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CUHAPOM CTOMKOU BHYTPUYEPEMNHOMH
runepTeH3umn y 7-netHen AeBOUYKH

npyu coyeTaHUn 3K30CTO3HOU 60N1E€3HU
C KPaHUOCTEHO30M

B CTATbE MPEACTAB/IEHO HAB/IIOAEHME PEAKOro HACNIEACTBEHHOIO 3ABOIEBAHMA — CUHAPOMA MHOMECT-
BEHHbLIX 3K30CTO30B Y 7-IETHEN AIEBOYKW. OBCYHIAKTCA OTAE/bHBLIE FTEHETUYECKUE U KITMHUYECKUE AC-
MEKTbI BONE3HW, MPOrHO3 }MN3HW.
K/IOYEBBIE C/I0BA: CUHAPOM BHYTPUYEPENHOW MTMNEPTEH3UU, CUHAPOM MHOECTBEHHbIX 3K30CTO30B,

MHOXeCTBEHHbIE 3K30CTO3bl (MHOXECTBEHHBIM OCTEOXOHAPOMAaTO3, AnadusapHas anna-
31s1) — HacneLCTBEeHHOe 3ab0ieBaHne C ayTOCOMHO-JOMUHAHTHLIM TUMOM HacneoBaHus,
xapaKrepuaytoleecs creumduyeckumm paspactaHusam KOCTen B 06nactu xpsia. B tu-
MUYHBIX Cy4asx B MaToNOrMYECKU NPoLLeCcC BOB/EKaloTCH MeTaduabl, pexe avaduabl
[UTMHHBIX TPy64aTbIX KOCTEN. YacTo nopakatoTes MI0CKMe KocTv (PEGpPa, lonaTku, KOcTy Ta-
3a) 1 NO3BOHKM. IK30CTO3bI KOCTEN Yepera, KaKk npasuio, He HabsoaatoTes [1].
HacnefctBeHHble MHOXECTBEHHbIE 3K30CTO3bl XapaKTepU3yIoTCH reHETUYECKON reTepo-
reHHOCTbI0. B HacTosiee BpeMs B iTepaType onucaHbl TPU pasiinyHblx BapuaHta AaH-
Horo 3a6oneBaHus. MHOXeCTBEHHbIE 3K30CTO3bI | TMMa 06yCnoBNEHbI MyTaLIMEN B rEHe,
KOAMPYIOLWEM 3K30CTO3MH-1, KOTOPbIM KapTpoBaH Ha [J/IMHHOM Myiede XpPOMOCOMbl 8
(8924). MpnbnunautenbHo B 70% ceMein C MHOMECTBEHHBLIMW 3K30CTO3aMHU NMPOLEMOHCT-
pYPOBaHO cLUENIeHNe ¢ MapKEépamu JaHHON 061acTi. MHOXECTBEHHbIE 3K30CTO3bl Il TH-
na o6yCcnoB/ieHbl MyTauMen B reHe, KOAMPYIOLWEM 3K30CTO3MH-2 Ha XpoMocome 11, a
MHOXeCTBEHHbIEe 3K30CTO3bl |l TMNa KapTupoBaHbl Ha xpomocomMe 19. Pa3BUTHE IK30CTO-
30B CBfA3aHO C HapyLleHnem QYHKLIMI BblLLEONUCaHHbIX FeHOB, KOTOPbIE, KaK npeanona-
ratt, MoryT GyHKLIMOHMPOBATL KaK ornyxosnesble cynpeccopsl 2, 3].

Wicklund et al. npoBenu peTpocneKkTUBHbIM aHanns 43 npob6aHaoB U 137 ux poacT-
BEHHUWKOB. [leHeTpaHTHOCTbL cocTaBuna 100%. Cpean 60nbHbIX Npeobnaganv Myx-
YWHbI (B 06uWewn rpynne — 104:76, cpean npobarHgos — 28:15) [4].

AHann3 60/bLLOK rpynMbl 60/bHbLIX C MHOXECTBEHHbIMU 3K30CTO3aMU, BbISIB/IEHHbIX 3a Ne-
puog ¢ 1955 no 1995 rr., 6bin npoBeaéH Legeai-Mallet et al. boino BoissneHo 109 (62%)
CeMeMnHbIX crydaeB U 66 (38%) cnopaanyeckux. NeHeTpaHTHOCTb Bblia HenonHou. 3a6o-
NleBaHKne B 60NbLUMHCTBE CNyvyaeB AMarHoctuposanu Ao 12-netHero Bospacra [5].

o faHHbIM pa3HbIX aBTOPOB PUCK MaMrHU3aLun Npu aToM 3abonieBaHnn Bapbupy-
et o1 0,5 10 3%. OnucaHbl cnegylolwme TUMbl OMyXonen: capKombl, OCTEOXOHAPOMbI,
ocTeocapKombl 1 Ap. [1].

MHOXeCTBEHHbIE 3K30CTO3bl B KAYECTBE KIIMHUYECKOrO CUMMTOMa MOTYT BXOAUTb B COCTaB
[IPYrMx MOHOMeHHbIX CMHAPOMOB: METaXOHAPOMaTo3a, TpuxodanaHreanbHoro cuHapoma |l

CLINICAL FEATURES AND LIFE PROGNOSIS OF THE SYNDROME.

EXOSTOSIS (MHE) SYNDROME, CRANIOSTENOSIS, CHILDREN.

A case of persistant intracranial
hypertension in a 7 years old
girl with multiple hereditary
exostosis and craniostenosis

B

THE ARTICLE DEMONSTRATES A CASE OF RARE HEREDITARY SYNDROME
OBSERVATION — WITH THE MULTIPLE HEREDITARY EXOSTOSIS (MHE) SYN-
DROME IN A 7 YEARS OLD GIRL. THE ARTICLE COVERS HEREDITARY AND
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™Mna (cuHapoMm JlaHrepa-fegmoHa) n ap. MNopaxKeHns KoCTen, cxoa-
Hbl€ C 3K30CTO3aMW, OMMCaHbI MPU MPOrPeCCUPYIoLLEN OcCULIMPY-
tolen dmubpoancnnasnm, cuHapome MeHKeca, a TakKe y B3pOCbIX
60NbHbIX C HacneacTBEHHOM runodocdartazunen. OnncaHbl coveTa-
HWSI MHOMXECTBEHHbIX 9K30CTO30B C APYrMMU CUHAPOMAaMK, 06yCoB-
JIEHHbIMU JeneLusamMmn KOpoTKoro naeda xpomocombl 11: WAGR-cuH-
ApOoMOM (onyxonb Bunbsimca, aHMpuans, aHoManum reHuTanunm 1 ym-
CTBEHHas oTtcTanoctb) — del(11)(p14.2p11.2) [6] n ¢ CMHAPOMOM,
COMPOBOXAAIOLMMCS NIULEBBIM ANCMOPDOHU3MOM, KPaHMOCUMHOCTO-
30M, YMCTBEHHOW OTCTanocTbio, — del(11)(p12p11.2) [7]. Bartsch et
al. coobwmnm o 8 cnyyasix AgaHHoro cuHapoma [8]. deHoTUnnyeckne
NposIBNEHMS BKIOYAOT Gpaxvuedannio, KPaHMOCMHOCTO3, HUC-
Tarm, Kocornasve, 6nedapocnasm, 3MMKaHT, rMNonaa3uio CrIMHKKU
HOCa, KOPOTKY!O LU0, KOPOTKUE NaJibLibl, KOXKHYIO POPMY CUHAAKTH-
NIUK, Pa3NnUYHbIE BapUaHTbl 3a4EPHKKM YMCTBEHHOIO PasBUTUS, Xpsi-
LLieBble UM KOCTHbIE 3K30CTO3bl.

MpencraBneHHoOe KIMHUYECKOE HabnoaeHWe NOKa3biBaEeT YHU-
KaflbHOe COYETaHNe 3K30CTO3HOM 60/1E3HM C KPAaHUOCTEHO30M.
tOns B., 7 ner, ¢ 6-neTHero Bo3pacTa HabntoaaeTcs cneumanmnctamm
HU3/, PAMH ¢ gnarHo3om «CMHAPOM MHOXKECTBEHHbIX 3K30CTO30B.
KpaHwnocteHos. Manbdopmauna ApHonbaa-Kuapu | Tuna; runep-
TEH3MOHHbIN CUHAPOM; LiepebpacTeEHNYECKUIA CUHAPOM. AHr1ona-
VS ceT4yaTKM. CKOMMO3 rpyA0NosiCHUYHOMO OTAENa NO3BOHOYHMKA |
cTenexu». I3 aHaMHe3a M3BECTHO, YTO AeBOYKa OT MaTepu € OTAro-
LWEHHBIM MMHEKONOrMYECKUM aHaMHE30M (3HAOMETPUO3, XPOHUYe-
CKMI agHeKeuT). OTel, pe6EHKa 340p0B, TETS MO OTLIOBCKOW IMHUK
CTpafaeT 3K30CTO3HOM 60MEe3HbI0; Y ABOKOPOAHOrO 6pata — AeT-
CKMI LepebpalnbHbii napanuy. MepBas 6epeMeHHOCTb Y MaTepu
3aKoHYMNacb poJamu LEBOYKM (B HacToslee Bpems en 11 ner),
3p0poBa. Bropas v 4yeTBépTas 6epeMeHHOCTY — abopT, TpeTbs 6e-
PEMEHHOCTb — KecapeBO ceyeHne Ha 32-1 Hefene B CBSA3M C OT-
C/IOMKOW NnaueHTbl, pebEHOK nornb. Hactosiwas 6epeMeHHOCTb
natas. [poTeKana ¢ yrpo3omn npepbiBaHns 1 OTCIOMKON NnaLeHTbl
Ha 20-1 1 32-1 Heaene. Poapbl TpeTbK, onepaTnBHbIe (KeCapeBo ce-
YyeHue B CBSA3M C OTCNOMKOM MaaLueHTbl U pyOLIOM Ha MaTKe) Ha
32-11 Hepene rectaumn. Macca Tena npv poxaeHun 1900 r, anvHa
Tena 41 cm. OueHKa no wkane Anrap 5/6/7 6annoB (MpoBoaniach
TPWXKAbI: Ha 1-1, 5-1, 10-1 MUHyTax nocne poxaeHus). PaHHee pas-
BUTUE pebEHKa MPOTEKaNo C TEMMOBOM 3afepPKKON GopMUpoBa-
HWUSi MOTOPHbIX HaBbIKOB: AEBOYKA Hayana cuaeTb B 7 MeC, XO-
antb — B 1 rog 1 Mec; ncuxopeyeBoe pas3BuTMe No Bo3pacty. Mep-
Bble 3y6bl Npope3anvcb B 12 mec. C paHHero Bo3pacra Havascs
Kapwvec 3y60B. B Bo3pacTe 3 et ABaxKabl nepeHecna onepaLmio no
MoOBOAY 9K30CTO30B B AWUCTaNIbHOM OTAENE NIEBOM NIEYEBOM KOCTH.
C aTtoro Bo3pacTa Habsnoganacb No MeCTy XWUTeNbCTBa C AuUarHo-
30M «3K30CTO3Has 605e3Hbr. C 5-neTHero Bo3pacta oTMeyaeTcs
ObICTPbIM POCT TEMEHHbIX 6YrPOB, 0AHOBPEMEHHO MOSIBUIUCH FOM10-
BHble 60711, PBOTA, YacTble HOCOBbIE KPOBOTEYEHHS, CHUKEHUE Na-
MSTU 1 PaboTOCMOCOBHOCTH. [10 MECTy KMUTENbCTBa OCMOTPEHA He-
BPONaTO/IOroM; Ha OCHOBE K/IMHMYECKOro ocMoTpa (60/bLUoM pas-
Mep 1 cBoeoBpasHast KOHOUrypaLms rofoBbl, Hann4YnMe CUMNToma-
TUKW TMNEPTEH3WOHHOMO CUHAPOMa) Gbil MOCTaBNEH [MarHO3:
«Bporka€HHas rugpouedanus, cTagus AeKOMMNeHcaLMn» U HavyaTto
NleYyeHune aLeTa3onaMmMaomM U HOOTPOMHbIMKU npenapatamu. Ha do-
He NPOBOAMMOM Tepanum HabtoAanCcs HECTOMKMUI NOMOKMUTENbHbIN
3bbEKT B BUAE YMEHbLIEHWUS MHTEHCUBHOCTH M NPOAOIKUTENBHOC-
TW FrONOBHbIX 6051EeH, KyNnMpoBaHUs LiepebpacTeHNYECKUX NposiBe-
HWI. B cBA3K ¢ HepgocTaTouHOM 3P PEKTUBHOCTLIO NPOBOAUMOTrO Jie-
YeHWs1 PEKOMEHZOBaHO OnepaTMBHOE NedeHne rmapouedanuu.

C Lenblo YTOYHEHWS AMarHo3a U BbIPabOTKU TaKTUKK leYEHNs Po-
autenu pebéHKka obpaTunnck B KOHCynbTaTMBHO-ANMArHOCTUYECKMUI
ueHTp HU3/ PAMH. B cBSI3M C TSKECTblO COCTOSIHUSI B OKTs6pe
2002 r. 6onbHas o6cneagoBanach B CTalMOHAPHbIX YCIOBUSIX.

Mpwv nocTynneHnn matb 4EBOYKM NPeAbABsAa XKanobbl Ha Ha-
nnyune y pebEHKa yrnopHbIX FONI0BHbIX 60/1eM, CUCTEMATUYECKON
PBOTbI MO yTpaM; Pe3KOE CHUXKEHWE NamMSATU, BHUMAHKS 1 pa-
60TOCNOCOBGHOCTH, NJIOXYIO yCreBaeMOoCTb B LWWKOeE.

B comatnyeckom cTaTyce: COCTOSIHME CPeHEN TAXEeCTH MO OCHOB-

P

HoMy 3aboneBaHuto. Macca Tena 23 Kr, pocT 127 cM, MHAEKC
macchl Tena 16,4. dusnyeckoe pas3BuTUE cpeaHee, rapMOHKY-
Hoe. KoxHble MOKPOBbI 6/1€AH0-PO30BbIE, B NPaBOM NOAMbILLEY-
HoW 06nacT rMNepeMMpoBaHHOE MATHO pasMepoM 1,5x3 cMm.
BbisiBNEHbI cnefytolme KOCTHblE aHoManun: aCUMMETPUYHBIN Ye-
pen, 6paxvuedanus, BblpaxeHHblIe TEMEHHbIE U TOOHbIE BYrpbl,
KPaHWOCMHOCTO3, HapylleHe OCaHKK, BanbrycHas aedopmaums
HUKHKUX KOHeYHocTen. Mneptpodua muHaanuH Il ctenenn. B nér-
KUX AblXaHWe BE3WKySpHOE, MPOBOAMTCS BO BCE OTAENbI, XPUMOB
HEeT, ofbllKa OTCYTCTBYET. HacToTa AbixaTenbHbiX ABMKeHMI 20 B
MUHYTY. O6nacTb cepaLia BU3yasbHO He n3MeHeHa. [paHuLbl OTHO-
CUTENbHOM CepAeyHONn TyrnocTu B npeaenax BO3pPacTHOM HOPMbI.
ToHbl cepaua yAOBNETBOPUTENbHON 3BYYHOCTH, AblXxaTenbHas
aputMus. YactoTa cepheyHblX COKpalleHun 64 B muHyTy, A
95/60 MM pT.CT. AMNETUT YAOBNETBOPUTENbHbIN. A3bIK BAAXHbIN,
06/10KeH 6€e/1biM HaNETOM Y KOpHS. }XMBOT OKpYron Gopmbl, CUM-
METPUYHBIN, NPY Nanbnauumn MArkuin, 601€3HEHHbIV B TOYKE Npo-
eKLMK *KENYHOro ny3bips. CTyn perynsipHoii, opopmaeHHbIn. Me-
YyeHb Yy Kpas pébepHom ayru, kpan 6e360ne3HeHHbIn. CeneséHKka
He nanbnupyetcs. MoyeucnyckaHme cBob6ogHoe, 6e360/1e3HEH-
Hoe. Hapy»KHble nonoBble opraHbl CHOPMUPOBAHbI MO KEHCKOMY
1ny. MNonosoe passutue no TaHHepy — 1.

B ncrMxoHeBpONOrMyeckom craTtyce: exxeHeBHas rofoBHas 60/b
B TEMEHHOM 061acTW, CONPOBOX/AAIOLLAACH TOLUHOTOM, YTPEHHSS
pBoTa. OKpy»KHOCTb ronoBbl 52,5 cm. [onoBHas 601b yecunnMBaeT-
€Sl K KOHUY AHS, Npy GU3NYECKON U YMCTBEHHOM Harpyske. IMo-
LMOHaNbHO NabunbHa, 6bICTPO YTOMISIEMa, BPeMEHaMM MaKeu-
Ba. loBegeHve ageKkBaTHO cuUTyauuu. 3acbiNaHue 3aTpyaHeEHO.
BHWMaHWe KOHLEHTPUPYET HEAOCTATOYHO, yAEPKMBAETCA HEMPO-
LOMKUTENbHO, MEPEKNIOYEHNE BHUMAHUS 3amepsneHo. lNamsaTb
CHWXKeHa. KoHTaKTHa. JKcrpeccuBHas peyb — KOPOTKOM Mpa-
BWIbHOM Gpa3oi, CnoBapHbIM 3anac JOCTaToYHbIM. UHTenneKkr
COOTBETCTBYET BO3PACTHOM HOpMe. YcneBaeMoCTb B LWIKOJE He-
ynoBieTBopuTENbHAs. YepenHble HepPBbl: 060HAHME He HapyLue-
Ho. 3peHune npegmeTHoe. [ons 3peHus Npu rpybom ocMoTpe He
Cy»eHbl. [MasHble Wwenv cuMmeTpuyHbl, D = S. HegocTtato4HOCTb
KOHBepreHumu, rpybee cnpasa. MenkopasmallMCTbli FrOPU30H-
TanbHbIA HUCTArM B KpaeBblX OTBeAeHUsX mas. Peakuus 3pay-
KOB Ha CBET NpsIMast M COAPYKeCTBEHHas unBas. bonesHeHHOCTb
B TOYKax Bblxoga BETBEN TPOWHWUYHOIO HepBa. [ABWXKEHWS HU-
YKHEN 4entocTv B NOHOM 06bEME. JTNLO CUMMMETPUYHO, MUMKKA
¥nBasi. [NOTOYHbIN U HEGHbIV pedneKchl XUBble. A3bIYOK MATKO-
ro HEGa v A3bIK MO cpeaHen NMHUKU. B aBuratenoHomn cohepe: aK-
TUBHbIE Y MACCUBHbIE ABUKEHUS OFPaHUYEHbI B IOKTEBbIX CyCTa-
Bax 3a CYET 6071€3HEHHOCTU. MbILLEYHbIN TOHYC B PyKax 1 Horax
duamnonornyeckum, D = S. Cuna mblwL, B pykax — 4 6anna, B HO-
rax — 5 6anno., D = S. CyxoxunbHble pedneKcbl C PyK Bbi3blBa-
totesl, S = D, ¢ HOr — acuMMETPUst KoneHHbIX pednekcos, D > S.
KnoHowna o6eunx cton. HenoctosiHHasi AMCMETPUS MPU BbIMOHE-
HMM KOOPAMHATOPHbLIX NPO6. bonesas u TemnepaTypHas YyBCTBU-
TENbHOCTb HE HapyLUeHbl. Ta30Bble GYHKLMM COXPaHHbI.
Pesynbratbl MarHUTHO-pPE30HAHCHOM TOMOrpaduu rofioBHOrO
MO3ra: eAuMHWYHas KUCTa Jly4UCTOro BeHLa NeBON TEMEHHOM
[0AKW; onyLeHne MUHAAIMH MO3XKeYKa B 60/bloe 3aTbI/IoYHOE
oTBepcTHe No TNy aHoManum Knapu 1 ¢ npuaHakamu ymepeHx-
HOro ruapouedanbHOro CMHAPOMA; CHUMKEHME KPOBOTOKA Mo
BEPXHEMY caruMTTanbHOMy BEHO3HOMY CWMHYCY; ABYXCTOPOHHEE
YABOEHME MOMEpPeYHbIX U CUTMOBMIHBIX BEHO3HbIX CUHYCOB;
HEeCOCTOATeNbHOCTb Anadparmbl TypeLKoro ceana.
Pesynbratbl aneKkTpoaHuedanorpapmryeckoro mMccnegoBaHus:
yMepeHHble ANPPY3Hble U3MEHEHUS OUOINEKTPUYECKOM aK-
TMBHOCTW FO/IOBHOMO MO3ra. [pu3HaKku ANCOHYHKLIMM CTBOJO-
BbIX CTPYKTYp. JIErkaa acummeTpus no amnautyae (S > D). Pe-
aKumu Ha addepeHTHbIE CTUMYJSIbl CHUXKEHDI.

TecTMpoBaHWe Ha KOMMbIOTEPHbIX CUCTEMAX: NMOKa3aTenu npo-
LLeCcCoB BOCMpUATUS, 0O6bEMA KpaTKOBPEMEHHOW 3pUTENbHOM
namsaTh, onepaTMBHOCTU MbICAUTENBbHON AEATENbHOCTU MOTH-
BaLMOHHOIO U MHOOPMALMOHHOIO KOMMOHEHTa LieneHanpas-
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JIEHHOW [eATeNbHOCTU B Npeaenax BO3pacTHOM HopMbl. OTme-
4yaeTca HeKoTopoe 3amefneHue nepeknovYeHnss BHUMaHUS U
3aTpyaHeHWe pacnpeaeneHns BHUMaHus.

KoHcynbrauma gedeKronora: 3anac 3HaHUM U MpeacTaBieHUn
HefOCTaTOYHbIN. Y4MUTCS BO BTOPOM Kiiacce, ycneBaeMoCTb CHU-
3unachb (co cnos matepw). Npoueccobl aHannaa 1 cMuHTe3a 3aTpya-
HeHbl, 3aMefneHbl. LLIkonbHas nporpamMmma He ycBoeHa. YteHune
no cnoram, NoOHMMaHWe TeKCTa HeJoCTaTo4HO. [epeHoc aHano-
TMI C MOMOLLbIO M CTUMYNSILMEN. ABCTparnpoBaHmne 3aTpyaHeEHO.
MoTvBauus fesTeNnbHOCTU HU3Kas. LieneHanpasneHHoe BHUMa-
HWe NPUBIEKAETCH C TPYAOM, YAEPKMUBAETCH KPAaTKOBPEMEHHO;
06BbEM Cy)KeH. 3amnomMMHaHWe HeOOoCTaTO4YHO, peTeHuus — 7.
Peub dppazoBast. CnoBapHbI 3anac 6bITOBOW. 3aK/I0HEHME: He-
3PeniocTb 3MOLMOHaNbHO-BONEBON cdhepbl (HECHOPMUPOBAH-
HOCTb MPEANOCbINOK LWKOMAbHOMO 06y4yeHus). PekoMeHaoBaHo:
nepeBoj B K1acc BbipaBHWBAHWUA UK 1S COMATUYECKKU ocnab-
JIEHHbIX [leTel; pa3BuTUe No3HaBaTeNbHOW AEATENbHOCTH; eau-
Hble Tpe6OBaHWS B CEMbE; AMHAaMMUYECKOe HabnoaeHune.
KoHcynbrauuns odpranbmosnora: CTyLEBAHHOCTb FPaHML, AUCKOB
3pUTENbHBIX HEPBOB, apTEPUN CYXKEHbI, BEHbI pacluMpeHbl. 3a-
KOYEeHWe: aHrMonaTmnsa ceT4yaTKu.

Pe3ynbraTbl aneKkTpokapauMorpaduyeckoro MUccnefoBaHus:
HOpPManbHOE MOJIOKEHWE ANEKTPUYECKON OcK cepaua. Boeipa-
YXEHHasi cMHycoBasi apuTMus. MNoBbILEHNE INEKTPUYECKON aK-
TMBHOCTM MMWOKappa /IeBOoro »enyaoyka. HapyweHue npouec-
Ca penonsgpusaunn MMOKapaa *enyao4yKoB.

YnbTpa3ByKoBOE UCC/ieAoBaHMe OpraHoB GPIOLLIHOM MOMAOCTH U
MOYEK: XENYHbIA My3blpb 56x17 MM, MPOCBET CBOGOAHLIN.
MopxenynoyHas xenesda 14x8x15 MM, ynaOTHEHbI CTEHKM CO-
cypoB. MeyeHb: nesas gonsa 65 mm, npasas gona 108 mm, na-
peHxuma ogHopoaHa. MoYKK: pa3mep B HOpME, YallevyHOo-N10xa-
HOYHas cMCTeMa He paclumpeHa.

O6Wwnn aHann3 KpoBu: reMornobuH — 112 r/n; aputpouuTbl —
4,4x10*/n; nenkouutbl — 4,9x10°/n; TpoMOGOUMUTBI —
266x10°/n; CO9 — 3 MMm/4ac.

Buoxumnyeckuin aHanus KpoBu: 6e1oK o6wmm — 73 r/n, 6unu-
pyouH: obwnin — 10,6 MKMOnb/N, npsaMor — 2,4 MKMOSb/,
ANT — 22 EA, ACT — 33 E[l, wenoyHasa ¢docdatasa —
235 ME/n, ™mo4yeBMHa — 4 MMONb/N, KpeaTUHUH —
53 MKMonb/n, xonectepuH — 4,1 MMONb/A, [OKO3a —
5,26 mmonb/n, Na — 136 mmonb/n, Ca — 2,47 mmonb/n, K —
4,1 mmonb/n, P — 1,24 mmonbs/n, Mg — 0,75 mmonb/n.
MmmyHonornyeckoe uccnegosaHnue: 1IgG — 1076 mr%, IgA —
85 mr%, IgM — 138 mr%, IgE — 29 ME/mn, C-peaKTvBHbIN Ge-
NoK oTpuuatensHbin, LMK — 240 ME, ACJTO — 313 E/[], peB-
MaTonaHbIN GaKTop OTpULATENbHbIN.

O6uwmn aHann3 Mo4un 6e3 naTonormm. AHann3 Moyum no Agaucy-
KakoBcKkomy: anype3 630 mn, 6e0K OTCYTCTBYET, NEMKOLMTDI
4 095 000, apuUTpOLMTbI U LUANHAPLI OTCYTCTBYHOT.

AHann3 MO4YM Ha CyTOYHYIO 3KCKpeLmto conen: Ca — 3,86 Mr/Kr,
dochatbl — 8,42 mMmonb/cyT (HopmMa 12-32 MMonb/CyT),
Mg — 2,02 mmonb/cyT (Hopma 2—6,2 MMOb/CyT).
PeHTreHonornyeckoe wuccnefoBaHne rofieHOCTOMHbIX cycTa-
BOB: KOCTHbIX MaTO/IONMY4ECKMX WM3MEHEHUN He BbISB/EHO.
PeHTreHonorn4yeckoe nccnefoBaHne KoJeHHbIX CyCTaBOB: CyC-
TaBHble MOBEPXHOCTU POBHblE rMajKkue. PeHTreHOBCKas cyc-
TaBHasa lWenb paBHOMepHas. Ha meananbHOM MOBEPXHOCTH
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[AWCTanbHbIX 0TAEN0B Anadr30B 6eApeHHbIX KOCTEN onpeaens-
eTCsl HEYETKOCTb KOHTYPOB KOPTUKANbHOMO CMOS Ha MpOTsKe-
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KpenneHus MblLuLL.
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| cteneHun, X-o6pasHasn gedopmanms HUKHMUX KOHEYHOCTEN.
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YKEHWE KOCTHOM MAOTHOCTU HeT. TaXKeCTb COCTOSAHUSA pebEHKa
06ycnoB/ieHa MPOrpeccMpoBaHUEM CUHAPOMA MHOXKECTBEH-
HbIX 9K30CTO30B. [leBoYKa HYKAaeTCs B KOPPEKLMU NCUXOHEB-
PONOrMYECKON CUMNTOMATUKMK.

KoHcynbTaumus reHeTvka: npu OCMOTPE aCMMMETPUYHBIA Ye-
pen, 6paxuuedanus, BblparKeHHble TEMEHHbIe BYrpbl, KpaHWo-
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NN, KOXKHblE€ CUHAAKTUIMKM, aHrnonatusa cetyaTku. B aHamHe-
3e onepauus no NoBOAY KOCTHO-XPSILLEBbLIX 9K30CTO30B IeBOW
nneyvyeBomn KOCTU. YunTbiBas JaHHble aHaMHe3a M KIMHWKO-Na-
PaK/IMHUYECKOM KapTWHbI, MOXHO NOCTaBWUTb AMArHO3 «CUHA-
POM MHOXECTBEHHbIX 9K30CTO30B».

3a Bpemsi HabNOAEeHNS Y AEBOYKM OTMEYaNUCh MPaKTUYECKH
eefjHeBHbIe rofIoBHble 60K, CONPOBOXKAAOLLMECS TOLLUHOTOM U
PBOTON, NMpUHOCSLLEN obneryenue. MNonyyana auerasonamug no
0,125 r 2 paza B AeHb, KanuMa W MarHus acnaparvHaTr no
1/2 Tabnetkn 2 pasa B [€Hb, BUHMOUETUH MO 1/4 TabneTku
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B IeHb B TeyeHue 3 Hef, nocsie Yero 6bi1a BbinMcaHa JOMOK AN
NPOLOMKEHUS NIEYEHNS MO MECTY KUTENbCTBA.

AHaNM3 aHaMHECTMYECKUX, KIMHUYECKUX M NapaKIMHUYECKMX
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coumanbHOM aganTauuu pebéHKa nokasaHo obopmieHme no-
cobus Mo WMHBANMAHOCTM Ha OCHOBaHWM MpuKaza M3 PP
N2117 o1 04.07.91. pazaen b nyHKT 2 (BpOXKAEHHbIE M Hacnea-
CTBEHHble 3a60/1eBaHNsA U CUHAPOMbI, MPUBOASLLME K YaCTUY-
HOMY HapyLWEHWUIO KUIHEAEeATENbHOCTU WM COLManbHOW aes-
ajanTaunn) — 3K30CTo3Has 601e3Hb.
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(BblpaKeHHbIN LepebpacTeHUYECKUN CUHAPOM — HapylleHue
namsaTn, BHUMaHUS, B OTAANEHHbIN NEPUOL U PeYHn), YTO MPUBO-
[UT K CTOMKON Ae3ajanTtaLuu.
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