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INEJUATPHUA Ne 2, 2004 r.

Jleuerue jerounoro cuuapoma mpu MUBM cBssaHo ¢ He-
MAaJIBIMHU TPYAHOCTSIMY, TAK KAaK MHTEPCTUIMAIBHOE ITOparke-
HUe JIETOYHOH! TKaHU, KaK IIPaBUJIO, TOPIUAHO K MOHOTEPATINT
T'K niu oTBeuaeT TOJbKO Ha BEICOKHE 0351 IIPEeHU30JI0HA (1151
Bapocasrx 100 mr/cyT u Gosiee) [4, 6, 9]. B HacToAIlee BpeMs
B JIATEpaType MPUBOAUTCA MHOTO AAHHBIX 00 3d)(PeKTUBHOM
WCIIOJb30BAHUY IIUTOCTATUKOB B coueranuu ¢ I'K. Boubimoe
KOJIMYECTBO COOOIIEHUH OCBAIIEHO 9(PHEKTUBHOCTH ITUKJIOC-
nopuHa A (IInA) B meuernun [IM/IIM, kak npu Haauyuu UBJI,
Tak u 6e3 Hee [16, 18, 19, 23, 24, 28, 29]. Pax aBTopoB oTHAIOT

IPEeAIIOUYTEeHNE MCIOJIb30BaHUI0 IMUKJIoDochaHa, mpenumyiie-
CTBEHHO B BHJI€ ITyJIbC-Tepallul, YKa3bIBas Ha BBICOKYIO 9(pdeK-
THUBHOCTD 3TOTO IIpellapaTa Ipu MOpaKeHnu JeTKux [4, 7, 15—
17, 22, 25, 27]. Yro KacaeTcsa METOTPEKCaTa, TO OH CUUTAETCSA
MeHee 3(GEKTUBHLIM B AaHHOI curyanuu [4], XoTd ecThb
coo0ITieHnA 00 YCIIEIITHOM €ro WCIIOJIb30BaHUU B CJIydasaX,
pesucTeHTHBIX faske K coueranuio 'K u I[TuA [26]. cmoabay-
IOTCS W APYTHe IIMTOCTATUYECKUE IpemnapaThl (a3aTUONPHH,
XJI0pPaMOyIIMJI) UM cOUeTaHWe HECKOJIbKUX 13 Hux [4, 5, 9,
15, 20, 21].
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Mpamopuas 6ose3ub (MB) (ocTeomeTpos) BriepBbie ObLIa
onucana B 1904 r. vemenkum xupyprom Annoepcom-I1lenGep-
rom. MB — mocTarouHo penkoe 3abojieBaHMe, OTHOCAIIEECS
K IpyIe Me3eHXUMaJbHbIX AUCILIa3uil ckesera. K Hacros-
IeMy BpeMeH! B MHPOBOI JHUTepaType omucano oxogo 300
cayuaeB MB. Ocreomnerpos — HacjencTBeHHOe 3a0ojieBaHue,
He CBA3AaHHOE C II0JIOM, BCTPEUAIOTCSA CeMeMHbIe TOPaYKeHNT;
nebioT, KaK IPaBUJIO, OTMEUaeTCsa B JEeTCKOM Bo3pacTe. JTH-
onorusgs MB meusBectHa. Cumraercs, 4To 3TO 3a00JieBaHUE
CBABAHO C INTyOOKMMU U3MEHEeHUAMU (POCHOPHO-KAIBIEBOTO
o0MeHa U CIIOCOOHOCTHIO ME3eHXUMBI YIeDPKUBaTh GoJIbIliee,
YyeM B HOpPMe, KOJIMYECTBO cojieii. B pesyibraTe B 30HAX
SHIOCTAJILHOI'O ¥ 9HXOHAPAJIBHOTO OKOCTEHEH A PA3BUBAETCS
U30BITOYHOE KOJIUUECTBO CKJIEPO3MPOBAHHOM TKAHHU, UTO
MPUBOJUT K IIPEBPAIIEHUIO I'y0UaTOro BelecTBa B KOMITaKT-
HYI0 KOCTHYIO MacCy U KOCTH, BCJIEICTBUE WMCUE3HOBEHUS
CIIOHTHO3HOTO BEIeCTBA, IIPEACTABJISIIOT COOOM CILIOIIHYIO
Oesyio Maccy, HAIIOMHUHAIOIIYI0 MpPaMop. BuimensiioT aBe
¢dopmbr MB — KOCTHYIO 1 KPOBETBODPHYIO.

Kocraaa ¢dopma MB mmeeT ayTOCOMHO-IOMHHAHTHBIN
THII HACJIEOBAHUS U XaPaKTePU3YeTCA OTHOCUTEIBHO [06DO-
KauecTBeHHBIM TeueHHeM. B 50% ciyuaeB KJIMHUYECKUE
CHUMIITOMBI OTCYTCTBYIOT, JIN0O HAOIIOLAIOTCS IIEPUOIUUECKI
BO3HHUKAMOIME 00JM B KOCTSX, IATOJOTHYECKNE II€PEJIOMBI.
duaruos OOBIUHO CTABUTCA Ha IMO3THUX CPOKAaX, dYalle y
MIOAPOCTKOB M B3POCJIBIX, U MHOTA Jaxke B crapocTu. Hepenko
3abojieBaHMe BBIABJAETCS CJIYYalHO, KOrZa HA PEHTTEHO-
rpamMMe IpU II€PeJIOMe KOCTeH BBIABJAIOT XapaKTepHbIE IS
OCTEOIIeTPO3a N3MEeHEHUs — BCe KOCTHU CKeJIeTa NUMeIOT Pe3KO
VILIOTHEHHYIO CTPYKTYPY, snudusapHble KOHI[BI HECKOJIbKO
YTOJIIIEHB! U 3aKPYIJIeHbI, MeTa(Gu3bl 0yJIaBOBUIHO YTOJIIIE-
HBI, IIPXA 5TOM BHEIIHAS (pOPMA U pasMephl KOCTeil He u3Me-

HEHBI; BCe KOCTH IJIOTHBIE 1 COBEPIIEHHO He MPO3PAaUuHBLI JJIA
PEHTTreHOBCKOI'0 U3JyUeHUsA, KOCTHOMO3IOBOM KaHAJ OTCYT-
CTBYeT, KOPTUKAJBHBIN CJI0H He BoIfeasgeTcsa. OcOOeHHO BBI-
Pa’keHbl 3T U3MEHEHUA B KOCTAX OCHOBAHUA uepela, Tasa,
TeJiaX M03BOHKOB. C TeueHneM 3a00JIeBaHUA BOBHUKAET Aeu-
rypanusa KOCTel, BCIeACTBIE Yero OHM HAUMHAIOT JaBUTh HA
COCeqHIE OPraHbl, HEPBHI M COCYZAbI, UTO MOXKET CIYKHUTH
HPUYNHON PAa3BUTUA 9K30(TATIbMA, a B TAMKEJIBIX CIAyUasdix —
CJIETIOTHI, TIOHUKEHUA CayXa, I1apes3os.

KposerBopuas ¢opma MB nmeeT ayToCOMHO-PEIECCUBHBIH
TUII HACJIEJOBAHUA U MIPOTEKAET 3JI0KAUeCTBEHHO C Ae0I0TOM
yaie Ha ImepBoM roxy *KusHu. [Ipu aToii hopme ocTeocKJie-
POTHYECKHUI IIPOIlECC MOPaKaeT KOCTHOMO3IOBYIO IOJIOCTH
¥ IPUBOAUT K MAHIUTOIEHNH C 9KCTPaMe Iy IAPHBIM e MOIIO3-
30M, BBIBLIBAIOIIUM TeIlaTOCILIEHOMEraJuio u JuMpoaeHo-
MaTHUio, WHOTAA € NPU3HAKAMHM MHUEJOMIHON MeTAaIlIa3Wuu.
BosbHBIE TOrnbaoT B paHHEM Bo3pacTe.

Jleuernre MB TOJIBKO CUMIITOMATHYECKOE B CBA3U C BPOIK-
JIEeHHBIM XapakTepoM 0osie3Hu. CunTaeTcs, 4YTo IIOJHOe U3JIeue-
HIe BO3MOYKHO TOJIBKO IIPU TPAHCILIAHTAIIMKA KOCTHOTO MO3Ta.

B cBs3M ¢ TeM UTO B IeIUMATPUUYECKON IPAKTUKE MBI
JOCTATOYHO PEJKO BCTPEUAEMCS C OCTEOIIETPO30M 1 eT0 Juar-
HOCTHKA IIPEICTABIAET ONpeeieHHbIe TPYIHOCTH, CUUTAEM,
4TO HAaIlle HaGJIOLeHNe IPeJACTABUT ONpPeAeJeHHbIA NHTEepeC
TSI IPAKTUKYIOINX Bpauei.

Boawnoit B., 11 jer, mocTynua B JeTCKOe reMaTOJIOTH-
yecKoe orgesieHne O0aacTHON KINHUYECKON 00MbHMIIBI Ne 1
r. Kemeposo 11.11.99 ¢ :xamobamu Ha 6OJM B IPaBOM
TazobeJpPeHHOM CyCcTaBe Ipu X0as0e, XxpomoTy. I3 anamHesa
3aboJsieBaHUA M3BeCTHO, uTo B 1995 r., B Bodpacre 7 Jer,
BIepBble Ha (pOHE IIOJHOTO 3J0POBbHA IMOABUJINUCH 0OJU B
npaBoM Ta3o0eJpeHHOM CycTaBe IPH XOAb0e M XpoMoTa,
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KOTOPBIE ITPOJOJIMKANINCH B TeueHMe 2 THell U CaMOCTOSATe I b-
HO KynupoBasuck. O6caenoancsa amOynaTopro. Ha penrre-
HOrpaMMaxX IaTOJOTHYeCKUX U3MEHEeHU B Ta300eqpeHHBIX
cycTaBax BBISIBJIEHO He ObL10. IIprMepHO ¢ 9TOTO0 BpeMeHU
0TMEYajJoCh CHUKEHME OCTPOTHI 3peHus. o okTsabpa 1999
r. Kayjob He mpeabaABaaa, a 24.10.99 mocie mameHusa Ha
ypoKe (UBKYJLTYPLI BHOBb MOSABUJNCHL 0OJU B IIPAaBOM
Ta3o0eJPeHHOM CyCTaBe, KOTOpPhble OTMEUYAJNCh B IIOKOE U
COXPaHAJNCH O MOMEHTA IOCIUTANIN3AIINN, & B TIOCJIeIHIE
2 CYTOK NPHCOEIUHMNJIACH XPOMOTA.

Anamue3 xusHu: Maabumk oT VIII Gepemennoctu,
I pomos. Ilpeabiayiie 6epeMeHHOCTH 3aKOHUNINCH MEIUITIH-
ckuMu abopramu. Hactosias 6epeMeHHOCTh IPOTEKAIa Ha
¢oHe recTo3a HA BCEM IIPOTAKEeHNH (TOIITHOTA, PBOTA, OTEKH),
OPBU cpexnneii Ts:xectu B I TpumecTpe, 060CTPeHUA XPOHU-
yecKkoro nuesoHedppura B 24—26 Hen (mosyuasa JiedeHue
B cTalnuoHape), pesayc-KouduKTa. Pomabl cpouHbIe, Macca
Tesia npu poxkaenuu 3000 r, gauHa 51 cM, Macco-poOCTOBOMH
KoadhdunmeHt 58, sakpuuas cpasy. K rpyau npuioKuIn Ha
3-u CYyTKH mu3-3a TsKeaoi acpuxcuu. IIymouyHbIil oCcTATOK
oTmaJ Ha 3-U CYyTKM. BeImumcaH um3 poamoma Ha 6-e CyTKu
B YIOBJIETBOPUTEJIHLHOM COCTOAHMUU. Ilepros HOBOPOIK IeHHO-
CcTHU IpoTeKaJi 6e3 ocobenHocTeil. EcTecTBeHHOE BCKapMJIUBa-
HUe 10 6 MecsIeB, 3aTeM afallTUPOBAHHBIMU CMeCAMHU, ITPHU-
KOPMBI BBeJIeHHI B cpoK. HepBHO-TIcuXUUecKoe u husuuecKoe
pasBuTue o Bo3pacTy. IIpuBUT B JeKpPeTUPOBAaHHELIE CPOKHU.
Ilepenecenunie 3aboneBauusa: OPBU mo 5 jer mpakTuuecKu
eKeMecsauHo, mocJie 5 JeT — 5—6 pas B roj; BeTpsaHAadA ocIa,
JaxkyHapHad anruua B 1996 r., octpas mueBMoHus B 1997 r.
Auneprojioruueckuii aHaMHe3 He OTSATOINeH, reMoTpaHcy-
3uii He ObLT0. HacsecTBeHHbBINM aHAMHE3 OTATOIIEH : I10 JIMHUK
MaTepu — O0OMEeHHOMH, 9HIOKPUHHO, CepAeYHO ITaTOJIOT el ;
0 JUHUU OTIla — OHKOJOTUYECKOI IMaTOJOTUEH.

IIpu ocmoTpe (prsruecKoe pasBUTHE CpeaHee, JUCTapMO-
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HUYHOe 3a cueT gedpurnura macckl Tesma (13%). Crurmsr
nucoMOpHoreHe3a B BUIE <«OJUMIUHCKOTO» Ji0a, HU3KOI'O
pocTa BoJIoC, TUIIEPTEeJIoOpu3Ma rJjas, rOTUYecKoro Héba, mc-
KpuiieHus V mabiia Kucteil. KosKHbIe TIOKPOBLI X BUAUMbIE
CJIU3UCTEIE 000JI0OUKY OJiefHbIe, uncThie. CycTaBhI BHEIITHE He
M3MeHEeHBI, KOXKa HaJl HUMJ HOPMAaJbHOM OKPACKY U TeMIIepa-
TYpPhI, aKTUBHEBIE ¥ MACCHUBHLIE ABUKEHNS BO BCEX CyCTaBax
B mOJIHOM o0beMe. Mukpomnonuagenus. Ileuens +1cm, Kpait
MATKNHA, 3JIaCTUYHEIN, 0e3001e3HEeHHbIA, IY3bIPHBLIE CUMIITO-
MBI oTpuItatesbHble. CelleseHKa He MaJbIIUPYeTC.

Awnamus xposu: 9p.3,9+102/x1, Hb 111 r/x, per. 3%,
p. 409+10°%/1 (105%0), 1. 8,8+10% 1, c. 47% , aumd. 44%,
MoH. 9% , anmnsonuTos+, CO9 9 mm/u. Buoxumuueckuii ana-
JIN3 KPOBU: CBIBOPOTOUHOE ’Keyie30 17,8 MKMOJIB/JI, KaJbIIUii
2,5 mmoib/a, gochop 0,9 mMMoab/N, OUIMPYOUH OOIIMIT
12 MMouth/J1 (Hetrpsamoit 10,2 MKMOJTE,/J1, ipsamoii 1,8 MKMOJTB/ 1),
ACT 0,70 enm., AJIT 0,35 en., kpeatunus 74,8 MMOJIb/JI,
MoueBmHA 3,3 MMoJIb/J1. Ha peHTreHOrpaMMax KOCTeil Tasa Bce
KOCTH ObLIM OECCTPYKTYPHBIE, TOMOIeHHbIe, ILJIOTHEIE, 0e3 Tpa-
OeKyJIAPHOI CTPYKTYpPHI. IlaTo/I0THH CO CTOPOHBI Ta300€APEeH-
HBIX CYCTABOB BBIABJIEHO He ObLI0. AHAJOTMYHBIE N3MEHEHNU S
HaOII0aINCh Ha 0030PHBIX KPAaHUOTPAMMAX, OCOOEHHO BhI-
paskeHHbIe B KOCTAX OCHOBAHMS ueperna.

IIpu ocmoTpe ryIasHOro AHA OBLIW HAlJeHBI creruduy-
Hble 1)1 MB nsMeHeHna — YacTUYHAA aTPOPUA 3PUTEIBHBIX
HEPBOB, BPOKAEHHBIH HUCTArM, pacxomsiieecs Kocorjasue
oboux rias3. Muonus cpeaHeil CTelleHn TAMKECTH ¢ HanbOJIb-
mieil BEIPa’KEeHHOCTHIO CIIpaBa.

Takum oOpa3oM, B HaIllleM HaOJIOAEHUU IIPeICcTaBIeH
6oJsibHOIT ¢ KocTHOIT dhopmoit MB. Onucanublil ciayuaii mpesc-
TaBJISET NHTEPEC B CBA3U C PEIKOCTHIO 3a0osieBaHuA. OcobeH-
HOCTBIO OCTEOIIETPO3a y JaHHOI'0 OOJILHOTO SABJISETCA OTHO-
CUTEJbHO OJIArOIPHUATHOE TedyeHue ¢ Ae0ITOM B 7-JIeTHEM
BO3pacTe.

AA. Kaumos, T.M. BgoBuna, O.K. KyaewoBa, T.A. Yraosa,
O.U. EpemeeBa, B.A. KypbaHuHOBa

CAYYAHU CHUHAPOMA BAOXA —CYABILIBEPTEPA Y MAABUUMKA 3 AET

Kadeppa nponepeBTUKU AeTCKUX OOAe3HEN U IIOAUKAMHHUYECKOU NepuaTpuu CTaBPOIOABCKOU rOCYAAPCTBEHHON
MEAUIIMHCKON akapeMuy, LIeHTp mAaHUpPOBaHUS CeMbU KPaeBOT0 KAMHUYECKOTO AMAarHOCTUYECKOTO IIeHTPa,
AeTckas ropoackas KanHndeckas 6oabHUNA M. K. @uannmnckoro, r. CTaBpomnoab, PO

Cunapom Bioxa—Cyubindeprepa (CUH. — CUHIPOM HeJep-
JKaHWA IUTMEHTa, incontinentia pigmenti) orHocuTcs k rpyn-
e X-CIleIJIeHHBIX JOMUHAHTHO HACIeAYEeMbIX T€HOLePMAaTO30B
C XapaKTepHLIMU H3MEHEHUsSMU OKPACKHU KOXKU. Brepsble
curagpom omucad A. Garrod B 1906 r., oqHaKO CBOe Ha3BaHUe
MOJIyYMJI 110 MMEHHU IIBediapckoro mepmarosior B. Bloch
U aMepuKaHCKoro gepmarosora M. Sulzberger, onucasiiux ero
60s1ee moapobHO B 1926 u 1927 rr. coorBercTBenHO [3]. Ilpu
9TOM TreHOJepMAaTo3e HapSALYy C IOPaKeHUeM JKTOIEePMBbI
HaOJIIOAI0TCS MHOKECTBeHHEIE Me30/[epMaIbHbIe JUCILIIa3UN.
DeHOTUINYECKU 3TO MPOSABJSAETCS COUETAHNEM KOXKHBIX U
BHEKOJXHBIX CHMIITOMOB 3a0osyeBaHusA. KoKHble NU3MEHEHUs
HOCAT (Pa3HBIM XapaKTep, HA OCHOBAaHUM uYero 4 craguu —
OyJLIe3HYIO (BeBUKYJIE3HYI0), runepTpodudecKyio (mpoaude-

paTUBHYIO), HUTMEHTHYIO 11 aTpoduuecKyro. B 1-if craguu Ha
KOJKe IOSIBJISIOTCS 9PUTEeMATO3HBIE, 9PUTEMATO3HO-OTEUHbIE
WY YPTUKAPOIOLOOHEIE 3JIEMEHTHI, PACIIOI0KeHHbIe TNHeH-
HO Ha crubaTeJbHBIX IIOBEPXHOCTSIX KOHEUHOCTEH U Ha OOKO-
BBIX IIOBEPXHOCTAX TyaoBuIra. Ha atom poHe Ha KOXKe MOSIB-
JISIOTCS IY3bIPHKY MU ITY3BIPY C IPO3PAUHBIM COAEPIKIUMBIM,
BCKpBIBaIOIIHeca ¢ 00pasoBaHUEM SPO3UUM UM BIIOCJIEICTBUU
MOKPHIBAOINIECs: KOpKaMu. B comep:XxuMoM ny3bIPHKOB 00-
HapysKuBaeTcsa 0O0JIbIIOE KOJUUYECTBO 303UHO(MUIIOB. BBICHI-
naHWudA, KaK IPaBUJIO, HECKOJIBKO Pas MIPUCTYII000Pa3HO PeIu-
OUBUPYIOT, IPOAOIIKUTEIbHOCTD 9TUX BCIIBIIIEK OKOJI0 3—5
Hemenb. Bo 2-if cTaguy mpolecca SpuTeMaTO3HO-BE3UKYJIes-
HBIE JIEMEeHThI CMEHAI0TCA 60POLaBUATON CHIIbIO, TOKAINIY-
IOIIeNca Ha THIIBHOM ITOBEPXHOCTU KUCTEH U CTOI, OAHOBpe-





