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CTaThbsl NOCBSALIEHA ONMUCAHUI0 KJIMHHYECKOIo CJIy4asi pelKoro 3a601eBaHus - BPO:KAeHHOI THCHYHKIHUN KOPbI
Haanovyeuynukos (BJAKH). B nactosimee Bpemst onucano 7 ¢popm 3adoseBanus. B 95% cayuaes BAKH sBasercs
pe3yibTaTtoM Aepunuta pepmenta 21-ruapoxcuiaspl. 'en CYP21, koaupyromuii ¢pepment 21-ruapokcuiasy,
JIOKAJTN30BaH Ha KOPOTKOM ILIede 6-ii xpoMmocombl. B pesynbrate gedexta BBIPaAG0TKHM 21-rHaApoOKCcHIA3BI
CHUJKAeTCl CHHTe3 KOPTH30J1a, YTO MO MeXaHU3MYy oOOpaTHOW cBsi3M cTuUMyaupyer Bbipadotky AKTI B
runoguse. ITo NPUBOAUT K FHNEPIVIa3MH KOPbI HAANOYEYHUKOB, I/ie YCHJIEHHO NMPOAYUHPYIOTCS Te TOPMOHBI,
CHHTE3 KOTOPLIX He HAPYIIEH — MPEeUMYIIECTBEHHO AaHJAPOreHbl. B cTaThe NpUBeAeHO KIIMHUYEeCKOe HA0II0/IeHHe
BPOKACHHOI 1MCHYHKIHMHE KOPbI HAANMOYCYHUKOB coJIbTepsomeii popmbl y pedenka 1 mecsina ¢ BUpHIn3anuei
HAPYSKHBIX M0JIOBBIX opraHos no Ipanepy 5-if crenenu, ¢ HeNPaBHILHBLIM ONpeAeJeHHEM 110J1a IPH POKACHUH.
B namHOM ciaydyae HMMeeT MeCTO TMO3IHASI NMOCTAHOBKA JHATHO3a B CBSA3M C OTCYTCTBHEM pe3yJibTaTa
HEOHATAJbHOI0 CKPUHIHIA M HACTOPO:KEHHOCTH MeIHATPOB MO MOBOAY AaHHOIO 3a00eBanusa. OcCHOBA JIeYeHUs
BJAKH — 3amecTuTe/ibHAsi TJIIOKO- 1 MHHEPAJOKOPTUKOUAHAS Tepalus, MO3BOJSIOLIAS NpeaylpeAnTh OCTPbIi
aJpeHaNOBbIil KpHU3, ONTUMH3MPOBATH (u3MYecKkoe pa3BUTHE pedeHKa, 00ecneYMTh HOPMAaJbHOE I0JIOBOE
co3peBaHue U MOTEHUHAIbHYIO (PePTHIBLHOCTD.

KnroueBble cjoBa: BPOXKACHHAs AUCPYHKIMS KOPbI HAAMOYCYHHKOB, HEOHATAIBHBIN CKPUHHUHT, BUPWIM3ALMS,
conbTepsitomniast popma, pebeHOK.
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The article is devoted to the clinical observation of a rare disease - congenital adrenal cortex dysfunction
(ADHA) (adrenogenital syndrome (AHS), congenital adrenal hyperplasia). Currently described 7 forms of the
disease. In 95% of cases, VDCH results from a deficiency of the enzyme 21-hydroxylase. The CYP21 gene,
encoding the enzyme 21-hydroxylase, is located on the short arm of the 6th chromosome. As a result of a defect
in the production of 21-hydroxylase, cortisol synthesis is reduced, which, by a feedback mechanism, stimulates
the production of ACTH in the pituitary gland. This leads to hyperplasia of the adrenal cortex, where those
hormones are intensively produced, the synthesis of which is not disturbed - mainly androgens. This leads to
hyperplasia of the adrenal cortex, where those hormones are intensively produced, the synthesis of which is not
disturbed - mainly androgens. The article presents a clinical observation of congenital dysfunction of the adrenal
cortex, a salt-losing form in a 1-month-old child with virilization of the external genital organs according to
Prader, grade 5, with incorrect sex determination at birth. In this case, there is a late diagnosis in the absence of
the result of neonatal screening and pediatricians alertness for this disease. The basis of VDKN treatment is
replacement gluco- and mineralocorticoid therapy, which helps prevent acute adrenal crisis, optimize the
physical development of the child, ensure normal puberty and potential fertility.

Keywords: congenital dysfunction of the adrenal cortex, neonatal screening, virilization, salt-losing form, child.

Bpoxnennas muchynkmus kopsl HaanouedyHukoB (BJIKH) (agpeHoreHUTanbHBIA CHHAPOM
(AT'C), BpokmeHHass HaJIMOYECYHHKOBAs THUMEpIIa3usi) — OOYyCJIOBIEHA HapyIIEHHEM CHHTE3a
KOPTH30HA M TUAPOKOPTHU30HA B KOPE HAIIOYCYHUKOB, TOBBIIMICHHEM aJAPEHOKOPTHKOTPOITHOTO
ropmoHa runoduszom. B HacTosmee Bpems onucano 7 ¢popm 3abonesanus. B 95% cmygaes BJAKH

aBisieTcst pesyabratom nedumura gepmenta 21-ruapokcmnasel [1]. T'ew CYP21, xkomupyrommii



dbepmeHT 21-ruapokcuasy, JOKaTH30BaH Ha KOPOTKOM Iuiede 6-if XxpoMOCOMEI [2].

B pesynbrare nedexra BoIpabOTKH 2 1-THapOKCcHUIa3bl CHUYKAETCSl CUHTE3 KOPTU30J1a, YTO 10
MEXaHU3My o0OpaTHON cBsi3M ctumyaupyer BbipaboTky AKTIT B rumodwmze. D10 mpUBOAWT K
TUNEPIUIa3UU KOPBl HAATIOYEYHUKOB, II€ YCWIICHHO NMPOAYLUPYIOTCS T€ TOPMOHBI, CUHTE3 KOTOPBIX
HE HapylleH — MPEUMYIIECTBEHHO aHIporeHsl. OOpa3zyeTrcs MHOTO MPOMEKYTOYHBIX MPOIYKTOB
cUHTe3a Koptusona, Hanpumep 1 7OH-nporecrepon (17-OHII), oka3biBaronuii HaTpuilypeTuieckoe
neiicteue. CHHTE3 KOPTHU30Ja U albJIOCTEPOHA OCTAETCS HU3KUM. JTO U OOECHEeYMBAET KIMHUKY
HapylIeHH 0OMeHa AIIEKTPOJIUTOB — YCUJIICHHOE BBIBEJICHUE HATPUS, XJIOPHIOB, TUIIEPKATUEMHUIO.
BbIienstioT KiIaccu4ecKylo: BHPWIIBHYIO M COJIBTEPSIONIYI0, U Hekiaccuueckyro ¢opmbl BJIKH.
Tspkenmoe coCTOsIHUE TAIMEHTOB Yallle 0TMEYACTCS y JIUIL C cobTepsitomieii popmoii [3; 4]. [Tozmasis
JTMarHOCTHKA, HEKOPPEKTHAsI U HECBOEBPEMEHHAs TEPAIUs BIEKYT 3a COOOM TsKeNble MOCIeICTBUSA,
BIUIOTH 10 TuOenn pebenka. HeoHaTanbHas cMEpTHOCTh OT COJNBTEPSIOUIETO Kpu3a 0e3 JuarHosa
coctaBisuia oT 4 1o 10%, HenpaBuiIbHOE OMpeaesieHne nona y geBouek — 10 10% ciayuaes [5; 6].

Heonaranbubill ckpuHUHT Kiaccuueckod (opmbl BJIKH BrepBeie B Mupe ObL1 BHEApPEH B
CIIA B 1977 1., B Poccun — ¢ cepemunnl 2006 1. [7-9]. Pacnpoctpanennocts aeduimra 21-
TUAPOKCHUIIa3bl B MHUpPE, pacCUMTaHHAas IO JAaHHBIM HEOHATaJbHOIO CKPUHUHIA, cOCTaBiser |
ciryuait Ha 14000 >xuBBIX HOBOPOKACHHBIX, B Poccun — 1:9500, OprnoBckoit oomactu — 1:9250 [10],
Pecniyonuke Caxa (Sxyrtus) (PC (A)) — 1:14602. Heonaranbhbiii ckpununr B Pecriybnuke Caxa
ob11 poBesieH B 2006-2007 ronax. Huwke npuBeIeHbI HEKOTOPBIC PE3yJIbTAThl CKpUHUHTA (TabIUIa
1) u ximanueckue ¢popmel BJIKH y neteit PC () (tabnuma 2) [11].

Tabmuma 1
HekoTopsle pe3ysibTaThl HEOHATAILHOTO CKPUHUHTA C LIEJIBbIO BBISBICHUS BPOXKIECHHOMN

TUNEpIUIa3ui HaAIOYEYHUKOB Y HOBOpPOXkJIEeHHBIX B PecniyOnuke Caxa (SkyTus)

T'onnl Yucio poausLuxcs | Yucio Joms Brrssieno
JKUBBIMU HOBOPOXJEHHBIX, | HOBOPOXKICHHBIX, | NATOJIOTHUN
KOTOPBIM MPOIIEAIINX
MPOBEJICHO HEOHATAJbHBIN
oOcrenoBaHue CKPUHUHT
2006 13733 5268 38,4% 0
2007 15152 14931 98,5% 1
Tabnua 2

Knuanyeckue hopMbl BpoxkIeHHOH runepruiazuu Hajanouyednukos B PC ()

XapakTepUCTUKHU ®dopmbl 3a005I€BaHUS Hroro




Conbrepstoimast Buprmusytomas hopva Hexnaccuueckas
bopma bopma

[Ton M xK M/K M xK M/K M/K M/
[on 0 5 5 4 3 7 0 12
HaOJIIOAeHUEM
Kussie 0 4 4 4 3 7 0 11
YmMmepio 0 1 1 0 0 0 0 1
I'eneTnueckue 0 2 2 1 1 2 0 4
WCCIIeIOBAHUS

CBoeBpeMeHHasi MUArHOCTUKA W JICYCHHE TMO3BOJSAIOT oOecreunTh manueHtam ¢ BJIKH
yIIy4llIeHUE Ka4eCTBa KU3HU U cCOLManbHyo agantamuto [12; 13].

Llenp uccnenoBaHus — AEMOHCTpAlUsl KIMHUYECKOTO Clydas BPOXKIECHHOW IUCHYHKLIUU
KOpbl HaJANOYEYHUKOB COJIbTEpsIoLIel (opMbl y pebeHka | Mecsdla ¢ BUpUIM3aLUEll HapyKHBIX
MIOJIOBBIX OPT'aHOB.

Martepuanbl U MeTOBI UccegoBanus. [IpuBeeHb! JaHHbIE KIMHUYECKOTO HAOMIOICHUS
pebeHka ¢ BpPOXICHHON AMCRYHKIMEH KOphl HAANOYEUHUKOB COJbTEpsIOmend  (Gopmsl,
HaXOJMBIIETOCSI Ha CTAllMOHAPHOM OOCJIEJOBAHMM U JIEYEHMM B OTIEJIEHUU JETCKOU
SHAOKpUHOJOTHH U TacTpodHTeposorun (ODI') memuarpuaeckoro mnertpa (IIAL)) TAY PC (A)
«Pecmybnukanckas 6onbHuna Ne 1 — HarmonanbHbii ieHTp MeaunuHb («Pb Ne 1 - HIIM»).

PesyabraTrel HaOmoaeHusi. Manpuuk C., pycckuil, MeCTO MNpOXUBaHUSA MUpPHUHCKUN
paiion PC (S), ot 6-i1 6epemenHoctd, 3-x poaoB. JlaHHas GepeMEHHOCTh NMpOTEKalia B IMEPBOI
MOJIOBUHE C YMEPEHHBIM TOKCHKO30M, YIpO30il MpepblBaHUs Ha pPaHHUX CpOKax, BO BTOPOH
TIOJIOBUHE — C YTPO30H MPEKIEBPEMEHHBIX poloB. B mocienneM TpumecTpe OepeMEeHHOCTH MaTh
peOeHka Jieunsach CTallMOHAPHO B nepuHaTaabHOM 1eHtpe Pb Ne 1 - HIIM B cBs3u ¢ yrpo3oii
MIPEKIEBPEMEHHBIX POOB. AHTEHATAJIbHO, CO CJIOB MatepH, no Y3U mon pebeHka Obl1 onpesesieH
Kak xeHckuil. Pogel B MupnuHckoir [IPb B cpok, camocrositenbabie. Poawiicss Manbuuk, Macca
Tena npu poxaenun 4180 r, anuHa Tena 56 cM, oueHka no mikane Anrap 8/9 6amioB. Okpy>XHOCTb
rojoBsl 36 cM, OKpY>KHOCTb Ipyau 36 cMm. 3akpuuan cpasdy. K rpyau npusoxeH B poasaie, Tpy/ib
B3sI, cocaHue akTuBHOE. IIymoOBMHHBIM oOcTaTOK oTman Ha 4-¢ CyTKH, paHkKa 3axuia 0e3
ocnokHeHui. Boeinmucansl Ha 7-€ cyTku ¢ Maccoil tena 3765 r. I'pyaHoe BckapmiiBaHue 10 3-X
Henenb. [IpodunakTuyeckrne nmpuBUBKY: MPOTUB renatuta B-1 B mepBrie cyTku mocie poaos, BIDK

Ha 4-e cyTku — B poajgome. [IpoGa Ha HeoHaTalbHBIH CKPUHHUHI OblIa B3siTa Ha 5-€ CyTKH B




poloMe, pe3yNbTaToB HE OBLIO B CBS3U C OTCYTCTBHEM PEAKTUBOB B MEIUKO-TE€HETUYECKOM
nmaboparopumr Pb Ne 1 - HIIM r. Skyrcka. AJUIeproJIorTHYecKUid aHAMHE3 CIIOKOCH.
HacnenctBeHHOCTH HE OTsTOIIEHA. B cembe Tpoe neteil, 1Boe CTapIinX 370POBbI.

Co 2-ro aHS KU3HU Mepuoauyecku pBoTa (hoHTaHOM, 3amopbl. C 3-HemenpbHOro BO3pacTta
MaTh 3aMeTHlia, 4TO peOCHOK He HaOupaeT Mmaccy Tela M BBeJa JOKOPM THIIOALIEPreHHON
MostouHoi cMechio «NAN» mo 30 mur. [Tocie BBeneHUs TOoKOpMa peOCHOK CTall CPBITHBATH MOCIIS
KaXJIOrO0 KOPMJICHHS, IUIOXO cocajl, MosiBMIMCH 3amopbl. Cmech «NAN» Oblla 3aMeHeHa Ha
«Cemunaky, ynydiieHus: He 0bu10. J{anee ObuiM OMPOOOBAHEI €Ile ABE CMECH, peOCHOK MPOA0IIKAT
cpeiruBath. B Bo3pacte 29 ngHell peOEHOK cTalm BSJIBIM, IJIOXO COCal TPydb, MHOTO CHAIL
[NosiBunmuch yactas pota (POHTAHOM, KUAKHUH CTyJ 2 pa3a B CyTKH, TIOBBICHIIACH TEMIIEpaTypa Tena
10 37.3 °C. Y4acTKOBBIM TeIUaTPOM OBLI HANpaBJIeH HA TOCTIMTAIM3AIUIO B JETCKOE OTACIICHHUE

ropoJickoit 6onbHuUILIEI ¢ quarnozom: OPBU.

Hapyoicnvie cenumanuu oesouxu ¢ B/JJKH. Kiumop nenucoobpasmuiil. borvuue nonogvie 2youl

006pa3yom cKiad4amyo « MOWOHKY» (3-s cmenens supunusayuu no Ilpaoepy)



B otnenennu cocrosiHre 00JIBHOIO pacliEHEHO KaK CpellHel cTeneHu TskecTH. Macca Tena
3800 r. Ha ocmoTp pearupyer rjiayeM, Kpuk rpoMkuii. KoxkHble MOKPOBBI, BUAUMBIE CIU3UCTHIE
YHUCThIE, OJEAHO-PO30BOM OKpackd. 3€B YMEPEHHO THIEPEMUPOBaH. B Jerkux myspuibHOe
neixanue, xpumnos Her, YJJ{ 36 B munyTy. ToHbI cepaua purMmuuHble, 3By4Hsle, YHCC 130 B
MUHYTY. JKMBOT yMEpeHHO B3IyT, AOCTyNeH mnanbnanuu. [ledyeHb BhICTymaeT H3-NOA  Kpas
pebepHoii ayru Ha 1 cM, cene3eHka He manbnupyercs. CTys KammiieoOpa3HbId, JKEJITOTO IIBETa.
Juype3 cHmwkeH. BrpicTaBneH nuarHos3: nepuHaraibHoe mopaxenue [[HC cmemanHoro renesa,
CHUHJIPOM yrHeTeHus, Tunorpous 2-it crenean, OPBU, octpslii papuHTHUT.

B nmepBBiii neHb rocmUTANM3allMM TOBBICWJIACh Temmeparypa Tena go 37,8 °C, B
JaTbHEHIIIEM TOBBIIIICHUE TEeMIIepaTypbl He oTMedasnock. Kopmiienne u3 OyTbutouku mo 40 mut
yepe3 Kaxable 2 yaca, He cpbiruBai. CTyn eXeTHEeBHO, KalIUIIe00pa3HbIi kKenToro usera. Yepes 2
JIHSI TIPY TIOBBILIEHUH O0beMa pa3oBOro KopmieHus a0 60 mi cran oOMIBHO CpPBITMBaTh, 2 pasa
pBoTa (POHTAaHOM, CTaj BSJIBIM. BBICTaBICH AMAarHO3 BPOKICHHBI MHJIOPOCTEHO3, TPOBEICHA
o030pHast peHTreHorpadus OpPraHOB OpPIOMIHON TOJOCTH C KOHTpacTHpoBaHueM. IIpoBeneHa
TeJIeMEIUIIMHCKAsE KOHCYIbTAIlMs IeTCKUMHU Xupypramu neguatpudeckoro nentpa (ITA1L) Pb No 1 -
HIIM, BpoX1eHHBIH MUIOPOCTEHO3 ObLT UCKIIIOYEH.

BblIo mpoBeeHO oOclenoBaHMe: Temorpamma (dedikouutst 7,3*10°/m, He 157 r/m,
najgouykosgepusie HenTpodmisl 1%, cermentosaepusie 20%, muMboruter 69%, r03uHOGIITET 9%,
MoHouuTsl 1%, COD 3 MM/4), 0061muMii aHanu3 Mouu (KETOHOBbIE Tefa ++), OMOXUMHUYECKUN aHaIU3
KpoBHU (TOBBIIIEHUE YPOBHsS Ownupyouna 43,7 MKMOJNB/1, 3a c4yeT Hempsmoi ¢pakuuu 35,5
MkMoJb/im), DK, DXO-KI' (oOHapykeHO OTKpBITOE OBaIbHOE OKHO), Y3UW opraHoB OproirHoOH
MIOJIOCTH, MOYEK, HEHpOocoHOrpadus (MOBBILIEHHE 3XOT€HHOCTU MEPEIHUX MEPUBEHTPUKYISIPHBIX
OTJIeJIOB OOKOBBIX JKEIIYJ0YKOB), peHTIreHOTpadusi OpraHOB IPYTHON KJIETKH (yCHJICHHE JIETOYHOTO
PHUCYHKA).

bouto mpoBeneHo neudenue: uHQY3HMOHHas Tepamus, cBeun Budepon, Lledorakcum,
Koprekcun, Luknogpepon. CocrossHue He yIydliaaoch, peOEHOK ObUI MEpeBEICH Ha 30HI0BOE
kopmieHue mo 20 M1 depe3 Kaxkaple 2 yaca, Maccy Tena He Habupan. B geTckom otrneneHumn
Manpuuk Haxoawica 8 aHeil. Ilepen Belmuckoil macca tena coctaBuia 3765 r. Ha nanbHeiimee
obOcnenoBanue u JyedeHue Obin1 HampasieH B [IJIL] Pb Ne 1 - HIIM c OCHOBHBIM IHarHo3om:
OEIIKOBO-DHEPreTHUYECKasi ~ HEJAOCTATOYHOCTh, THNOTpodus 2-  CTEMEeHW; MHIOPOCHa3M;
BOCCTaHOBUTEJIbHBIN TEepHOJ TNepuHataibHOro mnopaxkenus [[HC rumokcnyecku-uieMu4ecKkoro
reHe3a, CUHApPOM yrHeTeHus. COMyTCTBYIOIIMKA JUArHo3: BPOXKIAEHHBIM TOPOK pa3BUTHUSA
MOUYETIOJIOBOM CUCTEMBI: THIIOCTIa s, IBYXCTOPOHHUN Kpuntopxu3m; OPBU, octpslii papuHrur.

B Bo3pacre 1 mecsn 6 nHeil peOEHOK MOCTYNHII B OTIENICHHE JETCKON SHIOKPUHOJIOTHU U



ractposnteponorun (OJ3I) TIJIL[ Pb Ne 1 - HIIM. JKanoObl mpu MOCTYIUICHMHM Ha TUIOXOU
amIeTuT, PBOTY TMOYTH TOCIIE KaXKJJ0T0 KOPpMIIEHUS, He HabupaeT maccy Tena. CocTosiHue pedeHKa
tsokenoe. Co3Hanue sicHoe. Macca tena 3950 r., nnmuna tena 56 cm, SDS pocta 0,92, SDS UMT -
1,61, nnomans mosepxHocTu Tena 0,26 M. J[BurareibHas aKTUBHOCTh yMEPEHHO CHHUIKEHA.
TenocnoxxeHne — HOpMOCTEHHUYECKOE. AnneTuT cHukeH. CoH crnokoiHbli. KoXHbIE MOKPOBBI
4yHucThle, OJIeqHO-pO30BON OKpacku. IloBwimenue temmneparypel Tena no 37,7 °C. Bugumbie
CIIM3UCTBIE YUCTHIE, 3€B CNOKOEH. llepudepnueckue nuMdatnueckue y3iabl HE NaIbIUPYIOTCS.
I'pynHast knetka cumMmerpuyHa. IlepkyTOpHO Haja JIerKMMHM SICHBIM JIero4HoM 3ByK. /[[pixaHue
my3puibHOe, xpunoB HeT, YJIJ1 34 B munyTy. ToHbI cepana sicusle, putmMuuHble. [laTonornueckux
urymoB HeT. UCC-128 ynapoB B MuHYTY. JKUBOT HE yBelIMUEH, pU Nanbnauuu MAarkui. [leyens +1
CM wu3-moa Kpas pebOepHOM ayru, kpail snactuusblid. Cene3eHka He mnanbnupyercsa. Cryn
©)KEJHEBHBIM, KaluieoOpasHelii 10 1-2 pa3a B CyTKM, XenToro npera. ModeuclyckaHue He
HapyeHo. HapyskHble 10J0BbIe OpraHbl c(pOPMHUPOBAHBI MO0 MY>KCKOMY THITY, SIMYKA B MOIIOHKE
OTCYTCTBYIOT.

Ha3znaueHo 30Hm0BOE€ MHUKpOCTpyHHOE KOpmieHHE cMechio «lIpeHan», HO y peOeHKa
COXpaHsUIaCh yacTas pPBOTA. BBII yCTaHOBIIEH LIEHTpPalbHbIM BEHO3HBIM KaTeTep JUIsl MPOBEACHUS
nH(Y3HMOHHOH, aHTHOAKTEPUATBHOM TepaIuu.

Ha 4-ii neHp HaxoxIeHUs B CTalMoOHape peO0eHOK ObUl  OCMOTPEH JIETCKUM
SHAOKpUHOJoroM, 3anofo3pesa BJIKH, BupunbHas ¢opma (Bupuiauzalus HapyKHBIX IOJIOBBIX
opranoB 1o Ilpanepy 5-i1 crenenu) (pucyHok). PexkomeHaoBaHbl TOpMOHANBHBIA Mpoduias, Y3U
OpPraHOB MaJIOro Ta3a, KOHCYJIbTAllMK CIELUAINCTOB: TeHETHKA, YPOJIOra, THHEKOJIOra.

Jlannble oOcnenoBanusa: B reMorpamme neiikonuros (19,1*10%/11), HopMOXpoMHas aHeMus
Jerkoi creneHu (remorsioouH 94 1/1), ymepeHHas 303UHO(MINS, TPOMOOIUTO3. DIESKTPOTUTHBIC
HapyIlICHHsI: TIOBBIIIICHUE YpoBHA Kamus (6,9 mMmonbw/m), rumoHatpuemus (126,0 mmoinb/n),
runokaneimemust (0,75 mmonw/n), rumoxmopemus (93 wmmonw/m). [opmoHanbHBIN TPOGUIE:
noBbIIeHHBIA ypoBeHb 17-OHII (64,35 HMONB/M) (HOpMa it JOHOIIEHHBIX jaeTel — 10 30 HMOIB/),
cTpeccoBasi rurnepkoprusoniemus (1352,70 umonw/n), runepnponaktuaemus (614.28 mMMe/mi),
runotecrocreporemus (0,46 HMOIB/JT), TOBBIIICHUE YPOBHS peHuHa (296,1 nr/ma npu Hopme 4,4-
46,1) u anpocrepona (875,71 nr/ma npu Hopme 25-315), Hopmanbhslii yposens JII', @CI, AKTT,
TTI, ceob6oanoro T4. Ha Y3U opranoB masioro Ta3a oOHapy»eHbI MaTKa C IPUAATKaMH, B IPAaBOM
SIMYHUKE BHU3YaJM3UPOBAIICA JOMHHAHTHBIA (oumkyi. Kapuortun — 46, XX. PeOGeHky mnposenn
KOHCYJbTAllMM CHELHUATUCTBI: JIeTCKUM XHUpPYypr, aKylIep-TMHEKOJIOI, TpaBMaToJIO0r-opTomes,
TeHEeTUK. BbICTaBIeH AMarHo3 OCHOBHOM: BpoOXJA€HHass IUCQYHKIUS KOpbl HaANOYEYHHUKOB
(ampeHOTeHHWTANbHBI  CHHAPOM),  cojbTepstomias  (opMa,  YpPOrCHUTAIBHBIH  CHHYC;

COITYTCTBYIOIINH TUArHo3: (YHKIIMOHAIBHBIC PACCTPONCTBA KUIICYHUKA C 3aIIOPAMHU; OCIIOKHEHUS



OCHOBHOTO JIMarHo3a: 0eiKoBasi HeI0CTaTOYHOCTb, YIKCHKO3.

JaHHol nmanueHTke B Bo3pacte | Mecsau 11 nHel HawaTa 3aMeCTUTENbHAs TOPMOHAIbHAS
Tepanusi THIPOKOPTU30HOM (KopTed) u3 pacuera 20 mr/m2 (07 a — 2,5 mr, 15 9 — 1,25 mr, 22 u —
1,25 mr) u dayapokoptuzonom (koptunedd) (08 u — 0,05 mr, 18 u — 0,025 mr). Ha done
IIPOBOAMMON TE€panMKu OTMEUEHA MOJIOKUTEIbHAS JUHAMMKA, YIIyUIIWICS alleTUT, Ucuesia pBoTa,
pebeHok crtan npubaBisATh B Bece. HakanyHe Bbimucku y pebeHka macca tena 4676 r., 3a 29
KOWMKO-JTHEH, TPOBENCHHBIX B oTaeiaeHuu DI npubasun 716 r.

PeGeHok BhIMHCcaH B BO3pacTe 2 Mecsla 5 AHEW M3 OTHAENECHUS 1O MECTY >KUTENIbCTBA C
PEKOMEHAALMAMUA  IPOAODKUTH  INOCTOSHHYIO — 3aMECTUTEIbHYIO  TEpalMio  [JIOKO- U
MUHEpaTIOKOpTUKOUAaMU. [Ipy HMHTEpKYppEeHTHBIX 3a00JIEBAHUSAX C IOBBIIIEHUEM TEMIIEPaTyphl
TeNa, TpaBMax, BaKIIMHALIUAX, CTPECCOBBIX CUTYAIIMsIX PEKOMEHI0BAHO MOBBIIIEHUE 103bI KopTeda
B 2 pa3a Ha MEpUOJ NPOBOIMPYIOMIET0 (PakTopa, € IENbI0 MPEAYNPEeKICHHUS KpH3a OCTpOit
HAJIOYEYHUKOBON HEAOCTATOYHOCTH, C MOCIEAYIOIMM CHM)XEHHMEM 103 1O MCXOAHBbIX. Matepu
pebeHKa J1aHa BBITTUCKA W3 MPOTOKOJIA BpauyeOHON KOMUCCHH IS TpeabsaBicHus B opranbl 3AIC
JUISL CMEHBI IOKyMEHTa, YAOCTOBEPSIOLIEro JIMYHOCTh peOeHKa, ¢ MYKCKOTrO 1oja Ha KeHCKUi. B
OyaylieM IJIaHUpyeTcsl HampaBuTh peOeHka Ha crewiedeHne B PI'BY  «HaumonanbHbIi
MEIUIIMHCKUI MCCIEN0BAaTENbCKUII LIEHTP SHAOKpuHONOTHM» M3 PO ¢ nenpio npoBeneHus
MOJIEKYJISIPHO-TEHETUUECKOI'0 HCCJIEIOBAaHUSI M XMPYPrHUECKOro JieueHus, (HEeMUHU3HUPYIOIIEH
OIIEpaLIUH.

3akioueHue. B CBA3M  OTCYTCTBMEM pe3ysbTaTa HEOHATaJbHOTO CKPUHHMHIA U
HACTOPOKEHHOCTH TMEAUATPOB MO IMOBOAY AAHHOTO 3a00JieBaHUS B  OMHCAHHOM KIMHUYECKOM
HaOJIIOJICHUU WMEET MECTO TO31HssA mocTaHoBka awarHo3a BJIKH conbrepstomeit hopmbr ¢
HENpaBWIbHBIM ompeaeneHneM nojua peodenka. Ocnona neuenus B/IKH — 3amecturensHas riroko-
M MUHEPAJOKOPTUKOWJHAS TEepamnus, MO3BOJIAIOIIAS MPEIyNpEeIUTh OCTPHIA aJpEHAJOBBIM KpH3,
ONITUMHU3HPOBATh (PU3HUECKOE pa3BUTHE peOEHKa, 00ECIeUnTh HOPMAaIbHOE TMOJI0BOE CO3pPEBaHHE U

MOTEHIUATBHYIO (PePTUITBHOCTH C MOCIEAYIOIICH XHPYPrudIecKoi KOppeKIneH.
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