAAOT XKanobbl Ha HAPYLUEHUS MEHCTPYASIbHOMO LKA, NPUBLIYHOE HEBbIHA-
LUMBaHWe unu 6ecnnoaue, N36bITOYHbIA POCT BOSIOC B aHAPOreH3aBUCKUMbIX 30HaX;
[aHHbIX (PU3NKANLHOTO 06CNEA0BAHNSA: Y XKEHLLMH BbIABNAKOTCA NPU3HAKK TUPCY-
TW3Ma, aKHe; NabopaTopHOro M reHeT4eckoro 06¢neL0BaHNS: NOBbILLIEHNS YPOBHS
170HP, BbissBneHne myTauuii B reHe CYP21A2.

/ickntoyeHne coCTaBnsaT naumeHTsl ¢ 6ecnnoanem, TART, onyxonsmu Hagnoyey-
HUKOB 1 C pe3ynbTaTami reHeTU4ecKoro 06CneA0BaHNs, KOTOPble ABAAIOTCA Npo-
MEXYTOYHbIMW MeXy KNacCUYeCKUMU 1 HEKNACCUYeCKUMM doeHOTUNaMu

A(2)

Kputepun yctaHoBneHns guarHosa runeproHuyeckon cgopmel BKH Bcnepcteue
pedmumta 113-ruppoKcnnasni

[lnarHo3 yctaHaBfnBatoT C POXXAEHUS HA 0OCHOBaHMM onpegeneHus 11-1e30KcunKkop-
TW30Na, reHeTUYeCKOro 006Cnea0BaHns: ccneaoBaHne myTtaumin B ree CYPT11B17.
Kak npasuno, npu aToil hopme 3a6onesaHus onpeaensercs nosbiwexne 170HP,
No3TOMY MO pe3y/nbTaTaM HeOHaTasbHOro CKPUHWHIA W nocnefytoLiero naéopa-
TOPHOro 06C/ef0BaHNs NaLeHTaM YCTaHaBNNBAEGTCSA NEPBOHAYaNbHO JMArHO3 BU-
pUbHO GhopMbl AedouumTa 21-ruapokKcunasbl, 04HAKO B NOCAEAYIOLLEM, Y4UTbIBASA
KNWHUYECKYIO KapTUHY 3a6051eBanns, BbisisneHne Al y naumeHToB, HU3KOM YPOBHE
Kanus 1 akTUBHOCTW PEHUHA Na3Mbl BHE NpuemMa MUHePanoKopTUKOUAHBIX npena-
partoB UM Nepeso3npoBKi rHKOKOPTUKOUAHbIMKM (TK) npenapatamu, npoBOAMTCA
6onee yrny6neHHoe 06crnefoBaHne ¢ ONpeAeneHnem BbllleyKasaHHbIX naboparop-
HbIX MapamMeTpOB ¥ YCTaHAB/IMBAEGTCA ANArHO3 runepToHnyeckomn gopmsl BAKH

C(4)

Xano6bl 1 aHamHe3

Kanobsl manueHToB onpenesstorcs (Gopmoii 3aboaeBaHUs (BUPpUATb-

Has, COJIbTEpAIoIasd, HCKI[aCCI/I'{CCKaH).

du3sukanoHoe o6cnenosaHune

OueHKa aHTPOMOMETPUHECKMX MApameTpoB, CTEMEHU TMPCYTU3MA Y KEHLLMH, Bbl-
ABNEHNE KIMHNYECKUX NPU3HAKOB HAANOYE4YHKOBON HEJOCTATO4HOCTH.

[lpU3HaKkn TmnepangporeHnn y XeHLMH ¢ Kaaccuqeckumu gopmamn gecuuymra
21-rngpokcunnasbl 00bI4HO SPKO BbIDAXEHbI U [IPU OTCYTCTBUN JIEHEHUS NIPOSBSIOTCS
BUPWIIN3ALMEN HAPYXKHbIX MOJIOBbIX OPraHOB, aMEHOPEEN, BbIPAXKEHHON anoneLnen
U TUPCYTUIMOM. B HEANArHoCTUPOBAHHBIX Crly4asx knaccudeckon BOKH naymeHTku
C XXEHCKUM KapuoTUIIOM UMEIOT MYXXCKOU GheHOTUI.

HBIKH He conpoBoxpgaeTcss npu3Hakamu Hafano4yeyHUKoBON HEJoCcTaro4HOCTH
Y NPOSIBIISIETCSA Y XEHLLUH 10CT1e My6epTaTHOro Bo3pacra’

C(5)

' Tlo kimmamyeckuM niposieiennsM HBJIKH moxoxa na CITS.
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JNa6opaTtopHble uccnegoBaHua

[lnarHocTrka knaccuyeckux copm gechuumuta 21-rugpokcunassl

B KayecTBe OCHOBHOrO MeTO/a BbISB/IEHUS KNaccuyeckux dhopm aedomunta 21-ru-
JPOKCWNa3bl BCEM HOBOPOXEHHLIM PEKOMEHLYETCS HeOHATANTbHbINA CKPUHUHT C UC-
cneposannem ypoBHa 170HP B kposu

A2)

PekomeHayeTcs mcnonb3oBatb uccneaoBanne yposHs 170HP B KpOBM B paHHIOK
honnukynsapHyto asy, B YTPEHHNE Yacbl, Kak rMaBHOr0 AMArHOCTUYECKOro Map-
kepa BOKH B Tex cnyyasx, Koraa AuarHo3 paHee He Obln YCTaHOBMEH B X0/€e He-
OHATanbHOr0 CKPUHKHTA

A(2)

[lnarHocTvka Heknaccuyeckoi hopmbl 21-ruapokcunasnbl

[Ona auardoctukn HBOKH pekomeHayetcs uccneposat yposeHb 170HP B Kpo-
BW Y XKEHLUMH B PaHHIO (ONNUKYNAPHYIO (pasy, B YTPEHHNE 4ackl (He mo3gHee
5-7-ro gHa fo 8:00), npy ameHopee — B 1100V [6Hb, CTPOr0 BHE 6EPEMEHHOCTH.
pu norpaHnyHbix 3Haqdenmsix 170HP (6-30 Hmonb/n nnm 2-10 HI/MA — Tak Ha-
3bIBAEMasi «Cepasi 30Ha»), BbIABIEHHbIX MUHUMYM 1Py ABYKDATHOM ONPEAEIEeHNN,
DEKOMEHAYETCSA JOMOHUTEbHBIA CTUMYUPYIOLMIA TECT C npenapatamu rpynmbl
alPeHOKOPTUKOTPONHOr0 rOPMOHA, YTO ABJIAIETCS «30J10ThIM CTAHAAPTOM» Auna-
rHoctukn BLKH B mupe’

A(2)

[uartoctuka HBOKH pekomeHa0BaHa XeHLUUHAM ¢ NPU3HaKamMmn rmpcyTuama, ano-
neuuu, akHe, HapyLLUEHNAMW MEHCTPYanbHOro Lukna, 6ecnioguem w/unm npuebly-
HbIM HEBbIHALLIWBAHWEM GEPEMEHHOCTU

A(3)

Ta6muma 1. ATTopuTM TUArHOCTUKYU HEKJIACCUYECKOU (hOpMBI BPOXKIEHHON TUTIEep-
MJ1a3UM KOpbl HalInmoyeyHUKoB B Poccuiickoit Peneparu Beaenctsue aeduimra

21-ruapokcunasbl

ba3sanbHbli ypoeHb 170HP
<6 HMONb/N 6-30 HMonb/N >30 HMONb/N
(<2 Hr/mn) (2-10 ur/mn) (>10 Hr/mn)
Jeconuut 21-ruapokcuna- PekomeHayeTcs reHeTun- Jedonumt 21-rnapokcunassbl
3bl UCKMKOYaeTCA 4eCKOe uccneaoBaHme
reHa CYP21A2

IMokazanus ag reHeTn4eckKoil nuarHoctuku npu BJAKH:
e BepudUKalusg U1arHo3a;

e [UIAHUPOBaHUE OEPEMEHHOCTHU B CEMbSIX, UMEIOIINX peOeHKa, O0JbHO-
ro BAKH, unu B ceMbsiX, BKIIIOYAIOIINX FETEPO- UJIM TOMO3UTOTHBIX

HOCUTEeJIeH MaTOreHHbIX BapuaHTOB B reHe CYP2IA2.

'B P® METOA HEAOCTYIICH, ITIO3TOMY B TAKMX CUTyallUAX PEKOMEHAYIOT TCHETUYC-

ckoe uccienoBanue reHa CYP21A2.
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BAXHO!

e CiieiyeT NPOBOAMTH aHAJIM3 MAaKCUMaJbHO BO3MOXHBIX JUISI KaXKIOu
FeHEeTUYECKOI 1abopaTOpUm MaTOTeHHbIX BapuaHTOB B reHe CYP2IA2

npu 10001 ¢popme 3a00eBaHUS.

e CylIeCTBYET BEPOSITHOCTb HAJIMYMS Y TTALIMEHTA HOBBIX HEOIMMCAHHBIX
MyTallMii, WIM TeTePO3UTOTHBIM HOCUTEIb «HauboJiee 4acToil MyTa-
LHUW» MOXET UMETh HEOIMUCAHHBINA HnamozeHHblil éapuanm B IPYroM

ajene.

o HesbisiBienue mytaumii B reHe CYP2IA2 He CIyXUT NPUUYMHON ISt

cHsaTus auarHos3a BJIKH.

NunarnocTtuka pecouunta 11p3-ruapokcunasol

Y NauMeHToB ¢ HeTMNU4HbIM Tedenuem BOKH wnun pazsutuem Al pekomeHayetcs
[NarHocTuKa runepToHnyeckon opmsl BOKH nytem KomnnekcHoro onpeaenexus
KOHLEHTpaunn CTePONIHbIX TOPMOHOB METOAOM TaHAEMHON MacC-CMeKTPOMETpUM
C uccrefoBaHnem ypoBHs 11-4630KCMKOPTU30M1a B KPOBU

C(4)

WNHCTpyMeHTanbHbie UccnefoBanus

C uenbto AnarHocTuki ocnoxHennii BOKH n onutensHon 3aMecTUTENbHOI Tepanum
rMIOKOKOPTUKOMAAMMN Y NALMEHTOB PEKOMEHAYETCS UCMONb3oBaTh Takue METOfbl
VHCTPYMEHTaNIbHON AUArHOCTUKMW, KaK: PEHTreHOAEHCUTOMETPUS BCEM NaLMeHTam
BHE 3aBUCKUMOCTN OT CTeneHn KomneHcauuu, Y3U/mynstucnupanbHas KOMnblOTep-
Has Tomorpadpus unu MPT Hagno4e4yHUKOB Npu aNu304ax ANUTENbHON KOMMeHca-
un, Y3 manoro Tasa Bcem XeHwmHam (npu nogospequn Ha OAPT — pononHu-
TenbHo MPT manoro Ta3a)

c(5)

NEYEHUE

KoHcepBaTUBHOE neveHune

Jleyenune nauneHToB ¢ Knaccuyeckumu hopmamu fecpuuuta
21-rugpokcunassl

PekomeH[0BaHO NeYnTb B3POCIbIX MALMEHTOB C Knaccuyieckumn doopmamu BOKH
rMAPOKOPTU3OHOM MW ANUTENbHO AercTByoLwmMMm K.

Y B3pOC/IbIX NALMEHTOB BO3MOXHO MCMOSb30BAHME NPEnapaToB Kak KOPOTKOro (ru-
JPOKOPTU30H), TaK U ANUTENIbHOIO (MPeHU30M0H, AeKCAMeTa30H, MeTUNNpeSHN-
30/10H) AeicTBNA. 3TO B psAe CNy4aeB NPUBOAUT K YNyYLIEHWO KOMMIAEHTHOCTM

c(5)
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OkoHuanue maon.

naumeHToB. Hanbomnee 4acTo UCNONb3YeTes CredyloLas cxema nepesoja ¢ 04HOro
[K-npenapara Ha apyron: 20 Mr ruapokopTU30HA ~5 MI NPeHN30S10Ha ~4 M Me-
TunnpegHn3onoHa ~0,375-0,5 Mr gekcameTasoHa

MMpwn conbTepstowen opme gedouumnta 21-rugpokcunasbl PeKOMeHAyeTcs Aonos-
HUTeNbHO K [K-npenaparam NpUMeHATb MUHEPANOKOPTUKOUAHbIE Npenapars! (chny-
LPOKOPTU30H)

C(5)

PeKOMeHI0BaHO yBeNNYeHne J03bl MHOKOKOPTUKOMAO0B UM NEPexor Ha napeHTe-
panbHoe BeeAeHne IK-npenapaTtoB B OCTPbLIX CUTYaUUAX, Taknx Kak qrebpunbHas
Temnepartypa (>38,5 °C), racTposHTepuT ¢ Aeruaparaumeil, onepauum nog o6Llei
AHECTe3nel 1 MacCUBHbIE TPABMbI.

B cnyyae WHTEPKYPPEHTHbIX 3a60M1eBaHUA, NpU KOTOPbIX COXPaHEHa BO3MOX-
HOCTb NMPOAOMKEHUs nepopansHoro npuema MK-npenaparos, HE06X0AUMO YBeE-
NNYeHne J03bl FHKOKOPTMKOMA0B B 2-3 pasa. [1pn Heap(eKTUBHOCTI BBOANTCA
rMAPOKOPTU30H (rMAPOKOPTU30HA HATPUA CyKLMHAT®) B fo3e 50-100 mr B/m, Aa-
nee Npu He06XOAUMOCTY BBEIEHNE NOBTOPAETCA N0 50 Mr Kaxable 4-6 4. B cny-
Yae OTCYTCTBUS YNy4YLUEHW CaMOYYBCTBUS B TeyeHune 24-48 4 pekoMeHLyeTcs
rocnuTanu3auus B cTauuoHap, rae BbiNOSHAETCS B/B-UHMY3US rMAPOKOPTU30HA
Ha (hOHe permppatauyuoHHON Tepanuu. Mpyu NpUMEHeHUN NapeHTepanbHOro ru-
APOKOPTM30HA [i03a (DNYAPOKOPTU30HA HE MEHSETCH, Nnbo [axe MuHepano-
KOPTUKOMAHbIE npenapatbl OTMEHAKTCH MONMHOCTbIO. Kak TONMbKO COCTOSHWE
nauneHTa cTabunnuanpyercs, crefyeT NoCTeNeHHO BEPHYTHCA K 06bIYHBIM 03aM
npenaparos

C(5)

Mpy 3MOLMOHANILHOM W HEPBHOM HaMPsKEHUU, MPU NErknx BUPYCHbIX 3a6onesa-
HUSX 1 NpeAcTOsiLLen (DU3NYECKOI Harpy3Ke YBenMYMBaTh O3y MOKOKOPTMKOMAA
He peKoMeHayeTcs

C(5)

JleyeHue naumeHToK ¢ Heknaccuyeckumu thopmamu feduyuta
21-ruapokcunasbl

JNeyenne naumeHTok ¢ HBAKH ¢ nomoulbto MK-npenapatoB peKkoMeHL0BaHO Npu Bbl-
IBNEHUN BbIPOKEHHOW runepaHAaporeHnmn, 6ecnnogus Uan HesbiHalWmMBaHNS Gepe-
MEHHOCTW.

Y KEHLLWH C BbIPQXEHHbIMW CUMNTOMAaMM FMNEPaHAPOreHn BO3MOXKHO Ha3HaYeHme
MOKOKOPTUKOWIO0B. BHe nnaHWpoBaHus 6epeMeHHOCTM W BbIPAXKEHHOW rnepaH-
QPOTEHNN NPUMEHEHUE TTIIOKOKOPTUKOWIOB He SBNAETCA 00683aTeNbHbIM 11 MOXET
6bITb 3aMEHEHO cumnToMaTuyeckoi Tepanuen B suge KOK n/unu aHTnaHaporeHos
NG

C(5)

YTO QIENIATD HE HAZIO!

| JNe4unts 6eccumnTomMHble hopmbl HBAKH y XXeHLWmH

c6)
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JlononHuTeNbHbIE PEKOMEHAALMH

[Tpepnaraetca naumeHtkam ¢ BJKH, umerowmm ncuxocoumnanbHble npo6nembl
BCNEACTBME HAPYLLEHUS NOIOBOr0 pa3BMTUSA, 06pallaTbCs K aKcnepTam, cneuyuanu-
3VPYHOLLMMCSA HA AaHHOI HO30/10r MK

A@)

Y XKEHLUWH C YMEPEHHOI runepaHaporeHnen u AMCMyHKLMeR SUYHUKOB BHE Nna-
HUPOBaHWA GEPEMEHHOCTU PEeKOMeHLyeTcs npuMeHeHue BMecTo [K-npenapatoB
CUMMTOMATUYECKOI Tepanui: NPOrecTareHoB 1 3CTPOreHoB ((PMKCMPOBAHHbIE KOM-
61HaLMKW) W/MnN aHTUaHAPOreHOoB

B(3)

JleyeHue runepToHuyeckoii hopmbl BAKH pekomeHayeTcs no Tem e npuHumnam,
4TO M NeYeHune BUPUNbHOR PopMbl, 06YCNOBNEHHOW AeduunuToM 21-rugpokcu-
nasbl. B Tepanun moryT npumeHsTbes TK-npenaparbl KOPOTKOro W AnMTENBHOIO
neincTBus

C(5)

Mauventam ¢ runeptoHnyeckoint popmoit BOKH B kayecTBe AONONHUTENbHON Te-
panuum peKkoMeHAYeTCs HadHayaTb aHTUrMNepTeH3WBHbIE Npenaparbl, NPeAnoYTH-
TeIbHO — KanuiicbeperatoLime uypeTuku i JUrnaponupuanHoBble NPON3BOLHbIE
CENeKTUBHbIX 6/10KaTOPOB KabLMEBbIX KAHAN0B

C(5)

Xupypruyeckoe neveHue

PekomeHayeTcs MpOBECTM NepBbI 3Tan (PEMUHUSUPYIOLLEA NNACTUKN HAPYXXHbIX
MOJIOBbIX OPraHOB B MePBbIe rOfbl XU3HM Pe6EHKA 1 3aBEPLUMTb BCE 3Tanbl XUpyp-
rN4ecKOro neveHns y nauneHTok ¢ BOKH B ny6eptaTHOM Bo3pacTe

C(4)

B pekux cnyyasx y naLneHToB ¢ HEKOHTPONMPYEMOIA runepaHaporeHneil npu yeno-
BUM [J0CTAaTOYHON NPUBEPXKEHHOCTY JIEYEHINIO MOXKET ObiTh PEKOMEH/I0BAHA ABYCTO-
POHHSAA afipeHaNIKTOMUS

C(4)

NPO®UNAKTUKA U AUCNAHCEPHOE HABJIOAEHUE

MpothunakTuka u aucnancepHoe HabnaeHue
B3POCJIbIX MALUUEHTOB C KNaccuyeckumm hopmamu
pecmumuta 21-rugpokcunasbl

PekomenzyeTcs He pexe 1 pasa B rof BCEM NauMeHTaMm HasHa4aTb 06Cnef0BaHne
ONs YTOMHEHUS CTEMeHW KOMMEeHcauuu 3a60NeBaHus YPOBHE aHAPOCTEHAMOHA,
170HP, TecTocTepoHa B KPOBM BCEM MAauMEHTaM C BUPWIBLHOW M CONBTEPAIOLLEN
opmamu BIKH, a Takxe aKTMBHOCTI PEHMHA NNa3Mbl (TOMbKO NaLUEHTaM C COSlb-
TepstoLLert hopmoii)

C(5)
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OkoHuanue maon.

C Uenblo OLEHKN CTENeHW KOMMeHcauun PekoMeHyeTcs uccnepnosaHue yposHel | C(5)
aHapocTeHanoHa, 170HP, TecTocTepoHa B KpOBM BCEM MaLMEHTKAM C BUPWIIbHOI
n conbTepsiowen opmamu BAKH, a TakKe akTUBHOCTU peHMHA nna3mbl (TONbKO
nawlmeHTam C ConbTepstoLLei dhopmon)

IlucnaHcepHoe Ha6no4EeHUE U MOHUTOPUHT OCNIOXHEHHUN

Beneue nauneHToB C Knaccudeckumn cpopmamu geduumrta 21-ruppokeunassl | G(4)
TpebyeT HeNpepbIBHOrO NOAAEPKAHUS PABHOBECUA MEXAY M3ObITKOM aHAPOreHOB
N U36bITKOM 3K30TEHHbIX THOKOKOPTUKOUA0B, A06MTLCA KOTOPOro B KIMHUYeE-
CKOM NpakTuKe OblBaeT [OBOSIbHO HEMpoCTO. M03ToMy HE06XOLUM TLlaTeNbHbIN
MOHUTOPUHI OCJTIOXHEHMA U NOCNEACTBMIA KaK camoro 3abofieBaHus, Tak 1 ero
nevyeHus

PekomeHpyeTCs PeHTreHOAEHCUTOMETPUS BCEM MauMeHTaM C Knaccudeckumu | C(4)
hopmamu fiecpuunta 21-rupokcunassl BHe 3aBUCUMOCTI OT CTENEHN KOMMeHca-
LN Npy NepPBUYHOM 06paLLieHUN, 0693aTeNIbHO — MpY aHAMHECTUYECKUX AaHHbIX
0 nepuoaax nepeo3vupOBKM TMIOKOKOPTUKOMAOB UM NMEPEeHeCEHHbIX aTpaBMaTi-
YECKIX nepenoMax

PeKkoMeH[YeTCs XKeHLHaM ¢ Knaccuyeckumin popmami BIKH Y31 opraHos mano- | C(4)
ro Ta3a C Lefblo BbIABAEHNS 3a00/1€BaHNA SUYHUKOB, Npu nogo3peHun Ha OART-
MPT (OART, ovarian adrenal rest tumors) opraHoB Manoro Tasa

PekomeHzyl0TCS MHCTpYMeHTanbHble BuU3yanuaupytowme obcnefosanuns (Y3U, | C(5)
MynbTUCAMPaNbHas KOMMbloTepHas Tomorpacus unu MPT) Hagno4eyHMKoB ¢ Le-
NbK0 UCKMKOYEHU HOBOOOPA30BAHWIA NaLMeHTam C KNaccuyeckumu hopmamu ae-
thuunta 21-rugpokcunasbl, y KOTOPbIX HE YAAETCH [OCTUYb LIeNIeBbIX Nokasarenen
YPOBHEN aHAPOreHOB Ha (hOHE PerynspHOro npuema TepaneBTUYeCKuX 403 MToKo-
KOPTUKOWZOB, @ TAKXE Y NaLNeHTOB C ANUTENbHbIMI 3N1304aMu OTMEHbI Tepanuu
UM HEeYA0BNETBOPUTESIbHOI KOMMEeHcaumen 3a60sieBaHuns

Pekomenpyetcs nauueHtkam ¢ HBJKH B cnyyae BbipaxeHHON runepaHaporesun | C(5)
npu Npueme Tepanum rMoKOKOPTUKOMAAMI UCNAHCEPHOE HABMIOLEHNE aHanormny-
HO NaLUeHTKam ¢ Knaccu4eckummn popmamm BOKH

MpodmnakTuka n gucnancepHoe HabnoaeHne B3poChbIX
nauueHToB ¢ feduumtom 11p-ruapoKcunassl

[ina oueHkn KomneHcauun 3a6onesaHna y nauueHTos ¢ aecouuutom 11B-ruapok- | C(5)
Cunasbl PEKOMEHAYETCH KOMMMEKCHOe OMpeaeNieHne KOHLEHTPAUMM CTEPONIHbIX
rOPMOHOB METOAOM TaHLEMHOI MacC-CNeKTPOMETpUM C UCCeJoBaHneM YPOBHA
11-11630KCUKOPTUKOCTEPOHA B KPOBU
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BEPEMEHHOCTb NPW BPOXXEHHON MMNEPMNA3NN
KOPbI HAANOYE4YHUKOB

Habnitogenne 3a 6epeMeHHbIMM ¢ Knaccuueckumu hopmamu geduunta
21-rugpoKcunassl

PekoMeHAyeTCs Npy HacTynneHn 6epemMeHHOCT NPOLOMKUTL Tepanuio NK- u mu- | C(5)
HePaNoKOPTUKOMAHBIMI NpenapaTamin B Tex Xe [03ax, YT0 NPUMeHsnch o 6epe-
MEHHOCTM. YBenuyeHne o3kl [K NokaszaHo TONbKO NPY pasBUTUM MPU3HAKOB HAAMO-
YeYHWUKOBOW HEOCTAaTOMHOCTH

Mpn 6epeMeHHOCTI He PeKOMeHAyeTcs NpuMeHeHne TK-npenaparos, koTopble Npo- | C(5)
XOAAT Yepes NNaLeHTy, Taknx Kak JeKkcameTasoH

Habniogenne 3a 6epemeHHbIMM C HEKNaccuyeckumu hopmamu peduunta
21-ruapokcunasbl

Pekomenpyetcs nauneHtkam ¢ HBIKH, nonyyatowmm MK-npenaparbl, npu HacTy- | G(5)
neHN 6epeMEeHHOCTM NMPOAOHKMTL TEPANUI0 B NPEXHUX J03aX.

PogiopaspeLuenne BbIMONHAETCA M0 06LYUM aKyLLIEPCKUM MOKa3aHusaM. B JeHb po-
JI0B XEHLYMHAM, Y KOTOPbIX B PE3ysibTate TecTa ¢ TeTPako3akTU[OM BbISBAAIOCH
HeaziekBaTHoe MoBblLLeHNe kopTu3ona (<500 HMoJIb/11), HE0OXOAMMO BBELEHNE -
JPOKOPTU30HA NapeHTepanbHo. [locne pofoB B niaHOBOM MOPSAKE 3HAOKPUHOIIO-
rOM MPUHUMAETCS PELLUEHNE O HEOOXOAUMOCTY [anbHEALLIEro NeYeHNs NayneHTku
¢ nomotybto TK nam BO3MOXHOCTY MOCTENEHHOM €ro 0TMEHb!

Y 68% xenmmn ¢ HBAKH camonpounsBojibHble 0epeMEHHOCTU MOTYT
HACTYIUTb 1 0e3 IpUMEHEHUs [IIOKOKOPTUKOUIOB. PaccMaTpuBaTh BOIIpoc
o I'K-Tepanuu HeoOXOAMMO Y XKEHILWH C OeCIUIOANEM WIN MPUBLIYHBIM He-
BbIHAIIMBaHUEM OepeMeHHOCTH. Tepamuio ITIIOKOKOPTUKOMAAMU CJIeHyeT
HauyMHATh C 3Talla IUIAaHUPOBAaHUSI OEPEMEHHOCTH, a He Koraa 0epeMeHHOCTD
yKe HACTyIMJIa, TaK KakK 3Tall UMIUIAHTalUK Ha (pOHE IIIOKOKOPTUKOUIOB
HauOoJjiee BaXKeH IJIs1 YIy4IleHUs] [IPOrHO30B BhIHAIIIMBAHMS .

bepemennsbie xkeHiuHbl ¢ BAKH nomkHb HabmonaThest BpauoM-3HI0-
KPUHOJIOTOM, MMEIOIIMM OIBIT BeIeHHS MAllMeHTOB C TaHHBIM 3a00JIeBaHU -
€M, Y Ha3HaYeHHE MIIOKOKOPTUKOMIIOB JOJIKHO IPOBOAUTHCS TIOCIIE OLIEHKHU
BEPOSITHOIO MOJIOXUTEJIbHOro 3(deKTa mpernapara B CpaBHEHUU C IMOTEH-

' B paMKax IperpaBUIapHOI MOATOTOBKU (OCOOCHHO TP OJM3KOPOACTBEHHOM
Opake WM B OCOOBIX ITHUUYECKHUX TpYINax) OoTel Oyaylero pedeHKa >KeHUIMHbI
¢ HBJIKH nomxeH nmpoiitu reHeTuueckoe ucciienopanue reHa CYP21A2 v KOHCybTa-
1110 TeHeTUKa ¢ OLEHKOM BepossTHOCTU Kiaccudeckoit BJIKH y Oynyiero pedeHka.
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LIMaJIbBHBIM PUCKOM ¢ MH(OPMUPOBAHHOTI'O T0OPOBOJILHOIO COTIacus Malu-
eHTKU. JleueHne MoXeT MPOBOAMTLCS ¢ MoMollbio Jtodoro I'K-npenapara,
3a UCKJIIOYEHHMEM JieKcameTa3oHa. Jlo3bl IperapaToB ¢ HaCTyIUIeHUeM Oepe-
MEHHOCTU OOBIYHO HE MEHSIIOTCS, JeueHue npoBoautcs auo6o B [—11 tpume-
CTpax ¢ MOCJenyoIeil OTMEHOI, IN0O 10 POIOB B 3aBUCUMOCTH OT TeYSHUSI
GepeMeHHOCTH .

ANropuTm neyeHns oCTPOM HaNO4YE4YHNKOBOW
He0CTaTO4YHOCTU NPU BPOXAEHHOW runepnnasum Kopbl
HaAno4Ye4yHUKOB

JKCTPEHHbIE MEpbI

YcraHoBJIeHUE B/B KaTeTepa.

B/B BBemenue 2—3 1 0,9% pactBopa HaTpusi Xjopuaa (CO CKOPOCTBIO
1 1/4). O6s13aTeIBHO MOHUTOPUPOBATh TTPU3HAKU TTEPETPY3KU KUIKOCTHIO
(AJl, neHTpabHOE BEHO3HOE JaBJIEHUE, TUYPE3, SJIEKTPOIUTHI KPOBU, XpU-
bl B JIETKUX).

B/B BBeneHue runpokoptusona (B mo3e 100—150 Mr HemeIeHHO U f1aiee
KaXKIpIi 6-i1 yac).

Mepbl nocne cTabunu3aLmuu cocToAHUS

IIponomxenue B/B BBeAeHue 0,9% pacTBopa HaTpUsl XJI0pUIA C YMEHb-
LIeHMeM o0beMa U CKOPOCTU MH(DY3uHU (B TeueHue 24—48 4), mociie BoccTa-
HOBJIEHUSI 00beMa LUPKYIUPYIOLIEld KPOBU — JIOIMOJHUTEIbHOE BBEIECHUE
5% pacTtBopa aekctpossl (0,5—1 1).

[MocTenieHHOE YMEHBILIEHHUE H03bl TIJIIOKOKOPTUKOUIOB (B TeUeHUE
1—3 nHeit).

Havano 3aMecTuTeIbHOM MUHEPaTOKOPTUKOMIHOK Tepanuu (dayapo-
KOpTU30H B no3e 0,1 Mr/cyT) mpu mapeHTepaabHOI 03¢ T'MAPOKOPTHU30-
Ha <100 mr/cyt, npekpaiuneHuu BBeaeHust 0,9% pacTBopa HaTpusl XJI0opuaa
WM TIepeXojie Ha MepopabHbIi MPUEeM TMIPOKOPTU30HA.

IMouck 1 nedyeHue 3THONIOrMYecKoro akTopa (BepOSITHBIX UH(EKIINIA),
NPUBEIIINX K OCTPON HAAIIOYECYHUKOBON HENOCTATOYHOCTH.

! Ecmm muarno3 HBJAKH BepuduimpoBaH y JKeHITUHBI BO BpeMsT 6epeMeHHOCTH
(0cOOEHHO TIpY OJIU3KOPOJACTBEHHOM Opake WJIM B OCOOBIX 3THUYECKHUX TIpyIlnax),
pekomeHayetcs uccienoBanue reHa CYP21A2 y niona B Xxoje NMpeHaTaabHON 1UarHo-
cTuku (Guorncus XopuoHa) B I TpuMecTpe 6epeMeHHOCTH.
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JlanbHeiilliee BeleHUE: MOCAE CTAOWMIM3ALUU COCTOSIHUSI W CHUKEHUS
CYTOYHOM [03bI TUAPOKOPTU30HA <100 MI/CyT MalMEHTKY MEPEBOAAT Ha MO-
CTOSIHHYIO 3aMECTUTEIbHYI0 TOPMOHAJIBHYIO TEPAMUI0 TabJeTUPOBAHHBIMU
npernaparaMy THAPOKOPTU30HA.

OPFAHW3ALIUA OKA3AHUA MEJULIWHCKON NOMOLL

IToka3zanus 11g NJIAHOBOI rOCIUTAIM3ALNN:

1) xupypruyeckoe JjeuyeHHe (KaK MpaBWIO, IJACTUYECKHUE OIepaluu
Ha Hapy>XHBIX MOJIOBBIX OpraHax y KCHIIWH, yaaJleHue BTOPUYHBIX
HOBOOOpa30BaHMIT HAITIOUEUHUKOB);

2) ¢ LeAbl0 KOPPEKUUM Tepanuu, KOMIUIEKCHOTO CKPUHUHIA OCJIOX-
HEHUM, B CJlydae HEBO3MOXHOCTU OKAa3aHU CIIELUAIM3UPOBAHHON
9HIOKPUHOJOTMYECKON MEIUILIMHCKON ITOMOIIM B aMOyJIaTOPHOM
TopsiaKe.

ITokazanus 11 SKCTPEHHOI TOCTIMTATM3AINH:

1) amauMcoHUYECKUit Kpu3.

IToka3aHus K BBINMCKE MAIMEHTA U3 CTAIMOHAPA:

1) mocTmKeHue LeJeBbIX YPOBHEH aHAPOTeHOB, OMpeneeHUue TaKTUKU
JIEYEHU ST OCJIOKHEHUI

2) cTabuwibHOE COCTOSIHME 3I0POBbsSI MALIMEHTKU U €€ reMOAuHaMuye-
CKMX II0Ka3aTejei B ciydyae 3KCTPEHHOM rOCIIMTalIu3aliu.
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