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BpoxaeHHas AMCOYHKLMS KOpbl HAANOYEUYHUKOB — Fpynna ay TOCOMHO-PELLECCUBHbIX HAPYLUEHW CUHTE3a
KopTu3ona n3-3a gedexta GepMEHTOB UM TPAHCMOPTHBIX 6ENKOB CTeponaoreHesa. PEKOMeHJaLLMsA B OCHOBHOM
nocedlleHa 0eduunTy 21-rmapoKCunasbl y AeTen: paHHEMY BbIABNEHMIO, 3aMECTUTENbHON Tepanuu,
nNpopuNaKTVKe HaanoOYeYHNKOBOI O KpM3a U ANUTENbHOMY MOHUTOPUHTTY.

naBHoOe

- bonee 90% cnyyaes BOKH npuxoanTca Ha AeuumT 21-rnapokcunass.

« [pu peduumTe 21-ruapoKcmnasbl BblAENAT CONbTEPAIOLLUMIA, BUPUTbHBIN U HEKNACCUYECKUIA BAPUAHTbI;
BbIPAXEHHOCTb NPOSABNEHUI 3aBUCUT OT OCTATOUHOW aKTUBHOCTU GepMeHTa.

[eduumnT KOPTU30/1a NO MEXaHN3MY OTpULLATENbHOM 0BPAaTHOWM CBA3M NoBbiaeT cekpeumio AKTT 1 npMBOANT K
runepnnasnm HaanoyeYHMKOB.

[eduumnT KOPTU30/1a NMPOSIBIAETCSI CKITOHHOCTHIO K FUMOrIMKEMIUN U FTUNEPnUrMeHTaLmen; n3bbiTok
HaOMoYeYHMKOBbIX aHAPOrEHOB — YCKOPEHWEM POCTa, YCKOPEHWEM KOCTHOMO BO3pacTa U NPeXAeBPEMEHHbIM
afpeHapxe.

CMHD,pOM noTepn Conn NpoABIAeTCA pBOTOVl, CHMXEeHMeM BeCa U apTepranbHOro aaBfeHnd, 06€3BOXMBaAHVEM;
na6opaTopHo XapakTepHbl F’MNoHaTpUeMnd, rmnepkannemMms 1 noBbllLeHne peHnHa.

BceM HOBOpOXAEHHbIM MPOBOAAT HEOHAaTabHbIN CKPUHUHE Ha AepuUMT 21-rnapokcunassl ¢ onpegeneHmem 17-
rMAPOKCUNPOrecTepoHa; Npu NOMOXUTENbHOM Pe3ybTaTe HyXHbl PETECTUPOBAHME, KOHCYbTaLWA ETCKOro
3HOOKPWHOMOra v nccnenosaHune anekTponuTos (YYP B-C, YOO 3-5).

YOO 4).
Mpu nuxopagke Bhilwe 38 °C, racTpoaHTEPUTE C 06E3BOXMBAHNEM, ONepaLLUnN UK TAXENOW TpaBMe A03Y

rIIOKOKOPTUKOWMAOB Npw knaccuyeckon BAKH yBennumsatoT B 2-3 pasa. [py N0403peHNM Ha Kpr3 rapOKOPTU30H

BBOOAT NapeHTepanbHo HemeaneHHo (YYP C, YOO 4-5).

Llenb onvTensHOM Tepanum — MUHUManbHasa 3hdekT1BHas 403a rMoKOKOpTUKomaa 6e3 NnpnaHakos

rmnepaHoporeHnn  MeanKaMeHTO3HOr o rmnepKopTULLM3Ma; KOHTPO/b BKIKOYaeT POCT, BEC, aBieHNe, KOCTHbIV

BO3pPacT, 17-rmapoKCUNPOreCTepoH U PEHWH.

OunarHocTuka

1. 3anono3puts BOKH npy aHOManbHOM CTPOEHWUU HapYXXHbIX FEHUTaNUM Uy ero HeCOOTBETCTBUM KapUOTUNY,
npu3Hakax npexmneBpemMeHHoro agpeHapxe, a Takxe y leBoYek ¢ runepaHaporeHuent. lNpexaespeMeHHbIM

Knaccuueckyto BOKH neyaT TabneTnpoBaHHbIM MTMOPOKOPTUIOHOM; AETAM C COMbTepstoLlen GopMon 06aBNAoT
GNyapOKOPTU3OH, a rpyaHbIM AETSIM — NMOBapeHHYto conb B paumoH (YYP C, YOO 4; ana ¢nyapokopTu3oHa YYP B,

afpeHapxe CUMTaKoT NOSIBIEHKE NMOMOBOro OBONOCEHUS 10 8 NeT y AeBoyek unm Ao 9 neT y manbuvkos (YYP C, yOO

4-5; ona ryunepaHaporeHnn y aesodek YYP B, YOO 2).
2. 0cMoTpeTh pebeHka: Y HOBOPOXAEHHbIX OLLEHUTb HapyXXHbIE FreHnTanum no wkane MNpagepa, obLiee COCTOSHWME,

TYProp, BeC M apTepranbHoe AaBneHve; y eTen CTapLiero Bo3pacTa — POCT, MacCy Tena U BTOPUYHbIE MOMOBbIEe
npu3Haku. YckopeHue pocTa 6onee 2 SD 1 onepexeHne KOCTHOro Bo3pacTa 6onee YeM Ha 2 roa NoadepxmBatoT

avarHo3 BAKH npu npexaespemeHHoM agpeHapxe (YYP C, YOO 4-5).

3. MNpoBecTu NabopaTopHYO ANarHOCTUKY: ONpeaennTb 17-rmapoKCUnporecTepoH; npy nogo3peHun Ha BOKH
NPeanoYTUTENBHO KOMMIEKCHOE NCCNel0BaHNE CTEPOUIOB METOLOM TaHAEMHOW MacC-CrNeKTPOMETPUN.
MOBbILLIEHHbIN 21-1€30KCUKOPTU30M ABMSETCH CreumnmduyeckuM MapkepoM aeduumnta 21-rugpokeunassl (YYP C,
yanas).

4.y HOBOPOXAEHHbIX C MOJIOXUTENBbHBIM CKODUHUHITOM NMOBTOPHO OnpenennTb 17-FVI,E|,pOKCl/II'IpOFeCTepOH; npu

BO3MOXHOCTM BbINOMHUTb TaHAEMHYIO MacC-CNeKTPOMETPUIO C pacyeToM nokasaTenst (17-ruapoKCcunporecTepoH

+ 21-nesokcukopTraon) / koptuson (YYPB, YOA 3).
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5.Y neten ctaplie 3 MeCALLEB ONPefenuTb PEHMHOBYIO aKTUBHOCTb N/1a3Mbl UM YPOBEHb PeHWHA. [oBbILLeHWe
aKTWMBHOCTU peHWHa 6onee 10 Hr /M /4 nnm npsamMoro peHnHa 6onee 100 MKME/MN cBUAETENbCTBYET B NOMb3Y
aedbvumTa MuHepanokopTukonaos (YYP C, YOO 4).

6. MNpu HapyLweHUr GOPMUPOBAHMS HAPYXXHBIX FEHUTaNMM ONpPeaenuTb KapUOTUM; NPY BO3MOXHOCTW BbINOMHUTD
MYNbTUCTEPOUAHBIV aHaNM3. B 3aBMCMMOCTU OT KNIMHWKM AOMONHUTENBHO UccnenytoT AKTT, KOpTU30n, peHWH,
anbAOCTEPOH 1 crieumnduyeckme cTeponaHbie Mapkepbl peakmx dopm (YYPC, YOO 5).

7.Tpy npexaeBpeMeHHOM afpeHapxe OnpeaennTb KOCTHbIV BO3PaCT Mo PeHTreHorpadumn KMCTU; NpY BbipaXeHHON
BbICTPO NPOrpPecCHpyoLLEen BUPUIN3aLIMM BU3yanm3npoBaTh HAANOYEYHNKN, 8 Y AEBOYEK-MOAPOCTKOB BbIMOMHUTL
Y3M Manoro Tasa [ns UCKIMoUYEeHWsi OBapuanbHOro MCTOUHMKa aHaporeHos (YYP C, YOO 5).

INeueHue

« [Mpu knaccuyeckon BAOKH Ha3HaunTb TabneTmpoBaHHbINM TMOPOKOPTUIOH. Y AeTen NepBOoro rofa Xun3Hu CyTouHas
[03a MOXeT gocturatb 20 Mr/m2, nocne rofa obblyHO coctasnseT 10-15 Mr/M2; npenapat fatoT 3 pasa B CyTKU
paBHbIMM [j03amu kaxable 8 yacos (YYP C, YO 4).

- Y oeTen B Nepuof akTMBHOMO pOCTa HE MCMO/b30BaTh NPOMOHMMPOBaHHBIE MIOKOKOPTUKOMADI, BKMOYas
NpeaHV30MN0oH K fekcamMeTa3oH. [Npy HEBO3MOXHOCTU KOMMEHCALLMN Y MOAPOCTKOB C 3aKPbITbIMU UK BAIN3KUMU K
3aKPbITMIO 30HaMK POCTa AOMYCTUMbI NPEAHU30NOoH 5-7,5 Mr/cyT B 2 npuema nnu gekcameTtasoH 0,25-0,5 Mr/cyT B
1-2 npuema (YYP C, YOO 4).

Mpwu conbTepstoLLen Gopme HasHaunTb GnyapokopTu3oH 0,05-0,15 Mri/cyT B 1-2 npuema; y rpydHbiX AeTen 0o3a
MOXeT fgocTuratb 0,3 Mr/cyT n AenuTbes Ha 2-3 npuema. [pyaHbIM AeTAM OOMONHUTENBHO BBOAAT MOBAPEHHYIO
conb: 0,1-0,2 r/kr vnu 2,2 mmonb/kr/cyT (YYP B, YOO 4).

Mpw knaccunyeckown BAKH Bo Bpems nuxopanaku Boilue 38 °C, 06e3BOXMBAIOLEr0 raCTPO3HTEPUTA, TAXENON TPaBMbI

Wn onepaLLmnmn yBennunTb 403y roKOKOPTUKOMaa B 2-3 pa3a. [1py Kp1se HedaMeannTebHO BBECTH
MMAPOKOPTU3OH NMapeHTeparnbHO 2 Mr/Kr, MakcuManbHo 100 Mr; AeTsam Ao 28 aHen — 4 mr/kr (YYP C, YOO 4-5).

Mpu Kpr3e NPOAOIKUTE TMAPOKOPTN3OH 50-75-100 Mr/M2/CyT HEMPEPbLIBHOW MHPY3NEN UMW B 4 BBEAESHWA KaXdble
6 YacoB; BOCMNOMHUTL XMAKOCTb 0,9% pacTBopoM HaTpua xnopuaa 10-20 M/Kr Npw WOKE U cpeaHeTsxenon/
TsHxenown gernapataumn. MNpu rnioko3se meHee 3,5 Mmonb/n 6omocHO BBeCT 10% pacTBOp AEKCTPO3bl 2-5 MI/KT.

Mpw onepaunn nod obLen aHecTe3ner nepes aHecTesner BBECTN M’MAPOKOPTUIOH 2 M/ K BHYTPUBEHHO 1
BHYTPUMBILLEYHO; HEAOHOLWEHHBLIM 1 AeTAM MraLwe 28 CyToK — 4 Mr/Kr. 3aTeM NpOo4oMKUTbL NapeHTepanbHoe
BBeLeHue: 25 Mr/cyT npu macce MeHee 10 kr, 50 mr/cyT npu 10-20 kr, 100 Mr/cyTy nonybepTaTHbIX OeTen Taxenee
20 kr 1150 Mr/cyTy ny6epTatHbix (YYP C, YOO5).

Mpy BUPUNN3aLLIMN HaPYXHbBIX FeHUTaNVM NMPOBOAST XMPYPrnyecKyto NNacTnKy B COOTBETCTBUM C BbIBpaHHbIM
nosioM BOCMNuTaHmA. [leBoukaMm C KnacCuyecknm AeduumMTom 21-rnapokcunassl nnm 113-ruapokcunasbl BbINOMHAOT
demurHmsmnpytoLLyio nnactvky (YYPC, YOO 5).

AHanorv roHafgoTPOMUH-PUNU3UHI-FTOPMOHE 1 COMaTPOMUH MPUMEHSIIOT MO NOKa3aHWAM AN yNy4dLleHUs
POCTOBOIO NPOrHO3a B Creunann3npoBaHHbIX LLeHTPax B paMKax KIMHUYECKUX MCCNef0BaHWM; OPUEHTUPOM ANs
LOMOMHUTENBHOM TEPanum CNyXuT NpeanonaraeMblin KOHeUHbI poCT MeHee 150 CM Y XeHLLWH U MeHee 160 cM y
My>xumH (YYP B, YOO 3).

Korpa HanpaBuTb M Kak HabnogaTb
+ OKCTPEHHO rocnuTanM3npoBaTh pebeHKa C Npu3HakamMmn CMHAPOMa NOTEPU COM 1K yctaHosneHHon BOKH npwu
Kpu3e oCTpoW HaanouYe4YHNMKOBOW HELOCTAaTOYHOCTU.

. rOCﬂMTaﬂVBMpOBaTb HOBOPOXAEHHOIO C HenpaBWbHbIM CTPOEHNEM HapYXHbIX reHuTanun ans YTOYHEHNA
NPUYKHbI, onpeneneHnd TakTnukKn n Bbl60pa rnosoBov NPUHaANEXHOCTU.

« MNaHoBO HaNpPaBAATL B CTAUMOHAP UMW AHEBHOM CTaLLMOHaP NPW HEBO3MOXHOCTU MPOBECTM MOMHOE NEPBUYHOE
UK AMHaMMYeckoe obcrenoBaHne ambynaTopHo.

+ HanpaBnstb B cneLmannavpoBaHHbIi CTaLMOHap Npy NOA03PEHNM Ha NPeXAEBPEMEHHOE MOIOBOE pa3BUTUE, ECIU
AMarHO3 1 TaKTUKY HeMb35 YyTOUYHWUTL B TeKyLLE MEAULIMHCKON OpraHu3aumu.

+ [1N51 NNaHOBOW XMPYPruyeckomn KOpPEKLMN HaPYKHbIX FEHUTaNW rocuTanM3nMpoBaTh pebeHka B CTaLMoHap.

YacTble BOMNPOChHI

Kakoi aHanu3 aBnsieTcsl OCHOBHbIM AN AUarHOCTUKM AeduumnTta 21-ruapokcmnasbl?
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OCHOBHOWM MapKkep — NOBbILLEHHbIN 17-rMaPOKCUNPOreCTEPOH B CbIBOPOTKE. MNPy COMHUTENBHbIX pe3ynbTaTax
npeanoYTUTENbHO KOMMIEKCHOE UCCNnefoBaHMe CTepONa0B METOAOM TaHOAEMHOW MacC-CnekTPOMETPUM; MOBbILLEHWE
21-0e30KCcuKopTH3ona crneumdunyHo ana geeuvumra 21-ruapokcunassl.

YTto genaTb npn NoONoOXUTebHOM HEOHaTa/IbHOM CKpMHMHFe?

MNpoBecTu peTecTMpoBaHKE C MOBTOPHLIM onpeaeneHmneM 17-ruapokcmnporecTepoHa, Mo BO3MOXHOCTU —
TaHOEMHYIO MacC-CnekTPOMEeTPHIO, UCCNeaoBaTh HAaTPUN U Kanuii U HanpaBuTb pebeHKa K AeTCKOMY SHOOKPUHONOrY.
MonoxuTensHbLIM NepBbIv 3Tan cam rno cebe He Bceraa o3HadvaeT BOKH, nockonbky BO3MOXHbI TOXHOMOMNOXUTENbHbIE
pe3ynbTaThl.

Kakasi 6a3oBasi cxeMa ruapoKOpTU30Ha y AeTen?

B nepBbIvt rof X13HW CyTOYHas [o3a MOXET AoCTUraTh 20 Mr/M2, nocne roga obeiiHo coctasngeT 10-15 Mr/m2.
CyTOYHYIO [O3Y OENAT Ha TPU paBHbIX MpUemMa Kaxable 8 4acos.

Korpa npv BOKH yBennunBaTb 03y FNOKOKOpTMKOMAA?

Mpu TemnepaType Bbilwe 38 °C, raCTPO3HTEPUTE C 06E3BOXMBAHNEM, TSXENOM TPaBME 1 XMPYPruyecKoM neveHnm
[03y YBENMUMBAIOT B 2-3 pa3a. [py NOA03peHUM Ha Kpu3 TpebyeTcst napeHTepanbHbIi TMAPOKOPTUIOH U
BOCMO/THEHWME XMNIOKOCTY.

Kak koHTponuMpoBaTb KOMMeHcauumo aebuumnTa 21-rngpokcmnasbl?
Y oeTen NepBoro rofa Xxu3Hu obcneaoBaHne NpoBOAAT Kaxable 1-3 Mecsdua; nocne roda — Kaxable 4-6 MecsLues, B

ny6epTaTe — kaxdble 3-6 MecaLes. OLEeHWBAOT POCT, BEC, AaBNeHne, 17-rmapoKCUNporeCTePOH, SMEeKTPOMUTSI U
PEHWH; Mocne NePBOro rofa KOCTHbIN BO3PACT 06bIYHO ONPenensitoT eXeroaHo.

BbIXu1MKa caenaHa no TeKCTy pekoMeHaaLUmmn U He 3aMeHseT ero. MonHbI odULManbHbI TEKCT, KabKyNATOPbI 1 COKpaLLEéHHaa BepCusa:
https://wkonaceveHosa.pd/cr/914-vrozhdennaya-disfunkciya-kory-nadpochechnikov-adrenogenitalnyj-sindrom. OduumanbHbin
MCTOMHVK: https:/cr.minzdrav.gov.ru/preview-cr/914_1
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