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Knunnyeckui cnyyai / Clinical case
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Pesiome

B HacTosuwee Bpems 6onee 70% HacnenCTBEHHbIX 3ab0N1EBAHMI MOXKHO CYMTATb PEAKMMMU, MOCKO/bKY MX BCTPEYAEMOCTb B MOmMy-
naummM coctaBnsieT Bcero 2%. PerynsapHo npoBoAuMMble 3MMAEMUONOTMYECKUE UCCIEe[0BaHNS NMOKA3bIBAKOT, YTO YACTOTaA BbISIBNEHMS
B [LETCKOM MOonynsumMm HacneacTBeHHbIX 3aboneBaHuii pacTeT. B cBA3w € TakoM TeHAEHUMeN COBEPLUEHCTBYETCS M AMArHOCTUKA.
BposaeHHbI LedUUMUT KOpbl HALMOYEYHMKOB BXOAUT B HEOHATabHbIM CKpUHUHT € 2006 T. [peacTtaBneHHoe KNMHnYeckoe Habnto-
[leHMe NeMOHCTPUPYeT CoYeTaHune HacneACTBEHHbIX 3ab60NeBaHMi y OAHOMO NauMeHTa, B JAHHOM Cllyyae — BPOXKAEHHOM ANCHYHK-
LMK KOPbl HAAMo4YeYHUKOB 1 bonesnn Bunnebpanaa. OnucbiBaeMblt KNMHUYECKUIA NPUMEDP — UTOT HabntoLeHna 33 pebeHKoM
C poxaeHusa 0o 15 net, c 0cobeHHOCTAMM COYEeTAHHOrO TeveHms ABYX 3aboneBaHuni, noabopa nekapCcTBeHHoM Tepanuu. [lnarHo3
BPOXAEHHOW ANCOYHKLMM KOPbl HAAMNOYEYHUKOB BbICTAB/EH C POXKAEHUS U NMOATBEPXKAEH reHeTuyecku, pebeHok nonyvan Tepa-
NI MUHEpano- 1 rMIOKOKopTUKouaamu. B Bo3pacte 8 mec. Ha poHe agMCOHMYECKOro Kpm3a BbiBaeH aeduunT 8-ro dakrtopa
CBEPTbIBAHMS, B CBA3M C YeM K Tepanuu fobasneH npenapat «Paktop 8»,a ¢ 13 net - «Yenoseueckuit hakTop CBEPTbIBAHMS
kposu VIII + dbakTop Bunnebpanoa yenoseueckmit». [oCKONbKY poauTeny He NpUAEePXKMBAANCL BpayebHbIX peKoMeHAaLUMMI, CTON-
KOW KOMMEeHcauun BpOXAEHHOM ANCHYHKLMN KOPbI HALMNOYEYHWMKOB He Bbln0, No3ToMy B 13-neTHem Bo3pacte 8 HMULL sHaokpu-
Honormm r. MOCKBbI CKOPPEKTMPOBAHa CXeMa edeHns ropmoHamu. B 15 net noctynmn B otaeneHme sHaookpuHonornm Y3 AO
«OOKB um. H.H. CununweBoi» ¢ xkanobamm Ha ronoBoKpyxeHue, ciabocTb 1 BANOCTb. [py 06cnenoBaHnmM BbiiBNEHa aHEMUS TETKOM
CTeneHu, B CBA3M C YeM K Tepanuu fobasneHo xeneso |l rugpokcua nonumanstosat U Gonuesas kucnota. Ha doHe neveHus
y NaumMeHTa oTMeYeHa NONOXUTEeNbHAS AIMHAMMKA, OAHAKO pebeHok TpebyeT ocoboro HabnaeHUs B CBA3M C Yrpo30i MO pa3BUTUIO
KpW3a HaLno4Ye4YHNKOBOWM HEAOCTATOYHOCTU HA DOHE CTPECCOB U MHDEKLMU.
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Abstract

Currently, more than 70% of hereditary diseases can be considered rare, since their occurrence in the population is only 2%.
Regular epidemiological studies show that the frequency of detection of hereditary diseases in the pediatric population
is increasing. In connection with this trend, diagnostics is also improving. Congenital adrenal cortical deficiency has been
included in neonatal screening since 2006. The presented clinical case demonstrates a combination of hereditary diseases
in one patient, in this case, congenital dysfunction of the adrenal cortex and von Willebrand disease. The described clinical
example is the result of observation of a child from birth to 15 years of age, with the features of the combined course of two
diseases, the selection of drug therapy. The diagnosis of congenital dysfunction of the adrenal cortex was made from birth
and confirmed genetically, the child received therapy with mineralocorticoids and glucocorticoids. At the age of 8 months,
against the background of an Addisonian crisis, a deficiency of coagulation factor 8 was revealed, in connection with which
the drug Factor 8 was added to the therapy, and from the age of 13 - Human coagulation factor VIII human factor von
Willebrand. Since the parents did not adhere to medical recommendations, there was no stable compensation for congenital
dysfunction of the adrenal cortex, so at the age of 13, the National Medical Research Center of Endocrinology in Moscow
adjusted the treatment regimen with hormones. At the age of 15, he was admitted to the Department of Endocrinology of the
N.N. Silishcheva Children’s Clinical Hospital with complaints of dizziness, weakness and lethargy. The examination revealed
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mild anemia, in connection with which iron Ill hydroxide polymaltose and folic acid were added to the therapy. Against
the background of treatment, the patient showed positive dynamics, however, the child requires special monitoring due to
the threat of developing a crisis of adrenal insufficiency against the background of stress and infection.
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BBEOEHUE

B Hactosiwee Bpems 6onee 70% HacnenctBeHHbIX 3abone-
BaHWM MOXHO CUMTATb PELKMMM, MOCKO/bKY MX BCTPEYAEMOCTb
B nonynauum coctaenseT Bcero 2%. OaHako pasHoobpaswe Ha-
CNeacTBEHHbIX 3aD0NEBaHMI C YY4ETOM reTeporeHHOCTM COCTaB-
nget 6onee 800 HozonorMueckmnx opm. PerynsipHo NpoBoLMMble
3NMAEMMONOTMYECKME MCCNEN0BAHMS NMOKA3aIM, YTO YacToTa Bbl-
SBNEHWS B LETCKOM NONyNSUMM HACIEACTBEHHbIX 3a60n1eBaHMM
pacteT [1-3]. B cBA3u C TakoM TeHAEHLMEN COBEPLIEHCTBYET-
¢ n gmarHoctuka. C aHeaps 2023 1. HeOHATaNbHbINA CKPUHUHE
B PO pacumpuncs ao 36 Hosonoruiil. BpoxaeHHbln nedu-
LMT KOpbl HALMOYEYHMKOB BXOAMT B HEOHATAsIbHbIA CKPUHMHT
¢ 2006 r. PacnpoctpaHeHHOCTb Knaccuyeckux Gopm aeduum-
Ta 21-rmapokcmnasbl coctasnset ot 1:14000 no 1:18000 xmBbix
HOBOPOXAEHHbIX B MUpeE. 10 AaHHBIM HEOHATANIbHOTO CKPUHMH-
ra B P®, pacnpocTpaHeHHOCTb 3a601€BaHMs B OTAE/NbHbIX peru-
oHax coctasngset ot 1:5000 po 1:12000, B uenom no crpaHe —
1:9638 mnBblx HOBOPOXAEHHbIX. ONHAKO B MpaKTUKe Bpaya
MOXEeT BCTpeYaTbCsl COYeTaHWe ABYX reHeTuYeckmx 3abonesa-
HUW, 4TO MOXKET CO3AaTb OMNpeLeNneHHble TPYAHOCTU B AMArHOCTU-
Ke, BeAEHWUU U NeYeHnn Takux NaumeHToB [4-7]. 3aTpyaHeHns
B BeLEHWM TaKMX MaLMEHTOB MOryT BbiTb 0BYCNOBNEHbI YAIN-
HEHWEeM BPEMEHW NOCTAaHOBKM AMArHO3a 13-3a NOSIBNEHWUS CUM-
NTOMOB, HETUMWUYHBIX 15 OTAENbHO B3STOM HO30/10MMK, HEOb-
XOAMMOCTbIO AOMONHUTENBHBIX MCCNEA0BAHMM, BO3pACTAtOLLEN
CTOMMOCTbIO AMArHOCTUKM M NEYEHMS, TPYAHO NPOrHO3MPYEMbIMU
3ddeKkTamMu OT CoveTaHWs NekapcTBEHHbIX NpenapaTos [8-10].
B WHOCTpaHHOM nuTepatype NpeacTaBneHbl LaHHbIE O FeHeTU-
YeckMx Mapkepax, TeYeHWUM, NeYeHn BPOXOAEHHOW HemocTa-
TOYHOCTM KOPbl HaAMO4YEYHNKOB M BonesHu Bunnebpanpa y ae-
Tert [11-15], ooHaKO KAMHMUYECKME NPUMEPbI COYETAHMUS ITUX
naTonorunia oTcyTcTByHT. ONMCbIBAEMBIN B CTATbe CTyYal M3 npak-
TUKM AEMOHCTPUPYET HabNtoLeHWe PEAKOrO COYETAHUS CONbTe-
pstoLen GopMbl BPOXKAEHHOW ANCHYHKLMM KOPbl HAAMOYEYHN-
KOB M 6onesHn BunnebpaHoa y pebeHka ¢ poxaeHus no 15 ner,
CNOXHOCTb €ro BefieHs 1 noabopa nekapcTBEHHOM Tepanuu.

KIMHUYECKUA CNYYAN

Manbumk M., 15 net, noctynun B oTaeneHue 3HAOKPUHO-
norun MBY3 AO «OOKB um. H.H. Cunuwesoi» netom 2022 r.
C AMarHo30oM «BpoxaeHHas AMCHYHKLMS KOPbl HAAMOYeYH!-
KOB, feduumnt 21-ruapokcmnassl, consrepsowas dopma. k-
TOMMS TKaHM HaAMNoYeyYHMKa B snyku. bonesHb Bunnebpanaa.

! Mpukas MunHzapasa Poccum ot 21.04.2022 N2274H «O6 yTBepxaeHuu Mopsaka okasaHus
Me,ELl/ILLl/IHCKOI;I MOMOLLM NaUMEHTAM C BPOXAEHHbIMU N (M}'II/I) HacneacTBEHHbIMKU 3abonesaHuaMU»
(3apeructpupoBaHo B Muntocte Poccun 13.07.2022 N269251). Pexxum goctyna: https://normativ.
kontur.ru/document?moduleld=1&documentld=427671.

AHeMus nerkom creneHu TaxecTu. KOHCTUTYLMOHANbHO-3K30-
reHHoe oxupenune (SDS UMT + 2.0)».

Mpu NOCTyNAEHUU NPeabsaBASa Xanobbl HA rONOBOKPYXKe-
HWe, BANOCTb, C1aboCTb.

PebeHoK poxpaeH OT BTOpoi 6epeMeHHOCTM, NpoTeKaB-
e Ha doHe BHYTPUYTPOOHOM MHDEKLMM, XPOHUYECKOIM BHY-
TPUYTPOBHOM rMNOKCMK, PeToMNaLEHTAPHOM HEAOCTAaTOYHOCTY,
nepBbIX CPOYHbIX POAOB. Macca Tena npu poxaeHun 3796 ,
LIMHA Tena npu poxaeHun 54 cm. M3 nepeHeceHHbIx 3abone-
BaHWM Heyactble OPW, AByKpaTHas KpaeBas pe3ekums HorTe-
BOW nnacTuHbl | nanbua obemx cTton nomd, MECcTHOM aHecTe3nen
(2022 r.). HacnencrBeHHbIVi aHaMHe3 He oTaroleH. M3 aHam-
He3a 3aboneBaHMs YCTaHOB/EHO, YTO NPU POXKAEHUWN OTMe-
4anacb rMnepnurMeHTaLns MOLWOHKK. Ha 4-e CyT. XU3Hu no-
SBUIUCH CMMMTOMbI YTHETEHWUS HEPBHOM CUCTEMBI, MbILLEYHOM
TMNOTOHWUM, KMPAMOPHOCTU» U UKTEPUYHOCTM KOXKHbBIX MOKPO-
BOB, KPOBOTOUYMBOCTb M3 MECT MHbEKLIMIA, Taxmnkapams. MNpu 0b-
CNefoBaHMM B BMOXMMMUYECKOM aHanM3e KpOBU BbISIBNEHA M-
nepkanuemus - 6,7 MMonb/n, runoHatpuemus — 114 mmonb/n,
nosbiweHune 17-OH-nporectepoHa - 204 wmonb/n (Hopma
Yy HOBOPOXAEHHbIX He Bonee 6 HMONb/N). Ha ocHoBaHWMKM coye-
TaHUS KIMHUYECKMX NPOSIBNEHMI U NTaBOPATOPHbIX M3MEHEHMUIA
6b11 BbICTaBNEH AMArHO3 «BpoxaeHHas AMCHYHKLMS KOpbl HaA-
NOYEYHMKOB, AePUUMT 21-rnapoKCcmnasbl, conbtepatoLlas dop-
Ma». [IMarHo3 noATBepKAEH MONEKYNSPHO-FeHETUYECKM, Bbl-
aBneH xapaktepHbli reH CYP 21. PebeHok monyyan Tepanuio
ITI0KO- M MMHepanokopTukomaamu. B Bospacre 8 mec. passuncs
AAANCOHUYECKMIA KPU3, KOTOPbIV Oblnl KYNMMPOBaH B CTaLMOHa-
pe, Toraa e npu obcnenoBaHuK BbisBneH aedbuumt 8-ro dak-
Topa cBepTbiBaHMA. PakTop Bunnebpanaa y peberka coctas-
nan 18,5% npu Hopme 50-150%. [oBTOPHbIM afAMCOHUYECKMIA
Kpu3 npowu3ollen B Bo3pacTte 1 roga 2 Mec. Ha GoHe feHTaLuu.
C 8-Mecg4HOro Bo3pacta perynsipHo Habntoaancs reMaTonorom
no nosoay 6onesnn BunnebpaHaa, nonyyan Tepanumio «PakTo-
poM 8»,c 13 neT — Tepanuio «4enoBeyecknum (HaKTopoMm CBep-
TbiBaHMs kposw VIII + dakTop BunnebpaHnaa yenoBeyeckuiis.

[OuHamuka ypoBHelt 17-OH nporectepoHa B CbIBOpOTKE
KpOBW Ha hOHe neveHus naumeHTa NpeacTaBneHa B mabauye.

Mo AaHHbIM yNbTPa3BYKOBOro mnccnenosanua (Y3M) au-
4eK, BbINOMHEHHOTO B BO3pacte 12 neT, ycTaHOBNEHbI U3Me-
HeHWa B BUAE HEOLHOPOAHOCTU CTPYKTYPbI AMYEK, HANUYMS
Y3M10BbIX M303XOreHHbIX 06pa3oBaHuit pasmepamu ot 1,0 no
1,7 cm (B kakoM He MeHee 3-4 y3noB). B 3ToM e Bo3pac-
Te NOSIBUIUCH Xanobbl Ha rONOBOKPYXEHUe, Liedanruto, no-
TeMHeHwue B rnasax. [lpoBeaeHa MarHUTHO-pe30HaHCHas To-
mMorpadus (MPT) ronoBHOro Mo3ra, rae BbiSIBNEHbI MPU3HAKK
pacLMpeHMs NepUBACKYNSPHbIX MPOCTPAHCTB, BHYTPEHHEN He-
OKK/TH03MOHHOW aCMMMETPUYHOM ruapoLedanmu.
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CnenyeT ykasaTb, YTO poauTenu pebeHka He NpUAEPXM-
Ba/IMCb PEKOMEHAAUMI MO Tepanuu. B CBA3M € TeM, 4TO CTOM-
KOV KoMneHcauumn 3aboneBaHms 3a rofibl Ie4eHUS He oTMeYa-
N10Cb, @ TAaKXKE YYUTbIBAS COXPAHAOLLMICS BbICOKMM YPOBEHb
17-OH nporectepoHa, 06HapyxeHHyto npu Y3/ HeofHopoa-
HOCTb CTPYKTYpbl TECTUKY/, B 0OOMX Yy310Bble M303XOTEH-
Hble 006pa30BaHMs (3KTOMMS TKAHM HALMOYEYHMKA), BbICOKYHO
[103Y TMIOKOKOPTUKOCTEPOUAO0B (TMAPOKOPTU30H HasHavancs
B no3e 60 mr/cyT = 37,5 mMr/M?/cyT), Ans KOppeKUMU Tepanum
B Bo3pacte 13 net 6bin HanpasneH B8 HMULL aHaokpuHono-
rmu 1. MockBbl. JleyeHne CKOPPEKTUPOBAHO: MMAPOKOPTMU3OH
3aMeHeH Ha nNpegHu3onoH B fose 7,5 mr/cyt n KoptuHedd
B nose 0,15 mr/cyt. B panbHewwemM Koppekums Ao3bl Nnpena-
paToB NPOBOAMIACE aMBYNATOPHO.

lNpu ocMoTpe B CTauMoHape napameTpbl (M3MYeckoro pas-
BUTMS: pocT 165 cM, Macca Tena 68 kr. IMT = 24,98 kr/m?, SDS
NMT = 1,66, SDS pocta 0,77. ®u3myeckoe pasBuTMe CpeaHee,
nmcrapmMoHuyHoe. CoCTosHMe cpefiHel CTeneHu TKeCTU no
3aboneBaHuto. lMNepcTeHUYeCcKnii TMN TeNOCNOXEHMUS, ANC-
NponopLMOHanbHoe (YKOPOYEHME HUXKHEro CerMeHTa) pas-
BuTHE. KOXXHbIe MOKPOBbI BiefHble, yMEPEHHOM BNIAXXHOCTH,
rMNepTpux03a HeT, CTPUM — MeNIKMe po30Bble Ha Natepasb-
HbIX MOBEPXHOCTSX TYNI0BULLA, «Benecbie» Ha aroamuax, kone-
HAX, Ha IMLe yrpeBast CbiMb. [TOAKOXHO-XKMPOBOM C/ION pa3BuT
[OCTaTOYHO, pacnpeaeneH paBHoMepHo. LLutoBuaoHas xene-
3a NanbnaTopHO He YBEeNMYeHa, KNMHUYeCKn 3yTupeos. [ibixa-
HWe Yyepe3 HOC cBOOOHOE, YacToTa AbIXaHWa 19 B MUHYTY. Ay-
CKYNbTaUMs: B IEFKUX BE3UKYNSIPHOE [bIXaHWe, XPUMOB HET.
CepLeyHo-cocyamcras cucteMa: 0bnactb cepala BM3yanbHO
He M3MeHeHa, rpaHuLbl Cepaua B npeaenax BO3pacTHOM Hop-
Mbl. TOHbI cepaua gcHble, putMuuHble. ALL 100/60-120/70 MM
pT. cT. YCC 80 B MuHyTy. CaTypaums kposu 98%. XXMBOT 06bIy-
HOWM (OpMBbI, MpM NanbnaumMm MArkuin, 6e3bonesHeHHbIn BO

Bcex oTaenax. lenatoMeranuu Het. OBNACTb KENYHOrO My3bl-
ps Npu nanbnauuy 6e3bonesHeHHa. CeneseHka He Nanbnmpy-
eTcs. O6nacTb NoveKk BM3yanbHO HE M3MEHEHA, CUMMTOM MOKO-
NAYMBAHUS OTPULLATENBHbIN C 06enx cTopoH. CTyn perynsipHbIi,
0opopMAeHHbIN, 0BbIYHOM OKpacku. MoyencnyckaHne ceoboa-
Hoe, 6e3bonesHeHHoe. [1010BOE pa3BUTUE MO MYXKCKOMY TUMY,
no so3pacty, G14Ax3Pb4 - no wkane TaHHepa 4-i CT.

Mpu nposeneHun nabopatopHoro obcnenoBaHms, No
[laHHbIM reMOorpaMMmbl, BbIIBNEHA aHEMUS NErkow CTeneHu
(Hb 10 r/n), TpoMboumTos (Tr 776 x 10%/n). CnesyeT OTMETUTD,
4TO C roAOBANOro Bo3pacta y pebeHka NOCTOSHHO HU3KUIA ypo-
BeHb remornobuHa (100 r/n), Tonbko B BO3pacTe 3 NeT ypoBeHb
Hb Ha undpax 122-152 r/n.

B obuwem aHanmse Mo4ym 6e3 NaTonorn4yecknx M3MeHeHum.
ObuLenpuHsTbIe NoKazaTenu BUOXMMUYECKOro aHanM3a KpoBw
6e3 NaToNorMyeckmx U3aMeHeHuit. B nunuaHom cnektpe Kposwu
0TMeYanacb rmnoxonectepuHemMms (xonectepmH 1,53 mmons/n).
BbisBneHa runepkanbupemmst (kanbumnii 2,9 mmone/n).

[0 AaHHbBIM KOArysorpamMMbl, USMEHEHWS B BUAE: MOBbILLe-
HMS NPOTPOMOMHOBOrO BpeMeHM — 15,6 C M aKTMBMPOBAHHOTO
4aCTMYHOro TPOMBOMNIACTUHOBOrO BpeMeHn — 72,8 c.V3mMeHe-
HMS BbIIM U B TOPMOHANBHOM Mpodune B BUAE MOBbILEHHO-
ro YpOBHS NOTENHM3MPYOLWeEro ropMoHa — 8,9 MEa/mn, ru-
nepkoptusonemuu (1321 Hmonb/n npu Hopme 650 HMONb/N),
noBsbiweHHoro yposHs 17-OH nporectepoHa (9,6 HMonb/n Npu
HopMe 6 HMonb/N). Mo faHHbIM JKT, CyWecTBEHHbIX M3MeHe-
HUIM He ObINIO BbISBNEHO: CUHYCOBAs apUTMUS (ObIXaTenbHas),
YCC=71-60 yn/mMuH, BepTmkansHoe nonoxerme 30C.

Mo AaHHbIM 3xorpacdmm opraHoB GpPHOLLHOM NOAOCTH, U3-
MEHEHMS B BUAE YBENMYEHUS NOKA3aTeNS MHAEKCA | cerMeH-
Ta nevenn — 20% (Hopma fo 33%), CTpyKTypa OAHOPOLHAS,
3XOTeHHOCTb HOPMasnbHas, COCYANCTbIN pUCYHOK 6e3 ocobeH-
HocTtewn. InameTp V. Portae 0,8 cM. Xonenox He pacwwmpeH

Ta6nuuya. AnHamuka yposHst 17-OH nporectepoHa (Hr/mMn) B CbIBOPOTKE KPOBU Ha GOHE rMOKOKOPTUKOUAHOM Tepanum
Table. Dynamics of 17-OH progesterone level (ng/ml) in blood serum during glucocorticoid therapy

26.11.2006 . - 204 114 6,7 - | NpegHu3onoH, KoptuHedd
22.11.2010 . - - - | uppokoptn3oH 14 mr/cyt, Kopturedd 0,1 mr/cyt
e 2(()51ﬁ;)CTaLlVIOHap 200 nr/mn 29 Hr/mMn 138 5,2 2 | Kopred 21 mr/m?, Koptunedd 0,05 mr/cyt
) Kopred 12,5 mr/cyT, Koptunedd 0,05 Mr no yeTHbIM
A AR 7285 1345 5,36 yncnam u no 0,025 Mr no HeyeTHbIM Yncnam
Asrycr 2015 T. ° 70,6 ° - | Kopred 30 mr/cyr, Kopruredd 0,05 mr/cyt
Anpenb 2017 1. - 2,05 mr/mn 1475 4,79 - | Kopred 30 mr/cyr, Koptunedd 0,05 mr/cyt
Asryct 2017 . - 125,17 - - -
Wionb 2018 . - 349,21 139 6,1 - | Kopred 30 mr/cyr
Pt AU L e G = 116,58 144.6 43 12 | Kopred 40 mr/cyt (30 mr/m?), Kopturedd 0,075 mr/cyt
CTaLMOHap
Mait 2019 r. - 118,83 -
s 2?11295“;1‘;3””0”” - 75,4 1446 479 15 | Kopred 52,5 mr/cyT (37,5 mr/m2), KopTuredd 0,15 mr/cyt
Asryct 2020 1. = 52,6 - >
Hosi6pb 2021 . - 512,2 1413 4,67 - |-

250 | MEULIMHCKUIA COBET | 2025;19(11):248-252



(pa3mep 0,2 cm), copepXnMoe roMmoreHHoe. XXenuHoli ny3bipb
NpaBubHOM HOPMbI, CTEHKM He YTOJLLEHbI, TMNEPIXOreHHble,
coLepXnMMoe roMmoreHHoe. NoaxenyaoyuHas xenesa Heoa-
HOPOAHOW CTPYKTYpPbl, MOBbILUEHHOW 3XOrEHHOCTH, YBEnYe-
Ha (B obnactu xBocTa): ronoska 1,8 cm, Teno 1,7 cMm, xBoCT
2,2 cm. Cenesenka yBenmyeHa 13,0 x 6,7 cm, KMC 5,6 (Hop-
Ma OT 2 [0 4), 04HOPOLHOW CTPYKTYpPbl, HOPMANbHOM 3X0OreH-
HOCTW. [1eTnn KuweyHmKa B34yTbl. HaanoyeuHnkn ogHopos-
HOI CTPYKTYpbl, HOPManbHOW 3XOr€HHOCTU, HE YBEIUYEHDI.
M3MEHEHMI LWMTOBUAHOM XKenesbl, N0 AaHHbIM Y3U, He oT-
MeyeHo. [Npu anarHoctmke (Y3M) cOCTOSHUS TECTUKYN BbISB-
NeHbl 04aroBble 06pa30BaHUS 0OOUX AMYEK, KUCTbI MpUAaTKa
NpaBoOro fiM4Ka, 3 UMEHHO SUYKU NOLMPOBAINCH B MOLLIOH-
Ke, CBOOOLHOM XMAKOCTM B 060/104KaX anyeKk He 0bHapyxe-
HO. BeHbl rpo3feBnaHOro cnneTeHms He paclumnpensl. [1pasoe
SMUKO: pasmepbl — 5,3 x 2,4 x 3,1 (06beM 20,6 CM?), KOHTYpbI
POBHbI€, 3XOreHHOCTb HOPMasbHas, CTPYKTypa HEOAHOPOL -
Has, bonbLLas YacTb gMuKa NpencTaBAeHa OKpYrbiM 06pa3o-
BaHWEM CHUXEHHOW 3XOreHHOCTU, HEOAHOPOAHOM CTPYKTYPbI,
pa3mepamu 3,7 x 1,9 x 2,3 cm, npuaatok 1,2 x 0,9 cm, B HeM
NOLMPOBaNOCh aH3XOreHHoe 0bpa3oBaHMe C YeTKUM pOB-
HbIM KOHTYpoM pa3mepamu 0,8 cM B anameTpe. JleBoe aMyKo:
pa3Mmepsbl 5,2 x 2,3 x 3,4 (06beM 21,3 cM?), KOHTYpbl POBHbIE,
3XOreHHOCTb HOPMasbHas, CTPYKTypa HEOAHOPOAHAS, B HEM
NOLMPOBANOCh OKPYrnoe 06pa3oBaHMe CHMXKEHHOMN 3XOreH-
HOCTW, HEOLHOPOAHOM CTPYKTYpbl, pa3mepamu 2,4 x 1,6 x
2,6 CM, 3XOreHHOCTb HopManbHas; npuaatok 1,0 x 1,4 cm.
B pexwume LUK oTMeuyancs MHTpa- n NepuHOAYNSPHbIA Kpo-
BOTOK. [10 I@aHHbIM peHTreHorpadum KncTen pyk, KOCTHbIN
BO3paCT COOTBETCTBOBAN BO3pacty 17,5 net.

B craumoHape npoeogmnach Tepanus: OCHOBHOW BapuaHT
CTaHOaPTHOW AuneTsl, npeaHu3onoH 38,75 mr/cyt (07:00 - 15 mr,
15:00 - 8,75 mr, 21:00 - 15 wmr) + dnyopokoptmsoH 0,15 mr/cyt
(no 0,05 mr x 3 paza). Mocne nonbopa Tepanum Bbin BbINMCaH
C peKOMeHAAUMAMM: HabNoLEHME SHAOKPUHOMOrA, FeMaTonora,
racTpO3HTEpOAOra, NpMeM NpeaHM300Ha B 403e 38,75 Mr/cyT
(07:00 - 15 mr, 15:00 - 8,75 mr, 21:00 - 15 mr) n dnyapokop-
™30Ha 0,15 mr/cyT (no 0,05 Mr x 3 pasa).

PebeHok TpebyeT ocoboro HabnwoaeHns B CBA3M C yrpo-
30/ N0 pa3BUTMIO KPK3a HALMOYEYHMKOBOW HEAOCTAaTOYHOCTY.

B cBA3M € 3TMM poanTensm 6binM AaHbl PEKOMEHALMM, B T. u.
W AN y4acTKOBOrO Nneamatpa: B Clydae NpUCOEAMHEHUS UH-
TEPKYPPEHTHbIX MHMEKLMI, BOSHUKHOBEHMS CTPECCOBbLIX CU-
Tyaumi, NoBbIWEHUS TeMnepaTypbl Boiwe 38 °C go3y npea-
HM30/10Ha YBENNYMBATb B 2 pa3a Ha 2—3 aHS. [1py KULWEeUHbIX
MHDEKLUMSX, TPAaBMax, PBOTE MOKa3aHa 3KCTPEHHAs rocnuTanm-
3auus, BBEAEHWE TMAPOKOPTU30HA B/B MM B/M B Ao3e 50 mr
yepes Kaxnable 4-6-8 4. B yactn obcnenoBaHus Obinn AaHbl
peKOMeHAALMM MO KOHTPOMK ypoBHS B kposu AKTI, 17-OH
nporectepoHa, TeCTOCTePOHa, akTMBHOCTM pEHWHA Mnas-
Mbl 1 pa3 B 3 Mec. [Ins neyeHns aHeEMUM HA3HAYEHO Xene3o
Il rmapokena nonmmanstosat no 100 mr (1 1ab.) 1 pa3 B AeHb
B TeyeHue 1 mec. n ponmesas knucnota no 1 mr (1 1a6.) 1 pas
B AeHb — 1 mec. KoHTponb remorpammel Yepes 1 mec.

3AKJTIOMEHUE

OcobeHHOCTbIO AAHHOTO CTyYast ABASETCH PAaHHAS AMaArHO-
CTMKa COYETaHHbIX 3a00MeBaHUi, T. €. 1O MOSBNEHMS pa3Bep-
HYTOM KAMHWUYECKOW KAapTUHbI U yTSxXeneHns obLiero cocro-
aHus. Mocne 15 Mec. kn3HM pebeHka Ha NPOTSKEHUW BCEro
nepvofa HabnaeHUs OTCYTCTBOBANM KAMHWYECKME MPU3Ha-
KM MUHEpPaNoKOPTUKOMAHON HEAOCTaTOYHOCTH, He Bbian 3a-
(OUKCMPOBaHbI CONLTEPSIOLLME KPU3bl NPU HANIMUYMUM BbICOKMX
nokasaTenein cTeponiHbiX ropMoHOB. OfHAKO TeyeHne OaH-
HOTIO C/1y4as Heb34 Ha3BaTb [MNAAKMM, MOCKOSbKY MpW Nocnes-
HeM 06CNeA0BaHMM B CTALMOHAPE BbISBAEHA aHEMMS, OOMeEH-
Hble HapyLleHns (rMnepxonectepuHeMus, rmnepkanbLmueMus),
M3MEHEHWS B KOArynorpaMme B BWUAE MOBbILLEHWUS NPOTPOM-
61HOBOrO BpeMeHU 1 aKTMBMPOBAHHOrO TPOMBOOMIACTUHOBO-
ro BPEMEHM, a TaKXKe B rOpMOHanbHOM npodwne (NoBbilleH
NOTEUHU3UPYIOLLMIA TOPMOH, KOPTU30A, ypoBeHb17-OH npo-
rectepoHa). B coBokynmHOCTM OHM MOTYT CO34aTb NPEANOChIIKM
onsg HebnaronpusaTHoOro TedeHus obomx 3aboneBaHuii, No3To-
My pebeHOK OOMKEH HAXOAWTLCA MO NOCTOSHHBIM Habnoae-
HWEM CMEeLManUCTOB, 3HaYMMble BUOXMMUYECKME NapaMeTpbl
[LOMKHbI PErynspHO KOHTPONMPOBATLCS.
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