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T. B. CemuueBa, E. b. Konegoa, 3. C. KysHeuosa, A. [. [dobpayesa
KIIMHNYECKVME BAPUWAHTbl CMHOPOMA MAK KbHOHA — ONBPANTA — '

BPANLIEBA Y AEBOYEK

JleTckoe aHAOKpUHONOrnyeckoe otheneHve (3aB.— npod. B. A. lMeTepkoBa) 3SHAOKPMHOIOIMYECKOrO Hay4YHOro
ueHTpa (gup,— uneH-kopp. PAMH W. L. Oepos) PAMH, Mocksa

CuHgpoMm Mak-KbtoHa — On6palita — Bbpaiiuesa
(MK — O — B) xapaktepusyeTcs Tpuagoi CUmnTo-
MOB: (pMOPO3HO-KNCTO3HONM AMcnia3nein KOCTHON TKa-
HW, NUIMEeHTauMen KOXHbIX MOKPOBOB U 3HAOKPUH-
HbIMW  HapylleHUsIMW, Ccpeau  KOTopbIX Haubonee
4YacTblM SBNSETCHA MNpeXxAeBpeMeHHOe MooBoe pas-
BUTME. 3abofieBaHWe 4alle BCTpeyaeTcs Yy [AeBOYeK.
BO3MOXHbI pasfinyHble KIUHUYECKME BapuaHTbl C
npeobnagaHnem TOW WAM WHON CUMNTOMATUKU, HO
TUMUYHBIM MapKepoM CUHApPOMAa SBMAAIOTCA Xapak-
TEPHbIE MUIMEHTHblE MATHA, WMEKLMe CBEeT/Io-
KO(heliHyl0 OKpacKy M HenpaBW/IbHYH acummeTpuy-
Hyt0 (hOpMy, HaMoOMMHAaKLLYK reorpaduyeckyto Kap-
Ty. 3TN NATHA NPUCYTCTBYHKT C POXAEHUS, a TakkKe
MOryT pPacnpoCTpaHATLCS MO0 Mepe pocTa pebeHka.

Hanbonee TsbkesblM MNpPOSIB/IEHMEM 3ab0/eBaHus
apnseTca  (MOPO3HO-KUCTO3HaA  aucniasns — ¢o-
Ka/lbHOE 3aMeLlleHe KOPTUKasIbHOro c/osi nposuvde-
pupylowmmn dpubpobnactamu, npuBogsuiee K dysu-
chopMHOMY yTOMLLEHNO 1 Aedhopmaumn KocTu. Yalle
nopaxarTcsi [/IMHHble TpybuaTble KOCTW: GepuoBas
n 6edpeHHas. Hanuuue knucT npuBoAWUT K Aedhop-
MauMn KOCTU, BO3HMKHOBEHUIO MAaTO/IOrMYecknx nepe-
JIOMOB C MNOCNEeAyHLWMM U3MEeHEeHWEM 3NUdIn3apHbIX
30H POCTa, WCKPVB/IEHMEM HIDKE/eXallero kpasi Ko-
HeyHocTW. Hambonee TunnyHOM saBnseTcs gedopma-
uva 6egpa, MMewLas BUA «NAcTyLUbero nocoxa.
BepuoBas KOCTb uvalle WCKpPUBSETCA N0 BaJslbryc-
HOMY Tumny.

dopmMupoBaHue (UOPO3HbIX KUCT BO3MOXHO B
KOCTSIX JIMUEBOro CKesileTa W KOCTSIX OCHOBAHUS Ye-
pena. lMpu 3TOM BO3HMKAKOT NMLEBasi acUMMETPUS,
OLHOCTOPOHHWI  3K30(WTaUIbM, B PEdKUX  Cryvasx
HabnaalTCAa HEBPO/IOTUYECKNE U MCUXUYECKME Ha-
pyweHns (atpoduss 3puUTESIbHOrO HepBa, MNoTeps
cnyxa, Cy[oporu, 3afepXka MCUXMYEecKoro pasBu-
Tna) [10].

KocTHble HapylleHuss He Bcerga MaHudectupyroT
B MOSIHOM 06bemMe ¥ MOryT npoTekaTb 6eccMMNTOM-
Ho. OTMeuYeHo, 4TO vacToTa MepesloMOB CHUXAETCS
nocne 3aBeplleHus nybeptatHoro nepuoga [10].

Cpeayn 3HOOKPUHHBLIX HapyLUeHWA, ONMCaHHbIX Npu
OAHHOM  CUHApOMEe, Haubonee u4acTbiM  AB/SIETCS
npexaeBpeMeHHOe MOJIOBOE pas3BUTME, XapakTepu-
3ylolleecs y AEBOYEK YBENMUYEHNEM MOJIOUHBIX Xese3
N MEHCTPYasIbHO-NOAOOHbLIMUN KPOBSAHUCTLIMU Bblaesie-
HUAMU, UMEILLMMUN HeperynsipHblli xapaktep. B oT-
Nnurve OT UCTUHHBIX (DOPM MNpPeXAeBPEMEHHOro Mnoso-
BOro pa3BuTuA y AeBoyek ¢ cmHgpomom MK — O — b
HE OTMEYEHO pa3BUTUS MOJIOBOTO OBOJIOCEHUS, An-
dhepeHLMpOBKa ckeneta YCKOPSIeTCS He3HAYUTesbHO.
ANYHUKM yBENIMYEHbl MO CPaBHEHWIO C BO3PaCTHOM
HOPMOW 1 cogepxaTt KpyrHble, AUTesIbHO NepcucTu-
pytowne QonnnKynspHble KUCTbl. YPOBEHb [OHAAO0-
TPOMHbIX TOPMOHOB B KPOBW, MO AAHHbIM OG0/bLUVHCT-
Ba uMccnefoBaTteneil, He MNpeBbILAET BO3PACTHYHO
HOpMy. Peakuusi rOHaAOTPOMHbLIX TOPMOHOB Ha
BBEJEHUe NnnbepuHa Takke COOTBETCTBYET AoMy-
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6epTaTHbIM 3HauyeHuaM [9]. OgHako umerTcs Coob6-
LLeHMa 1 0 nosblWweHHoW cekpeuun JIT 1 dCI npm
JaHHOM 3abonieBaHUKM, OCOGEHHO nNpu  AIUTENbHO
CYLLECTBYIOLLMX CUMNTOMAX MNPeXaeBpPeMEHHOro no-
NoBOro pasButuA. B nogo6HbIX criydasx npegrnona-
raeTcs BTOPMYHOE CO3peBaHVe runoTasiamo-runodu-
3apHOI cuUCTeMbl B pesynbTaTe A/IMTeNbHOW runep-
3CTPOreHHoON ceHcmbunmsaumm roHagoTpodos [9].

VimetoTca coobLeHns o page ApYrnx 3HOOKPUH-
HbIX  HapyLUeHWA,  COMPOBOXAAWLIMX  CUHAPOM
MK — O — B, cpeau KOTOpbIX cnegyer OTMETUTb
akpomMeranuio, rmunepnaparnpeos, runepTupeos, CUHA-
poMm WueHko — KywmnHra u BUTaMUH-3-pe3nUCTEHT-

Hbli paxuT [3, 12—14]. BblpaXeHHOCTb 3TUX Hapy-
LWEeHNA, TaK >Xe KakK U KOCTHOM naToniormu, Makcu-
MasibHa B [OETCKOM BO3pacTe W CHWXaeTcsa nocne
3aBeplleHns nybeprtarta. O HeAaBHeEro BpeMeHu Bce
3HOOKPUHONOTNYECKNE MPOSIB/IEHUA  paccMmaTpuBa-
JINCb KaK MNepBUYHO runoTasiaMmyeckne HapyLleHus,
COMpoBOXAalLmnecs  runepcekpeunen  puansuHr-
rOpMOHOB C nocreaywolle cTumynsaumein runodgusa
n nepudepuyecknx xenes [8]. OgHako wuccneposa-
HUA nocnefHux neT [OoKasbiBalT, 4To nepudepu-
Yeckme IHAOKPUHHbIE Xene3bl CeKpeTUPYHT FOPMOHbI
aBTOHOMHO, He3aBWCMMO OT runoTasiamo-runodusap-
HOro KOHTpons [4, 15]. BO3MOXHO, crnegyeT pac-
cmaTtpuBatb cuHgpom MK — O — B Kak MHOXecCT-
BEHHbIN 3HAOKPUHHbBIN ageHomaTo3 [2]. B HacToswee
BpeMs BblABMHYyTa rMnotesa aBTOHOMHOIO (OYHKLMO-
HMPOBaHUS, B MeXaHW3M BO3HWKHOBEHUS KOTOPOW
BOB/IeYEeHa peLenTopHOo-3aBUCMMasl  afeHunaTumk-
nasHas cuctema, Hecrneumdumyeckas akTmsauusi Ko-
TOpPOW CTMMYNMPYyeT ropmMmoHoob6pasoBaHMe 6e3 BO3-
LEeNcTBMA TPOMHbIX ropmoHoB [11].

NeyeHne cuHgpoma MK — O — b rnaBHbIM 06pa-
30M cumnTomatmyeckoe. Mpu Hanuumm UBPO3HON
aucrnnasnmm  NpoBOAWUTCA  KOPPEKUMSA KOCTHbIX [e-
dopmaumin. Ona neyveHns npexaeBpeMeHHOro noso-
BOrO pasBUTUA MPUMEHAIOTCA npenapaTbl  aHTu-
aHAporeHoB (aHAPOKYpP), WHIMOGUTOPBLI apomarasbl
(keTokOHa30/, TecToNnakToH) [1,5, 7]. MNpu passuTtun
CYMMTOMOB akpoMerasimM, TUPEeOTOKCMKO3a, runep-
napatmpeosa W cuHapoma KylimHra npoBoamuTcs
onepaTUBHOE JleYeHVe TFOPMOHCEKPETMPYOLWNX aje-
HOM runogusa, LWUTOBUAHON W napawmnToBUAHbLIX
xenes, HaZno4yeyHUKOB.

Hwmxe npuBogATCA cny4yan cvHApoma
MK — O — b, uMelolWme pasfiMyHble BapuaHTbl Te-
YeHUS C SHAOKPUHHBLIMW  MPOABAEHUAMNU Mpexae-
BPEMEHHOro MOJI0BOrO pas3BuTUA U cuHapoma  Ky-
lWMHra, Habnwoaaemble B AETCKOW KIMHUKe JHLI.

BonbHasa A., 5 net (CM. pUCYHOK), MocTynuna ¢ >aso-
6amMn Ha yBen4YeHne MOJI0YHbIX Xenes, nurMmeHtTauunm Ha Tene,
60/ B KOJIEHHbIX CyCTaBax, nepunognyeckyro XpomoTy. AHamHe3
XXN3HM 6e3 ocobeHHocTell. HacneacTBEHHOCTbL MO [aHHOMY 3a-
60/1eBaHNI0  He oTArowuieHa. N3 ncropun 3aboneBaHus: yBenu-
YeHne MOJIOUHbIX XXesle3 — C POoXAEeHUA. B TeueHne 1-ro roga

XXU3HM Ha Tene BO3HUKAN NATHa runepnurMeHtaymum  upeta
KO(*JE C MOJIOKOM, He BbICTynawwe Hag NOBEPXHOCTbHO KOXWN.



BonbHas A,

C 2 po 3-x ner — ABYKpaTHble KPOBSIHUCTbIE BblAEeNeHNs 13
Bnaranvuwa. B Bo3pacte 3 neT nocne nepeHeceHHol BeTPsHON
oCMbl  BO3HMKIO 06MNbHOE MEHCTPyasibHO-NOA06GHOEe KpoBOTe-
ueHue.

Mpu noctynneHun: poct 122 cm (COOTBETCTBYEeT 7-neTHeMy
BO3pacTy), macca 27,5 Kr (cooTBeTCTBYeT 9-meTHemy BO3pacTy).
TenocnoxeHne HOPMOCTEHUYECKOE, KOXHble MOKPOBbl OO6bIYHOrO
uBeTa, NATHa NUrMeHTauum B 06/1acTu rpyau, nieva, NosCHULLbI,
Arogmu—HenpaBwWIbHOM opMbl, KodheliHoro uBeTa, He BbICTY-
nawowme Hagj MNOBEPXHOCTbIO KOXW. OTMevyaeTcs acummeTpus
KOXHbIX CKNafokK B obnactu TasobegpeHHbIX CycTasoB. [lonosas
topmyna: AxoP|Ma3. MonouHble xenesbl YBeNMYeHbl, apeosibl
6nepHble, COCKM C 3CTPOreHHOW peakuumeil. KnuTop He yBennyeH.
[leBcTBEHHasA nneBa MbllWHasA. PekTaslbHO MaTka COOTBETCTByeT
9—10-neTHeMy BO3pacTy, NpuaaTkun He nasbNMpyroTCcA.

OndbdhpepeHumpoBka ckeneta cootsetcTeyeT 8,5—9 rogam. Ha
peHTreHorpamme Ta3o6eApeHHbIX CyCTaBOB OMpPeAesnslTcs ovaru
[ecTpykumn B AnameTtadmsax OGefpeHHbIX KOCTeid npeumyLecTt-
BEHHO cnesBa (dmbpo3Has aucnnasvs). Ha peHTreHorpamme
yepena onpefesnsieTcs OCTeoCK/epoThyeckass nepecTpoiika ¢ Ha-
NMYveM MNepuocTo30B B KOCTSAX CBOAA M OCHOBaHWA Yepena
B6/M3N TypeLKoro cefna, B BUCOYHbIX KOCTSIX, 3aTbLIOYHOM
KocTn. dopma ¥ pa3mepbl Typeukoro cepna obblyHble. Ha 2930
OnpPy3Hble U3MEHEeHUs MPPUTATMBHOIO Xapakrepa € ykasaHuem
Ha pasgpaxeHue anaHuedaibHbIX OTAenoB mosra. [pu ynbTpa-
3ByKOBOM uccnegosavun (¥Y3W) manoro Tasza matka 3.5X2.4X
X1,8 cm, ogHopogHasa. AWYHWUKK: neBblii 2.6X1.8X1.3 cMm, npa-
Bbll 2,5X1,9X1,4 cm, B 060MX SIMYHWKax oOnpefensTcs eau-
HUYHble (PONUKYNsipHble KUCTbl B AnameTpe Ao 12 cm. (Matka
N SANYHWKM cooTBeTCTBYOT Il —12 rogam). FopMmoHanbHOe uccne-
posanve: J1r 12 EAO/n, ®Cr 31 EAO/N, MNP 280 mEAL/MN,
32 623 nmonb/n. BonbHas BbiNMcaHa € pekoMeHJauusMu npuema
aHgpokypa 75 Mr B cyTku. Yepe3 4 mec nocsie BbINUCKW MPOU30-
Wwen nocTTpaBMaTMyeckuii nepesioM npasoro 6edpa B BepxHel
TpeTu.

BonbHaa C. 7 net, noctynuna 16.04.91 c >xanob6amun Ha
yBe/IMYEHNe MOJIOUHBIX Xefle3, MeHCTPyasibHO-NoJo6Hble Bbifene-
HUS W3 BRaraauvlia, natosiorMyecknini nepenom npasoro 6eapa,
nUrMeHTauumn Ha Koxe.

M3 aHamMHe3a >X13HU: pebeHoK OT 1-i 6epemMeHHOCTU, npexae-
BPEMEHHbIX pofoB. [1CMXOMOTOpHOE pasBuWTWe N0 BO3PacTy.
HacnepctseHHocTb: y Mmartepu 30 neT, 340poBa, WMEKTCA MUr-
MeHTHble MATHa LBeTa Kode C MOSIoKOM. BTopas 6epeMeHHOCTb
CaMOonpoun3Bo/IbHO MpepBaHa B CPOK 27 Hed. Ha Koxe MepTBo-
POXAEHHON [EeBOYKM WMeNnCb MNUIMEeHTHble MATHa aHaslorny-
HOro BuAa.

V3 aHamMHe3a 3aboneBaHusi: C POXAEHUS Y AEBOYKU MUrMEHT-

Hble nATHa uBeTa Kothe ¢ monokom. C 8 Mec — yBenuueHve
MOJIOYHbIX JXefie3, BMepBble BO3HUKIN KPOBSAHWUCTbIE BblAENEHNS
13 Braranva, AaMtenbHocTb 10 AHeld, HeperynsipHble — OT 2
no 10 pas B roa. B Bospacte 3 ner obcnepoBanach Mo Mecty
XUTeNbCTBa, rAae AuarHoctuposaH cuHgpom MK — O — b.

B Bo3pacTte 6,5 neT BO3HUK MOCTTPaBMaTUYeCKWUii nepenom
npaeBoro 6eapa B BepxHell TpeTu. Ha peHTreHorpamme nepenoma
onpeaensnmcb pubposHble AUCTIA3UN.

Mpu noctynneHun: poct 133,5 cm (cooTBeTcTBYeT 8,5-neTHemy
BO3pacTy), mMacca 28 kr. Ha koxe B 06/1aCTU MOSICHWLbI U Aro-
AN — YyYacTKU runepnurmeHTaumii KodenHoro useTa, Henpasu/ib-
HO/i  pOpMbl, He BbICTynawwme Hah MOBEPXHOCTLIO  KOXMW.
OTmMevaeTcss acMMMETpUss AroAMYHbLIX CKIafok. B BepxHeil TpeTtu
rofleHn NasibnupyeTcs yToJILEeHNe KOCTHOW nnactuHku. LUntosug-

Haa xenesa |l cTeneHn: nanbnMpyloTca nepelleek W npasas
nons  — nAoTHoBaToM KOHCUCTEHLMN. MonoBolii craTyc:
Ax0PoMa2__3.

B [aHHbIX 1abopaTopHO-MHCTPYMEHTa/IbHOTO 06cnef0BaHNs
obpaliaeT BHMMaHWE MOBbILEHWE YPOBHS LWENoYHON docdartasbl
no 559 ep/n (Hopma po 200 epn/n) npu HOpMasibHbIX  LMd-
pax Ca (2,5 mmons/n), Ca2+ (1,21 mmons/n), P (1,38 mmonb/n).
Mo pgaHHbIM Y3U wmTOoBMAHONM >Xenesbl, nesas gons 3,9X1,0X
X1,8 cm, romoreHHas, npasas pona 4,4X1,5X1,1 cm, HeogHo-
pogHasi, 6nmxe K BepxHeMy Mosocy onpeaensiercs obpasoBa-
HWe C YeTKMMM KOHTypamu, HeOLHOPOAHOW CTPYKTypbl C efu-
HUYHbIMX 30HaMM MOBbILEHHOM 3xoreHHocTn 1,3X0,9X0,6 cwm.
3ak/iodeHne: npaBOCTOPOHHUIA y3/10BOlM 306. o AaHHbIM Y3U
Manoro Tasa, matka 3,8X3,5X2,9 cM, AnyHmK npasblii 3.3X2.3X
X2.1 cm, B HeM onpegensieTcs OKPYri0e XWUAKOCTbCcodepxa-
lee ob6bpasoBaHue gvameTrpom 2 cm. CneeBa W K3aau OT MaTtku
onpegensietcs obpasoBaHne 5,7X5,5X4,6 cM, HeogHOpPOAHOM
CTPYKTYPbl, HECKOJIbKO MOHMXEHHOM 3XOreHHOCTU C T[Unepaxo-
reHHbIMN BK/IIOYEHUAMU. Ha peHTreHorpaMmmax 6efpeHHbIX KOCTei,
KUCTEN, Yepena, rofieHell onNpefensiTcs WU3MEHEHWUs CTPYKTYpbl
no Tuny u6PO3HOA Aucniasum B NPOKCUMasIbHbIX —OTAenax
60/bLLIOA 6epLoBO KOCTU, B NpaBoOil Masoil 6epLoBOi KOCTH,
NPOKCUMasIbHOM TpeTn 6GefpeHHol KOCTU cnpaBa W B LUelike
6eflpeHHO KOCTM cneBa, a Takke B MNpaBOM HWKHEM oOTaene
noAB3AO0LLIHON KOCTU, HEBO/bLUOK Yy4acTOK B KOCTAX CBOAa 4epena.
dopma 1 pasmepbl Typeukoro ceana o06bluHble. AuddepeHum-
poBka ckeneta coorsetcteyeT Il — 11,5 rogam. Ha 93l BblpaxkeH-
Hble Andpy3Hble U3MEHeHUs € 3neMeHTaMu pesuayasnbHol opra-
HUKM W yKasaHWsIMW Ha BOBJ/IEYEHME B MPOLECC CYOKOpPTUKaUIb-
HbIX CTPYKTYp MoO3ra.

Ha axosHuedanorpamme BbIpaXKeHHas BHYTPUXKENYA04YKOBas
rmnepTteH3usl. Ha rnasHoM JHe WUMEKTCS MNpU3HaKM MNOBbILLEHNS
BHYTpUYEpEenHOro fasneHus. B HeBposornyeckom craTtyce pesu-
ayanbHas uepebpasibHas cuMmnToMaTtuka — 6onee  BblpaXeHHas
cnpaBa Ha oOHe HebGONbLIOTO MNOBbLIWEHUS BHYTpPUYEpPenHoro
nasneHus. KoHcynbTauus ruHekosiora: mMosiodHble xxenesbl Il cTe-
neHw, wmsarkve, 6e360/1e3HEHHbIE, CU3UCTblIE PO30BblE, COYHblE,
KNNTOP He yBeNW4eH, AEeBCTBEHHas nneBa nblwHas. V3 Bnara-
NnLa KPOBSIHUCTbIE BbleNneHust. PekTaslbHO maTka COOTBeTCTByeT
14 ropam, 3nacTuyHasi, K3aauM U cneBa nasbnupyetcs obpaso-
BaHMe 6X5 cMm, anacTuyHoe, 6e360/1e3HEHHOE.

09.04.91 npou3BefeHa slanapoTomMus, ygasneHve rnpasbiX Mpu-
[AaTKOB  Matku, 6uoncus NeBoro AuvyHuka. [pyu nanapotomMum
obHapyxeHo: mMaTka 5,5X3,0X3,0 cm, neBblii AnYHMK 2.5X1.5X
X 1.0 cm c yTonweHnem 6efloyHon O06OMIOUKM U MHOXECTBOM
Kuct B gnametpe o 0,6 cm, npasblii AnYHUMK 5,5X4,0X4,0 cm,
y BOPOT AINYHMKA KMUCTa pa3mMepom 4 CM, MOJSIHOCTbIO OTTECHMBLUASA
TKaHb AnYHMKA Ha nepudpeputo. MO AaHHBIM  TUCTONOMMYECKOro
NCCNefoBaHUSA: SVYHMK Ha paspese COAEPXUT TOHKOCTEHHYHO
KUCTY AvameTpoM 3 cM, cofepxallyto 15 mMn remopparnyeckoi
XKUAKOCTW, 3aHUMAIOLLYH0 3HauMTEesIbHY0 4YacTb KOPKOBOrO C/os
W MO4YTM Becb MO3rOBOW Cfoli BMIOTb A0 BOPOT BHyTpeHHue
CTEHKN KUCTbI rnagkne. MyUKpoCKONu4Yecku: cnesa — oBapuasibHas
TKaHb € pparMeHTamMn KWUCT XenTtoro Tena, cnpaBa — YCW/EH-
Has KUCTO3HasA aTpesvs 3perowmx os/IMKYNI0B ¢ NepcucTeHumeit
KUCTO3HbIX (DOMI/IMKY/IOB U HA/IMYMEM KUCT XEenNTbIX Ten. 3aksio-
yeHve: M3MEHEHUs B SIMYHMKAX COOTBETCTBYIOT CUHAPOMY npexae-
BPEMEHHOIo MOJSI0BOr0 CO3pPeBaHus.

FopmoHasibHble uccnegosanua: J1I 0,1 EA/n, ®CI 0,4 EA/N,
nPN 340 mEAQ/N, 22 2023 nmonws/n, TTC 13 ™MEA/MN,
T3 1,98 HMonb/n, T< 95 HMONbL/N.

BbinucaHa C pekomeHgauusamn npueMa aHApokypa 75 Mmr
B CyTKM. OT NyHKUMM LMUTOBUAHON >Xenesbl MaTb OTKa3aslacb.

BonbHas M. BnepBble obpatnnacb B KAUHUKY JHLL B
Bo3pacTe | roga 2 Mec C Xasobamy Ha 3a4epxKy (r3nueckoro
pasBuUTUSA, OXWPEHMe, OBOJIOCEHME Ha JlobKe. HacnefCcTBEHHOCTb
He oTArowleHa. M3 aHamHe3a XW3HU: pebeHoK OT 6-i1 6epemeH-
HOCTW, MpoTekaBlleli C TOKCMKO30M MNepBO MOMI0BUHBI, 2-X CO
CTUMynaumeli cTpeMuTeNlbHbIX POAOB B CPOK. Macca npu poxae-
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HuM 2900 r, pgsivHa 49 cMm. BbinvcaHa u3  poAwsibHOro goma
B CpPOK. PaHHee pa3Butne 6e3 0cobeHHOCTel.

M3 wnctopun 3aboneBaHus: 60nbHA € 2 MeC XXWU3HW, Korga
nosiBUNach XapakTepHas OKpyr/iocTb simua, ¢ 7 Mec — U3bbITouy-
Has npubaBka B Macce npu 3amen/leHuM TemnoB pocTa, runep-
TPMX03 BAONb MNO3BOHOYHMKA, Ha J/106ke. OOBEKTUBHO: pPOCT
61 cm, macca 7100 r. lpaBU/IbHOTO TE/IOCNOXEHUS, YMEPEHHbI
MaTpoHM3M. [MNepTpuxo3 BAOMb MO3BOHOYHWUKA, HU3KUIA pocT
BO/IOC Ha ronoBe no Tuny 6akeH6aph, nATHA rUNepnurMeH-
TauMm uBeTa kode C MOMOKOM B 06nactv SArogui, npasoro
6efpa, NpaBoli roneHn, NpaBoro njaeya, 1eBoil NOMOBKHbI NepeaHeit
NoBepxHOCTU TpyaHoi kneTkn. Monosas copmyna: AxoP0 jMao.

KomnbloTepHass Tomorpadus HaANoYeYHNKOB: npasblii
2,3X0,9X1,2 cm, nesbit 1,9X1,3X1,6 cM 06bl4HOW HOPMbI
Ha peHTreHorpamme 4epena W KUCTell onpefensercs OCTeonopos,
chopMa 1 pasmepbl Typeukoro cegna 06bluHble, AndepeHLmpoB-
Ka ckeneta cooTBeTcTBYyeT 2—2,5 rogam. YposeHb 17-KC—
6,8 mr/cyTkn, 17-OKC — 4,9 mr/cyTku, nocne npobbl ¢ Aekca-
MeTa3oHOM — COOTBEeTCTBEHHO 3,9 u 2,4 wmr/cyTkn. CocTosiHne
6bII0 pacLeHeHo Kak HeTunuyHas dopma cuHgpoma WueHko —
KylnHra » nokasaHa pguarHoctuyeckass nanapoToMus € OfHO-
CTOPOHHEW  ajpeHasIaKToMuel, koTopas  6bina  npousBegeHa
04.05.85 B [eTckoi KkanHuyeckoi 6onbHULe Ne 2. Mo AaHHbIM
rMCTONIONMYECKOro UCC/efoBaHNs /1eBOr0  HaAnovyeyHuka: Bblpa-
XeHHas y3enkoBas runepniasns OCHOBHOM W [06aBOYHON KOpPbI
¢ obpas3oBaHMEM MUKPOALEHOM Ha (hoHe NABMEHUS Henpasw/ib-
HOro QOPMMPOBaAHNUA KOPbl HAAMOYEYHUKOB C MNONJIACTUYECKUMN
ee n3MeHeHnsamMU. [laHHble SKCKpeLn ropMOHOB Nocse OAHOCTOPOH-
Hell appeHanaktomun: 17-KC — 4,9 mkmonb/cyTkn, 17-OKC —
2,5 MKMOnb/CyTkn. PebGeHOK BbINMCaH B YA0BNETBOPUTE/ILHOM
COCTOSIHUM C pekoMeHAauusMu Tepanuu ocTeonopo3a (rftokoHaTt
Ca 05 r 3 pasa B feHb, Hepobonun 0.3 mn | pa3 B Mmecsu,
Kypc n=3). MNpu NOBTOPHOV rocnuTann3aumy OTMeyeHa pemMuc-
cua  3aboneBaHns: [AeBOYka Bblpocna Ha 6 CM, yMeHbLUMACH
rmnepTpmxo3. Putm koptusona B KpoBu: 8 4— 9,6 MKr%,
23 4y — 7,4 MKr%. TpeTbs rocnutanusaums dvepes 2 roga (B BO3-
pacte 4 net) — ¢ Xanobamm Ha THONHWYKOBbIE BbICbINAHNUSA
Ha nuvue, HarpybaHve MOnoYHbIX xenes, 6enn. OO6BEKTUBHO:
poct 94 cm (+20 cm 3a 2 roga), macca 13 kr 300 r (+5,5 kr)
Mmneptpuxo3a HeT. MNMonosas dopmyna: AxO0P|Ma|. Mo gaHHbIM
06cnefoBaHNs: Ha peHTreHorpaMme No3BOHOYHMKA OCTeOrnopo3a He
BbISIB/IEHO, KOCTHbIA BO3pacT cooTeeTcTByeT 6 rogam. Ha 33 —
HEYeTKO BblpaXKeHHble MNPU3HaKM ANCYHKUMN  AnaHLedanbHbIX
otaenos. Y3W manoro Ttasa: matka 1,5X2,0 cm, feBblii ANYHMKK
1,6X2,3X2,2 cm, B Hem onpegenswortca- donnvkynsl o 0,9 cm,
npasbii  1,5X0,9X1,2 cM. BuoxmMmunyeckuii aHann3  KpoBWU:
Ca 2,25 mmonb/n, P 1,29 mmons/n, weno4vHasa doccarasa 16,6 ea.
(Hopma 2—4 ep.). PekomMeHAOBaHO AMHaMU4Yeckoe HabngeHve.
MocnepHsa rocnutanmMsauus B Bo3pacTe 7 neT ¢ xanobamm
Ha KPOBSAHUCTble BblAeNeHns u3 Bnaraavwa ¢ 5 netr — 1 pas
B 6 Mec — MaxyLlme, | aeHb, nocnegHue 2 pasa (1V, V, 1990) —
60nee 06UMbHblIE — NO 3 [HSA; NpUXpambiBaeT Ha JfIEBYID HOry.
O6bekTuBHO: pocT 121 cm (+27 cm 3a 3 roga), macca 21 kr,
KOMMYECTBO ¥ nNaowadb MUrMeHTauuin — npexHue. MonoyHble
xenesbl Aps6nble 1—2-ii cTenenn, P1—2, KAMTOP He YBeNuYeH,
[EeBCTBEHHAs nneBa MbllHAsA, PeKTaslbHO MaTka COOTBETCTBYeT
1! rogam, Npuaatkn He nNanbnUpyloTcs. B 6Groxumuueckmx aHa-
Nn3ax CoxXpaHsaeTCcs MNOBblleHHas akTMBHOCTb LUenoyHoli  hoc-
haTtasbl— 1768 en. (Hopma po 280 epn.). [o gaHHbIM  Y3U
HaANOYeYHVKOB: NeBbIli ONepaTUBHO yAasieH, NpaBblil He yBenYeH,
CTpyKTypa opgHopogHas. Y3W wmasioro Tasa: matka 3.7X2.7X
X2,1 cm, AnvHuKKN: neBblil 2,5X2,1X1,3 cm, npasblii 3,0X2,4X
X1.7 CM — TOMOr€EHHbI, C TOHKUMW CTEHKamu, cofepxalimmmn
XXNOKOCTb (cooTBeTcTByeT 11—12 rogam) — KucTa npaBoro siny-
Huka. KocTHbIli BospacT cooTBeTcTByeT Il—11,5 rogam. Ha peHT-
reHorpamMmax Mo3BOHOYHMKA, rofieHn, 6egpa NaTonorMn He BbISB-
NeHo. Ha peHTreHorpamme KUCTW penapaTuBHble fBNeHus (nocne
ocTeonoposa).

Ha ocHOBaHWW BbllLlENepeyncrieHHon KapTuHbl Yy pebeHka
6bl1  guarHocTMposaH cuHgpom MK — O — B.  [opMoOHasibHoe
nccnegosanve: S0 0,6 EA/n, ®CI 0,7 EA/N, MNP 338 mMEA/N,
koptnu3on 8 4 513,5 Hmonb/n, 23 4 140,5 Hmonb/n; AKTIE 8 y
67 Hr/mn, 23 4 64 Hr/mn, 92 835 HMONbL/N.

Takum o06pa3omM, y BCex HabMoAaeMbiX Hamu
nauueHToB uUMenacb TUMWYHAsA Tpuaga CUMMTOMOB:
hrbpo3Has  Aucnnasuvsl, MUIMEHTHbIE  WU3MEHEHNUS
KOXW W MNpexaeBpeMeHHOe MOsI0BOe  pasBUTHE.
OpHako mMaHudecTauusi aTX MPU3HAKOB OTMYanachb
3HAUUTE/TbHBIM BPEMEHHBIM nonMMopgn3MomMm.
MpexaeBpeMeHHOe MOM0BOE Pa3BUTUE MNPOSBASAIOCH
B BUAE YBENMYEHUS MOJIOUHBIX Xesie3 U A0CTaTO4YHO
peaknx, HeperynspHbIX MEHCTPYyaslbHO-NOA06HbIX Bbl-
[eneHunii, CONPOBOXAALLMXCA NepCUCTeHUMEn Kpyn-
HbIX (POUIUKYNSIPHBIX KUCT SIMMHMKOB, UMUTUPYHOLLMX
naxe (6onbHasa C.) onyxosib sn4HMKa. Y 2 6O0/bHbIX,

MOMUMO MpPEeXaeBPeMEHHOIo MoJI0BOr0  PasBUTUS,
UMenMcb U Apyrme  SHAOKPUHHbIE  HapyLleHUs:
y3efikoBasi runepniasvsi HagnoyeuyHuka, npoTekas-

Wwas ¢ KAMHWKOM cuHapoma KylimHra, n y3noBble
M3MEHEHUS1 LUUTOBUAHON Xesiesbl, He COMpPOBOXAAto-
lmecsas K MOMEHTYy o6cnefoBaHusl TrMNepTpeo3oMm.
OpfHako BCe 3aHAOKpUHOsornyeckme opMbl nposisfe-
HUA 3ab051eBaHNs UMenn OOLLYK XapakTepHyl OcCo-
GEHHOCTb: aBTOHOMHOCTb FOPMOHOOOpAa30BaHUs, He
3aBUCSLLYI0 OT TPOMHOW, perynupyrowen gyHKUUn

rmnodm3sa.
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T. V. Semicheva, Ye. B. Koledova, E. S. Kuznetsova, A. D Dobra-
cheva — CLINICAL VARIANTS OF McCUNE-ALBRIGHT-

BRAITSEV SYNDROME IN GIRLS

Summary. The authors analyze published data on clinical
variants and hormonal parameters in patients with this syndrome
and present their own observations of children with this
condition. Besides early sexual maturation, they describe the
clinical picture of Cushing’s syndrome, thyroid nodular hyper-
plasia. The said disorders do not depend on the tropic effect
of the hypothalamohypophyseal system. A hypothesis is put
forward about primary activation of adenylate cyclase system
in the origin of the disease.
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