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B cootBetctBuu ¢ npukazom Ne219 M3 P® ot 1996
rojia y4pexkJIeHbI (eiepallbHble U PEeTHOHATbHBIC IICH-
TPBI HePpOIOTHH 1 quainu3a. OTieHeH TeKY TN YPOBCHB
JOCTYITHOCTH CHELMAIM3UPOBAHHON IEeqUaTpUYECKOM
HEPPOJOTHUECKON TIOMOIINM B CIIEHUATU3UPOBAHHOM
nexuarpudeckoM HedpoiorudeckoM Ientpe C3PO
pu 'OY BIIO CIIGI'TIMA. [TpoBeneHo uccienoBanue
B (hopme anketupoBanus. Ponurenn 70 manueHToB, mo-
CTYMAaBIINX B KPYIIIOCYTOYHBII HEPPOIOTHYECKHI CTa-
nuonap ['OY BITIO CIIGI'TIMA u3 C3®0, orBetninu
Ha BOIPOC O mpolsieMax C MOJyYCHHEM HallpaBiICHUS
Ha rocrutanmzanuto B CIIGITIMA. U3 mux 50% pe-
CTIIOHJICHTOB OTBETHJIM, YTO TPOIECC MOIY4YECHHs Ha-
MIpaBJIEHUS MIPOLIE JIETKO, C CEPbEe3HBIMU MPOOIeMaMHu
B MOJyYEHHUH HANpaBJIEeHUs CTOJIKHYJIOCH TOJabKo 10%

pecnionaentoB. Ha momyuenue nampasnenus y 30%
nanueHToB u3 pernoHoB C3MO ynuio oT onHOHN Hene-
mu 1o 1 mecsma, B 10 % momydanu HampaBieHue Oomee
OJTHOTO MecsiIla.

3AKJTIOYEHUE

Pesynbrare! aHam3a AEMOHCTPUPYIOT JIOCTATOUHYIO
00eCIIeYeHHOCTh He(PPOIOTHUESCKUMH CTAITMOHAPHBIMHA
Koiikamu nerckoro HaceneHuss B Cankt-IlerepOypre
nu C300. KomuuecTBO mneaMaTpOB-HEPPOJIOrOB B
amMOyJIaTOPHO-TIOMMKIMHUYECKUX YUPESIKICHHUIX U CTa-
[IMOHApaX, YPOBEHb WX MPOGECCHOHATHHOMN MOTOTOB-
KA TapaHTHUPYeT BBICOKOE Ka4eCTBO CHEIHAIU3UPO-
BAaHHOU MEAMATPUYCCKON HE(POJIOrHUECKONU MTOMOIIH
JIETCKOMY HaceJIeHUIO.
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Osteogenesis imperfecta — nacnencTBenHnoe 3a60-
JIEBAaHHME COCAUMHMTEILHOM TKaHH. B ocHoBe 3aboire-
BaHUS JIe)KAT MYTaIlUU TEHOB, KOJUPYIOIIUX KOJUIATCH
I Tuna. D710 rpynma HO30JIOTUYECKUX (POPM, KOTOpHIC
OIIPENEISIFOTCST BOBJICUCHUEM B TIaToreHe3 (epMeHTa-
THUBHBIX CHCTEM U CTPYKTYp OENKOB COEIMHHUTEIHHOMN
TKaHu. [Ipexne Bcero HabMIOMA0TCS N3MEHEHHSI B CHH-
Te3e u obmene kommarena. Osteogenesis imperfecta
oTHOCHUTCS K auddepeHIIMpOBaHHON IUCIUIA3HH COe-
JTUHUTEIHHON TKaHU BMeCTe ¢ cuHApoMoM MopdaHa,
Onepca Jlannoca u Anpniopra. [IpudmHa maromoruu B
MOTepe TIIFOKO30AMUHOTIIMKAHOB W OKCUIIPOJIMHA, CHU-
JKEHUU CONIEP KaHUS THATYPOHOBOM KHUCIIOTHI U TIOTEPE
MIPOYHOCTH U ANMACTUYHOCTH COCAUHUTEILHON TKaHU.

B kinMHHYECKON KapTUHE BEIYIIUM SIBJISIETCS IIO-
pakeHHe KOCTHOM TKaHU U JIPYTMX OPraHOB U CUCTEM.
B xnuHMUeckol kapTuHEe 00JIE3HU MOTYT HAOMIOAAThCS
paspylieHue JeHTHHA 3y00B, IPOTPECCUPYIOIAs TYTO-
YXOCTb B JIETCKOM U FOHOILLIECKOM BO3PACTE, MBIIICYHAS
TUIIOTOHMS, TTOBBIIIIEHHAS YacTOTa MYIMOYHBIX U Taxo-
BBIX TPBK, HeponuTHas. M3-3a nedopmanuu rpyrHon
KJIETKH MOTYT Pa3BUBAThCS aTEICKTa3bl, THEBMOHUU U
00CTpYyKIUsi OPOHXOB, KOTOPBIE TMPUBOJIAT K JICTOYHOM
TUIEPTeH3UH C (POPMUPOBAHUEM JIETOUYHOTO CEpIIa.
C 6-8 roma >xu3HU HAOJIIOMAETCS CHIIKEHHE CKJIOHHO-
CTH K TIEpesioMaM, HO B MEHOTIAy3¢ BHOBH IOSIBIISIFOT-
cs epenomsel. Beigeneno 1V tuna 3abonesanus. [Ipu
I Tune konareH HOpManIbLHOIO KauecTBa, HO OH BBIpa-
0aThIBa€TCA B HENOCTATOYHOM KOJHMUYECTBE. B KimHU-

YECKOW KapTHHE OTMEYaloTCs MepeoMbl KOCTEH, cla-
0OCTh CBSI30YHOTO arapara CyCTaBOB, MOHMKECHHBINA
MBIIICUHBIA TOHYC, CHHAPOM TOJYOBIX CKJIEp, PaHHSS
noreps ciyxa. Ilpu Il Tune xonnareH HeIOCTaTOYHO-
rO KOJIMYECTBA U Ka4ecTBa. BONBIIMHCTBO AeTel 3Toil
TPYTMITBI TIOTHOAIOT B TEUEHHUE MEPBOTO Tofla KU3HU OT
JBIXaTeIbHON HEAOCTATOYHOCTH WJIM BHYTPHUUCPEITHO-
ro kposousyusHus. 11 i xapakrepusyercs 10cTaroy-
HBIM KOJINYECTBOM KOJIJIar€Ha ¢ HU3KUM €r0 KaueCTBOM,
a KJIMHUYECKas KapTuHa, XapaktepHas s [ u I1 Tunos.
IIpu IV Tune xomiareH JOCTaTOYHOI'O KOJIMYECTBA, HO
¢ ne(eKTOM KaueCTBa, B KJIMHUYSCKON KapTHHE OTCYT-
CTBYET CUHPOM TOJTyOBIX CKIIEp.

Jeouka I1., 12 met, HaxoauIack Ha 0OCIEIOBAHUU
B coMatndeckoM otaeneHnu I'Y3 JleTckol TopoacKoi
O6onpHUITEI No 1. YV 1eBOUYKH B BO3pacTe 3 JIET BIICPBEIC
OTMEUYEHBI TMEPEIOMBl KOHEUHOCTEU, KOTOpHIC 3aTeM
MOBTOPSIUCH. AHAIU3 POAOCIOBHOMN YCTAHOBIICH: OTEIl
u s pebenka crpaganu Osteogenesis imperfecta.
VY pebeHKa OTMEUYEH CHMIITOM «TOJYOBIX CKiep». [le-
BOUYKa 00CJICZIOBaHA B MEIMKO-ICHETHYECKOM IICHTPE,
nuarHoctupoBan Osteogenesis imperfecta. IloBogom
IJI TOCMUTAIU3ALNU SBUJIOCH MOSABJICHUE H30JUPO-
BaHHOM MakporemMarypuu. OKCTpapeHaJlbHbIE Mpo-
SIBJICHUSI OTCYTCTBOBaNW. J[aHHBIX 3a MATOJOTHIO Te-
MocTa3a He BbIsABIEHO. Y 3U mouek, MO4eBOTO My3bIps
OpraHoOB OPIOIIHOW IMOJIOCTH U CEepilla, IPOBEACHHBIC
MalHUEHTKE, HE BBISIBUWIM NaTtojorud. [lo nauHeIM BHY-
TPUBEHHOU yporpadun, ITUCTOTPaGUU 1 ITUCTOCKOITHH
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HE YCTaHOBJIEHO MAaTOJIOTHYECKUX WM3MEHEHHUH B Op-
raHax MOYEBOW CHCTeMBbl. PeHTreHorpamMma OpraHoB
TpyJAHOM KJIETKH HE M3MEHeHa. buoxumuueckue napa-
METpbl KPOBH (00Ul Oenok, hpakiuu, XoIeCTepuH,
TJII0OKO3a, JIEKTPOJIUTHI, MOYEBHHA, KPEaTUHUH, MO-
yeBasi KHCJIO0Ta) HopMasbHble. CyTOYHasl 3KCKpenus
¢ Mo4ol Kaspnus, Gochopa, ypaToB U OKCalaTOB B

npenenax Bo3pactHoit Hopmbl. CK®, paccuntannas 1o
KJIMPEHCY SHIOTEHHOTO KPeaTHHHHA, B MPEIeax Hop-
MBI. OCOOEHHOCTRIO CITyJast Ha JAaHHOM dTare OOJIC3HH
SBJISICTCS MAKPOT'eMATY PUS IIPU OTCYTCTBUH HEPpOITH-
THa3a. B m1aHoOBOM MOpsiIKE MOKa3aHbl OUOIICHS M10Y-
KU JUTSI IOATBEPKICHUS MOP(OIOTMUECKOTO IMarHo3a,
WMMYHOJIOTHYECKOE UCCIICTIOBAHNUE.

CNYYAN BPOXXOEHHOTO HE®OPOTUYECKOIO CUHAPOMA U TUNMOTUPEO3A
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QY BIMO bawkupckuit rocynapcTBeHHbI MEAULMHCKMIA yHUBEpCUTET Poc3fpasa;

['Y3 PecnybnukaHckas feTckas kKnmHuyeckas 6onbHuua, r. Yoa

B nocnennue rogpl yBeIMUMBAETCS YUCIO OO0JIb-
HBIX HE(QPOTUYECKUM CHHIPOMOM, B TOM YHCIE
U BpOXIcHHBIM. I[IpuBOoauMM omucaHue AeBo4kH I,
4 Mec., ¢ BpOXKACHHBIM HEYPOTUUECKUM CHHIPOMOM,
MNOCTYIHUBIIEH MOBTOPHO B HE(PPOJIOTHUECKOE OT-
JEJICHUE C PACIHpPOCTPAHEHHBIMH OTEKAMHM, MPOTEU-
Hypueu 6omee 5 v/1. Pogunacek ot I GepeMeHHOCTH,
MpoTeKaBIIel Ha (poHe recto3a, yrpo3bl MpepbIBaHU
6epemennoctH, ¢ Maccoit 2630 r, nnunHa tena 47 cM.
3akpuuana cpasy. Ouenka no mkajue Anrap — 6 6an-
noB. HacneacTBeHHOCTH: y oTIa pebeHka B 25 jeT
MpoBeieHa He(PPIKTOMHUS B CBSI3H C THAPOHE(DPO30OM,
Matepu 22 rojga — 310poBa. Pe3ynbsrarel UMMYHO-
¢depmentHoro aHanuza (MDA) kpoBu Ha aHTHTENA: K
TokcomnasMo3dy — IgG orpui., IgM orpur.; k repne-
cy — IgM otpui., IgG monoxwut. (2,532 npu HOpME 110
0,156); xk IMBU: IgM otpui., IgG monoxurt. (2,754
npu HopMme 1o 0,194); x Chlamydia trachomatis 1gA
otpuil., [gG nonoxwur. (0,836 npu Hopme o 0,237);
Kk Chlamydia pneumoniae otpun. llocne poxaeHus
BBISIBJICHBI OTEKH, TpoTenHypus (3,5-3,8 r/m), rumo-
nporenHemus (25 r/n), runoansoymuaemust (10 1/i).
CeiBOopoTOuHast KoHueHTpauus IgA — 0; IgM —
0,34 r/mm; 1gG — 1,0 /0. [lpu Y3U: nouku yBeaIn4eHbI
B pa3Mepax, IXOI€HHOCTb MapeHXHMbl OBBILICHA, B
OpPIOMIHON TTOJIOCTH HEOOIBIIOE KOJIMIECTBO CBOOO/-

HOU kunkoctu. B Bo3pacte 1 mecsina rocnuraiusu-
poBaHa B Hedpomorunueckoe otaenenue. [lomyuana
B/B KanenbHO 10 % pacTBop anbOymMuHa, Ha (poHE Te-
parnuu COXpaHsUIMCh YMEPEHHO BBIPAKCHHBIC OTEKH,
MPOTEUHYPHUsSI A0 5 I/1, THIOTPOTEHHEMUSI, TUTIEPXO-
nectepuHeMus, runepPudpuHOreHeMus. B Bo3pacte
3 Mec. manMeHTKa moiyJana MpeIHu30JI0H (2 MI/KT
Macchl Tella B CyTKH) B TeUE€HHE Mecsla 0e3 moJio-
KUTETBHOTO 3 dekra. BrISBICHO CHUXKEHUE YPOBHS
TOPMOHOB HIMTOBUAHOW xkene3bl T4 — 7,6 mMoub/n
u TTI — 11 mxME/n. 3akmtoueHne SHIOKPHUHOIOTA:
BTOPUYHBIA TUIIOTHPEO3 Ha (oHE HePpPOTHUECKOTO
cuHApoMa. BTOpHYHBII rHIIOTHPE03 BOZMOXKHO 00Y-
CJIOBJICH THUIO-U-AUCIIPOTEHHEMHUEH. B xoarymorpam-
M€ — TPHU3HAKU TUIIEPKOATYIISIIIUU C PE3KUM CHUIKE-
HHAEM aKTUBHOCTH aHTHUTPOMOWHA 3, C MOBBIIIEHHEM
ypoBHst D-numepoB. Ha ¢one nmpuema L-tupokcuna,
BHYTPUBEHHOTO KalleJIbHOTO BBEJCHUS allbOyMuHa,
CBEKE3aMOPOXKEHHOHN IIa3Mbl, TeHapUHOTEPAIHH,
HaOmroMaeTcss CTadMIM3aIus COCTOSHHS peOeHKa ¢
COXPaHEHHEM OTEKOB, 3HAUUTEIHLHOW MPOTECUHYPHH,
rUN0ab0yMUHEMUH, THIIEPXOJIECTEPUHEMHUN. 3aKITIO-
yenue. [IpejcTaBieHHbIN Clydai CBUIETEIbCTBYET O
Pa3BUTHH BPOXKJICHHOTO HEYPOTHUECKOTO CHHIPOMA,
ACCOIMUPOBAHHOTO C TUITOTUPEO30M H CEIEKTUBHBIM
nedunuToM UMMyHoTIToOyTHHa [g A.

OCOBEHHOCTU OEBIOTA HE®OPOTUYECKOIO CUHAPOMA Y AETEW

© 3. M. EHukeeBa, J1. P. UmaeBa, T. A. CupaeBa

QY BIMO bawkupckuit rocynapcTBeHHbI MEAULMHCKMIA yHUBEpCUTET Poc3fpaBa;
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LEJIb UICCNNEOOBAHUA

OleHKa KJIIMHUYECKOTO TEUYCHUS HE(DPOTHUESCKOTO
cUHJIpoMa B aeOroTe. Marepuanbl U METOIbI MCCIE0-
Banus. OOcienoBano 80 nmeteld ¢ HEPPOTUISCKUM CHH-

JPOMOM B €0I0TE B BO3pacTe 5—15 et ¢ mpuMeHeHHeM
KITMHUKO-JIA00PaTOPHBIX METO/IOB HccienoBanus, Y3U,
OKT, mo mokazanusim I3[, POI' cocynoB roiaoBHOro
MO3ra.
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