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OcreoneTpo3 (MpaMopHas 60Jie3Hb, BPOXKJAEHHBIN OCTEOCKIJIEPO3, 601e3Hb AJIbOEpC-
[llenbGepra) — peakoe HacieACTBEHHOe 3abojieBaHHMe, NP KOTOPOM OTMEYaeTcs
reHepaJIn30BaHHOE HU30BITOYHOE KOCTeOOpa3oBaHHUE, BeAyllee K VTOJIIEHHUI0 KOCTEH,
CY’KEHUIO U JIa’Ke TOJTHOMY HMCUE3HOBEHUIO KOCTHOMO3TOBBIX IpOCTpaHCTB. [loaTtomy s
OCTeOIeTPO3a XapaKTepHa TPHUA/IA: TOBBIIIIEHHAS IIOTHOCTh KOCTEN, UX IOMKOCTb U aHEMUSI.
3abosieBaHME BIIEPBBIE OITMCAHO HEMEIKUM XUpyproM Anbbepc-1len6eprom B 1904 T.

ATHOJIOTHA W TATOTeHe3. JTHUOJIOTHS U TaToreHe3 OCTeOoIleTpo3a H3yUYeHbI
HEeZI0CTaTOYHO. HecoMHEHHO yuacTHhe HAcJIe/ICTBEHHBIX (PAKTOPOB, C KOTOPHIMH CBSI3aHO
HapylIeHne Pa3BUTHS KOCTHOU U KPOBETBOPHOU TKaHU. [Ipy 3TOM MpoucxoauT n3bbITOUHOE
dopmupoBanne (YHKIMOHAJIBHO HEMOJHOIIEHHOM KOCTHOM TkaHU. I[losnaraioT, d9TO
Ipollecchl TMPOJAYKIMM KOCTU MNPeo0JaZjaloT HajA ee pe3opOIiuel, 4YTO CBA3aHO C
(QYHKIIMOHAIPHON HECOCTOATEIBHOCThI0 OCTeoKsacToB. C HapacTalIINM BBITECHEHUEM
KOCThI0O KOCTHOTO MO3Ta CBA3aHO Pa3BUTHE aHEMUM, TPOMOOLIUTOIIEHUH, IOSBJIEHHE 0UaroB
BHEKOCTHOMO3TOBOTO KPOBETBODEHUsS B I€UEHH, cejie3eHKe, JUMGATHYECKUX y3JaX, 4TO
BeJIeT K UX YBEJIMUEHUIO.

Knacendukanmus. Pazanuamot a8e GOPMBI OCTEONETPO3a: PaHHIOW (ayTOCOMHO -
pelleCCUBHYIO) W TMO3AHIOK (ayTOCOMHO — JOMHHAHTHYI0). PaHHsAA ¢opma ocreomeTposa
MpOSIBJIAETCS B PaHHEM BO3pacTe, HMeEeT 3JIOKAaYeCTBEHHOE TeYeHHe, HePEIKO
3aKaHUYMBAETCS JIETAJIBHO; MMO3AHAA PopMa mpoTekaeT 6oJiee J0OPOKaYECTBEHHO.

ITaTosiornueckass aHaromMus. [Ipu ocreomeTpo3e MOKeT OBITh MOpPa’KEH BeCh
CKeJieT, HO O0COOEHHO TpyOdJaThle KOCTH, KOCTH OCHOBAHHS 4Yepela, Ta3a, IO3BOHOUYHWUK,
pebpa. IIpu paHHell ¢hopMe ocTeoreTposa JIMII0 UMeeT XapaKTEPHBIN BU/I: OHO IIMPOKOE, C
IIIUPOKO PACCTaBJIEHHBIMH IJIa3aMH, KOPEeHb HOCA BJABJIEH, HO3/IPU Pa3BEPHYTHI, T'yOBI
tonctele. Ilpu »sTOolt dopme oTMeuanT TrUAPOUedATNIO, IOBBIIIEHHOE OBOJIOCEHUE,
reMoOpparnJyecKuil iiaTe3, MHOKECTBEHHbBIE TOPAKEHUsI KOCTEH, TOT/[a KaK MpPHU IO3/THEN
dopme ocTeomeTposa mopaxkeHue KocTel, KaKk IpPaBWiIo, orpaHudYeHHoe. OuepTaHus KOCTel
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MOTYT OCTaBaThCsl HOPMAaJbHBIMH, XapaKTEPHO JIMIIh KOJIOOBUIHOE pACIIUpEHUEe HIKHUX
OT/ieJIOB OeipeHHbIX KocTed. KOCTH CTaHOBATCA TSKEJIBIMH, PACIUIUBAIOTCA ¢ TpyZoM. Ha
pacnuiax B JYTMHHBIX KOCTSX KOCTHOMO3TOBOH KaHaJI 3all0JTHEH KOCTHOW TKaHbIO M YacTO He
ompejiesisieTcsl. B IUIOCKHMX KOCTSIX KOCTHOMOB3TOBBIE IPOCTPAHCTBA TaKXKe e7[Ba
omnpezesnsaoTea. Ha mecte rybuaTtoro BelmecTBa HAXOJAT IUIOTHYIO OJHOPOJHYIO KOCTHYIO
TKaHb, HANOMUHAWIIYI0 NUINGOBAaHHBIM Mpamop (MpamopHas 0osie3Hb). Pazpacranue
KOCTH B 00J1aCTH OTBEPCTHI M KaHAJIOB MOJKET IPUBOJAUTD K CZIaBJIEHUIO M aTPO(HUH HEPBOB.
VIMeHHO ¢ 3TUM cBsi3aHa HauboJsiee YacTO BeTpevarmmasacsa aTpodus 3pUTEIbHOTO HEPBA U
cJIemoTa TMpU ocTeomeTpo3e. MUKpOCKONUUecKass KapTHHA 4Ype3BBIUANHO CcBOeoOpasHa:
[aTOJIOTUYECKOEe KOCTeOOpa3oBaHME IIPOUWCXOUT Ha MPOTKEHUM BCEH KOCTH, Macca
KOCTHOTO BEIIlECTBA PE3KO YBEJIMUEHA, CAMO BEIECTBO KOCTH OECIIOPsI0YHO HAaTPOMOKIEHO
BO BHYTPEHHHUX OTZesIaX KocTeld. KOCTHOMO3roBbIe MPOCTPAaHCTBA 3aII0JTHEHBI OECIIOPSI0YHO
PAaCIIOIOKEHHBIMU CJIOUCTHIMH KOCTHBIMH KOHIVIOMEpaTaMH WJIH IUIAaCTHHYATOH KOCTBIO C
IYyrooOpa3HbIMH JIMHUAMH  CKJIEHWBAHUs; HapsaAy C OSTHM BCTpPeYaloTcsa OaIku
SMOPUOHAITBHOU rpyOOBOJIOKHUCTOU KOCTH. BuHb1 eTUHUIHbIE yYaCTKHU
MIPO/IOJIKAIOIIETOCS KOCTeOOpa30BaHUs B BHUJIE CKOIUIEHHH ocTeobs1acToB. OCTEOKIIACThI
eITUHUYHBI, TPU3HAKH Pe30POINU KOCTH BhIPAKeHbI HE3HAYUTEIFHO. ADXUTEKTOHHUKA KOCTH
BCJIEZICTBHE OECIopsAMOYHOTO 00pa3oBaHUA KOCTHBIX CTPYKTYp YTpPAauyUBaeT CBOH
(byHKITMOHATIbHBIE XapaKTEPUCTUKH, C YeM, OUYEBHUIHO, CBA3aHA JIOMKOCTh KOCTE€H WIpHU
ocreonieTpo3e. B 30HaX SHXOHIPAJIHHOTO OKOCTEHEHHs Pe30pOIHA XPsIa ITPAKTHIECKH
orcyrcTByeT. Ha ocHOBe xpsma ¢GOpMHPYIOTCS CBOeOOpa3HbIE OKPYIJIbIe OCTPOBKU W3
KOCTHBIX 0QJI0OK, KOTOpbIE ITOCTENIEHHO MPEBPAIIAIOTCS B IITUPOKUE OAJIKH.

JInarHoO3 yCTaHABJIWBAIOT KJIWHUKO-PEHTTEHOJIOTUYECKU. 3acTy;KUBaeT BHUMAHHUS
HaOJo/laeMasi WHOTZA y OTUX OOJBHBIX Pe3K0 M30bITOYHAsA KOCTHAsi MO30JIb,
HAIIOMHHAIOIAsl OITyXO0JIb, — IICEB/IOCAPKOMA.

Ociro:xeHusa. YacTto BO3HUKAIOT IIEPEJIOMBI KOCTeH, 0cOOeHHO Oe/peHHbIX. B MecTax
IIepeJIOMOB HEPEIKO pa3BUBAETCs THOWHBIA OCTEOMHUENUT, KOTOPBIM HWHOT/IA SIBJISETCS
HMCTOYHUKOM CeIlCcHca.

Jleuenue. CHUMIITOMAaTUYECKOE, OPTOIEAUYECKOE, KaJIBIUTPHOJN. B TAKETBIX
CIyJasx — Iepecaka KOCTHOTO MO3ra.

IIpuuuHBI cMepTH. BoJIbHBIE OCTEONIETPO30M Yallle YMUPAIOT B PAaHHEM JETCKOM
BO3pacTe OT aHEMUH, THEBMOHHUH, cercuca [1, 2].

Ms1 Hab TIO1aTM paHHIOI0 (GOpMY (ayTOCOMHO-PEIECCUBHYIO) OCTEOIIETPO3a.

Bospaas U., 1 roxa 7 Mec., HaXoAWJIaCh B IeJINaTPUUECKOM OT/iesieHnn NQ 2 JleTckoit
00J1aCTHON KJIMHUYECKOH O0JIBHUITHI T. Besropoza ¢ 25.01.2011 T. o 02.02.2011 T.

IMocTynuia c sxkamobaMu Ha: MOJIKOKHbIE TeMaTOMBI, 0JI€JTHOCTbD, BSIJIOCTb.

JleBouka OT 2-i HOpMaJIbHO IPOTEKaBIlIeH OepeMEeHHOCTH, 2-X CPOYHBIX POIOB.
Macca TeJia mpu poKIeHuU 3200 T, JIMHA 49 CM., 3aKpH4ajia cpasy. BelnrcaHa u3 poagoMa
Ha 7-e cyTKU. [leproj; HOBOpOKAEHHOCTU 6€3 0cOOeHHOCTEH.

[Ipodunaktuyeckue npuBUBKU: BakiuHanusa bI[2K, B mociemytonmem — MeA0TBO/IbL.

ITepenecénnbie 3aboseBanusa: OP3, 5HTepOKOJIUT, OOCTPYKTHUBHBIM OpPOHXMUT.
AnneproanamHe3 criokoeH. HacyieicTBEHHOCTh HE OTATOIIEHA.

B Benropojckyio obsacth peb€HOK mpubObLT 13 HoBocubupckoil obJiacTu B STHBape
2011T.

AHamMHe3 3a00JieBaHUA: PeOEHOK 00JIEH C 4 MeCSIEeB, KOT/Ja BIEPBbIE BHISBJIEHO
yBeJIUUEeHNEe TeYeHH W CeJIe3€HKH. B Hos0pe 2009 T. Haxoawsiach Ha 0OCIEIOBAaHUU U
JledeHUH B oOsiacTHOW OosibHUIIE T. HoBocubupcka IO TOBOAY: aHEMHH, paxuTa,
TUIIOTPO(UM,  TEPUHATAJIBHOTO  TOpPa)KeHWs  [EHTPAJIbHOW  HEPBHOH  CHCTEMBI,
rugporieday i,  3aKpPHITOTO  JIMHEHHOTO  IIepejioMa  JIeBOH  TEMEHHOW  KOCTH,
renarocivieHoMerayimid.  [IOBTOPHO  rocnmuTaJiMm3upoBaHa B sIHBape 2010  T.:
renaToCIIEHOMETaIus, JIEUKOIUTO3, BhIsABIeHa sKcmpeccuss reHa BCR-ABL — 0,04%. C
deBpana mosydana Tepamuio mpenapatoM [JimBek, Ha (oHE MTPOBOANUMOTO JeYEeHUs
CHHUBWJICS YPOBEHD JIEUKOIUTOB, COXPAHSIACh TEH/IEHIINA K aHEMUU W TPOMOOITUTOTIEHUH,
renaToCIIEHOMET T .

C 18. 10 mo 25. 12. 10 T. HaxoAWJIach Ha 0OCJIEIOBAaHUU W JIEYEHUU B OT/IEJIEHUH
reMarosiorud NO 1, TpaHCIUIAHTAIlMd KOCTHOTO MO3Ta U OT/IeJIEHUU peaHuMaIuu |
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WHTEHCHUBHOU Tepanuy PecyOIMKaHCKOU JieTcKor KinmHndeckoi 6ompHUIBI (OPUT P/IKD)
r. MOCKBBI.

[Ipy TEpPBUYHOM TMIOCTYIUIEHUHM KajToObl OBUIM Ha TIOBBIIIIEHHE TEMIIEPATYPBI.
Cocrosinne pebeHKa Tsokesoe. CaMOUYYBCTBHE CTPaZiajio HE3HAYUTEJIBHO: CJ1a00CTh, BSUJIOCTb.
KosxHble TIOKPOBBI, CJIU3UCTHIE OJIeIHbIE, YMEPEHHO BJIAQKHBIE, YHCThIE. [10IKOKHO-?KUPOBast
KJeTJyaTKa pa3BUTA HEJOCTATOYHO, TOHYC MBIIII CHIPKEH. Pacxopgsiiieecsi KOCOIVIa3He,
yMepeHHbIH 5K30(TambM. Yepen ¢ BbIOyXaHWEM TeMeHHBIX OyrpoB. CeplieuHO — JIeroyHas
JleATeIbHOCTD YZIOBJIETBOpUTEIbHAsA. JKUBOT yBeJIMueH B pa3Mepax, JOCTYIIeH MHajbllalliid B
runoractpud. IleueHs +7 cM, 1ioTHas1, 6e360s1e3HeHHas1. Cesle3eHKa +8 CM, IUTOTHO-3JIaCTUIHOH
koHcucreHIU. CTyJI JKUAKWAU 710 5 — 7 Pa3 B CyTKH, 3eJIEHOTO IiBeTa. /luype3 B HopMe. Jluzypuu
He ObLITO.

Pe3yabraTrel oOciaegoBaHusa. KimHuueckuil aHamm3 KpoBU OT 16.08.10.:
SPUTPOIUTHI — 2,0x10'2/71, HB 183 r/i1; perukymomutel- 22%o0; MCV 90 fL; MCH 28,6 pg;
MCHC 314 r/n; RDV 16,1; snedkonutsl 29,7x109/i1; /1 — 9%; c¢/a 12%, 1 50%, M 20%;
TPOMOOITUTHI 41X109/J1. BuoxuMuyecknii aHaIM3 KPOBU OT 17. 08. 10 T.. aybOyMuH 39 1/,
mioko3a 3,89 mmoutb/it; AnT 11 Ex/n, AcT 30 Ex/i, kxpeaTHHHH 12 MKMOJIb/JI; MOUEBHHA
2,7 MMOJIb/J1; OUIUPYOUH OOl 25,4 MKMoab/s1; K — 6,2 Mmoinb/i, Na — 131 MMOJIb/JL.
[Ipsimas nmpoba Kymb6ca otpurniatesnbHas. MoJIEKyJIsIpPHOE HCCIe/IOBAaHUE SKCIPECCUU TeHa
BCR-ABL-0,091%. Muenorpamma 23. 08. 10 r.: IIyHKTaThl 00euX TOUYEK IPaKTUYECKU
OZIMHAKOBBI, YMEpEeHHO OoraTbl MHEJIOKapUOIUTaMH, IOJUMOP(HBI IO COCTaBy,
coZlepsKaT MaJio KMpa M CTPOMAaJIbHBIE BJIEMEHTHI, B OCHOBHOM OCTEOKJIACThI. BJiacThbl
COCTaBJIAAIOT 2,4%, 110 MOPGOJIOTUUECKHM OCOOEHHOCTAM OHU MOTYT OBITh OTHECEHBI K
Pa3JINYHBIM reMOIIO3THYEeCKUM JUHUAM. HelTpodMIbHBIN POCTOK COXpaHEH, CO3PEBAHNE
HeUTpOGUJIOB He HaAPYIIEHO, BBIPAKEHBI SABJIEHUS JHCHEHUTpomos3a. MOHOIUTAPHBIN
POCTOK pacIIuMpeH, JUM@OIUTAPHBIH POCTOK COXpaHeH, 0b6a pocTka 0e3 CyIeCTBEHHBIX
0COOEHHOCTEH. DPUTPOUAHBIA POCTOK CYIIECTBEHHO Cy)KE€H, SPUTPOI033 HOpMabJiacTu-
YeCKHUH, TeMOIJIOOMHM3aNus 3ajiep:kaHa Ha ITOJIMXPOMAaTOUIBHBIX (OpMax, BBIPAKEHBI
SIBJICHUS ~ JINCOPUTPOIIO33a  BIUIOTh JO  METAJIO0JIAaCTOMAHOCTH  YacTU  KJIETOK.
MerakapuonuThl €IWHUYHbIE B IIpernapaTre, ¢ BHIAUMON OTIIHYPOBKOW TPOMOOIIMTOB;
BCTpEYAIOTCA OOIIUPHBIE CKOILJIEHHS TPOMOOITUTOB.

Koarysmorpamma ot 19.08.10 r.: ¢ubpunoreH — 2,0 r/a, AUTB — 36 cek., [T — 105%,
MHO - 0,99; TB — 20 cek. MoJjekyisapHO-TeHETMUECKOe HCCJIe/IoBaHre 19.08.10 T. —
XpPOMOCOMHBIE TpaHCJIOKAaIuu He oOHapykeHbl. GM-KojioHMM — He HabJOAaeTcs
crioHTaHHOTO pocta OM- npeaIecTBEHHUKOB. I'pymna kposu ot 16.08.10 r.: A (II) BTOpas,
Rh «+» monoxurenpHast.

Aaexkmpoxapouoepagduueckoe 3akaroueHue ot 17.08.10 r.: HopmasbHOe MOJI0KeHNEe
3JIEKTPUYECKOl ocu cepana. CHHycoBass yMepeHHAass apUTMHUSA C TEHAEHITNEN K TaXUKapIUuU
136-143 yAapoB B 1 MUH. DXOKapanorpaduyeckkoe obcaeaoBanue (CKpUHUHT) OT 06.08.10:
JIeBBIU Kemyziouek 29/19 mm EF 67%. I1paBblil skesty/iouek 11 MM pa3Mephl IOJIOCTel cep/iia
Ha B/rpanwuIie HopMbL. COKpaTUMOCTh MUOKapAa B HopMme. OTKpbITOe 0OBasibHOE 0KHO (O0O0) ¢
JIEBO-TIPABBIM cOPOCOM. BhITIOTA B IMOJIOCTH ITEpHKAp/IA HET.

Yavmpassykogoe uccaedosaHue op2aHo8 OprOwWHOU noaocmu OT 29.01.08 r.
[Teuens yBesnueHa, nepefiHe-3aJHUN pa3Mep MpaBou 07U 93 MM, JieBoi 45 MM. KoHTypbI
poBHbIe. [lapeHxMMa C YIUIOTHEHHBIMU CTEHKAMH COCY/IOB. DXOT€HHOCTh HE M3MEHEHa.
BHyTpumeueHOUYHBIE JKEJIUHbIE IIPOTOKM He pacmupeHbl. [lo/pkenynouHas jxesesa
yBeJIM4eHa, TOJI0OBKa 10 MM, TeJO0 9 MM, XBocT 16 MM. KoHTypbel poBHble. IlapeHxuma
OTHOPOZIHAsA. DXOTeHHOCTh HECKOJIbKO TOBBIIIIEHA. BHUPCYHrOB MHPOTOK HE pacCIIUpEH.
JKesrunbIll my3bIph: (popMa oObIUHAS, IIPOCBET YHUCTHIH, CTEHKU IIOTHBIE. Ceyte3eHKa 98x32
MM yBeJIMUYeHa, B BOPOTaX JOI. ceJe3eHKa 14x11 MM. [lapeHXnMa HEOJTHOPOJIHAsA 34 CUYET
MHO?KECTBEHHBIX THIIO9XOT€HHBIX BK/IIOUEHHH, O 2MM, ITOJYEPKHYT PHUCYHOK COCYOB.
JluMdoy3s1bl B OPIOITHON ITOJIOCTU U 3a0PIOIIMHHO He BbIsABJIeHbI. CBOOOTHOU KUIKOCTU B
OpIONIHOM IOJIOCTH: HeT. [I0YKM pacrosioKeHbl 00bIYHO, yBeJuueHbl. [IpaBas 75x33 MM.
JleBasa 74x34 mm. Koutypbel poBHble. [lapenxuma — auddepeHIIIpOBKa COXpaHeHa.
IXOTeHHOCTh He H3MeHeHa. YalleyHO-JIOXaHOUHBIM KOMILIEKC: CTeHKHU IIJIOTHBIE CJIeBa
MIPOCBET JIOXaHOK 5 MM. MO4Y€eBO¥ IMy3bIPh HE TYTO 3aII0JIHEH, B ITPOCBETE B3BECHh U XJIOMbS,
MOYETOYHUKH He IMPOCIEIKUBAIOTCA.

Penmeenoepagusn opeanos 2pyoHoil noaocmu ot 18.08.10 r.: IIpaAmas mpoekius,
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JlerouHnble IOJIA OJWHAKOBOM IIPO3PAYHOCTH. B JIerKux IIaTOJIOTMYECKUX TeHed He
onpezensderca. JlerouHelll pucyHok He auddepennupyercsa. KopHu MasoCTpyKTYpHBI, He
pacmupeHsl, He YIJIOTHEHBI. TeHb cpefocTeHUsA He pacIIdpeHa, PacloJyoKeHa CPeUHHO.
Tenp cepana He UW3MeHeHa, He pacmupeHa. KocraspHad I1IeBpa He H3MeHeHa.
[TneBpasibHble CHHYCHl CBOOOAHBI. [lmadparma ¢ YETKUMH, POBHBIMU KOHTYPaMHU,
pacmiosio’keHa 00bIYHO. Tesla MO3BOHKOB, pEOpa YIUIOTHEHBI, II€pEIHHUE OTPE3KH pEbep
pacuiupeHsl — paxUTHYECKHe YETKH, MeTadu3bl IIEYEBBIX KOCTEH BOPOHKOOOPA3HO
pacmmpeHsl, C HEYETKUMU KOHTypaMH, HeCTPYKTypHble. (OOMEHHas OCTeONaTHA.
PeHTreHOrpaMma HOCOTJIOTKH C KOHTpacToMm 23.08.10 r. Popma uepena ruzgporedaabHas,
KOCTH CBOJI[a HCTOHUYEHBI, OOJIBIIOW POAHUYOK 7X6,5 cM. B j1eBOll TEMEHHOU KOCTHU
ompejieisieTcss IEepesioM, JIMHUA IepejioMa HAET OT 0. pOAHWYKA, Jlajiee B cepefiuHe
TEMEHHOH KOCTH IOJ; YIJIOM B 90" IPOJIOJIKAETCA JI0 TEMEHHO-BUCOYHOTO IIIBa, OT YIJIA eIlé
O/lHA JIMHUA IlepejioMa IIPOXOJUT 4Yepe3 BCI0 TEMEHHYI0 M 3aThJIOUHYIO KOCTh, MacTas 2
MM. I[IBBI HE COMKHYTBI, YMEPEHHO pACHIMPEHBI. YIJIUHEHO U YIJIyOJIeHO JHO 3ajHel
YyepenHo-MO3TOBOM fAMKHU. JIHO cpefjHell UepemHO-MO3rOBOM AMKH YKOPOYEHO,
PAaCHOoJIOKEHO BEPTUKAIBHO, TypeIKOoe CeflJI0: pa3Mepbl He yBeJIUueHbl, KOHTYpbl POBHBIE,
yérkre. OCTeoCKIepo3 KOCTeH CBOjla depela, PHCyHOK NabIleBbIX BAABJIEHUN CcryiakeH. B
MPOEKIIUN TEMEHHO3aThUIOYHOH 00JIacTU  OmpeziesisseTcsl OKpyIjlasg HHTEHCHBHASA
TOMOT€HHasA TeHb 0e3 UYETKHUX KOHTYPOB — pacIIMpeHHe B JIMKBOPDHOHW cucreme? B
MPOEKIIUN POTOIJIOTKY MOMAapKU KOHTpacTa. PeHTreHorpaMmma Koctel tasza oT 28. 08. 10 T.:
Ompenensercsa TNopakeHWEe BCeX BUAUMBIX KOCTeH Taza, OeApeHHBIX KOCTeH, HIKHUX
TPYAHBIX IO3BOHKOB, IIO3BOHKOB MOSICHUYHOTO M KPECTI[OBOTO OT/EJIOB, PEbep: muddy3HbIHA
OCTEOCKJIEPO3 B COYETAHUU C MEPHOCTAIHLHBIM THIIEPOCTO30M IO TUMY 'My(ThI" 3a cuer
CIOHTHO3UPOBAHUSA KOPKOBOTO CJIOSI TPYOUATHIX KOCTeH (HAIIOMUHAET Ty0JaTylo KOCTB).
3akJIroueHue: 0CTeoneTpos.

Permeenoepamma kocmell npeonneuvs 29.08.10 2.: B 3amACTbAX ONPENEsSAIOTCs 10
TPU fA7pa OKOCTEHEHHUs:, OTCYTCTBYIOT f/ipa OKOCTeHeHUs 3Nubu3oB GaaHT, MACTHBIX
KOCTel, JIydeBbIX KOCTel, T.e. HellpaBWJIbHAsA IIOCJI€Z0OBATEIbBHOCTh OKOCcTeHeHus. Koctu
KHCTeH W TpeAIIeYbsi, a TAaKKe KOCTU Ta3a, OeJApeHHblE KOCTH, Tesa ITO3BOHKOB DPE3KO
VIUIOTHEHBI, /1ehOpPMUPOBAHbI, KOCTHOMO3TOBOM KaHaJl B TPyOUAaThIX KOCTSIX HE
nuddepeHupyercs, Meradussl OyJIaBOBUIHO PACIIMPEHBI, CTPYKTypa HX HEYETKAA C
paspsxkenueM. Baosb quadusos B Buze MyPThI YILIOTHEHHAA HAaJIKOCTHUIIA. OCTEOIeTpos.

Komnwsiomepnas momoepagu 20108H020 mo32a 30.08.10 r.: Ha npezjcraBieHHBIX
U300paKEeHUAX OTMEUAeTCs: paclIdpeHre OOKOBBIX JKETy[IOYKOB, IIAPOBUHBIA 3
JKeJIy/IoUeK C IIUPUHOM J0 12 MM, YTO MOXKET OBITh BBI3BAHO BHYTPHIKEIYIOYKOBOU
runepTeH3ueu; oOTcyTcTBre 4yeTkol AuddepeHnnanyu CTBOJIA U MO3KeUKa B KayAaJIbHBIX
otnenax. AHomanusa Kuapu?

Koncyavmayusa oxyaucma. 3akjaoyeHHe: YacTUUHAA aTpodus AucKa 3pUTEIHHOTO
HepBa. Pacxopsmieecs kocoryiasre. YBeJanueHUe JHaMeTpa POTOBUII.

Koncyavmayus Hespoaoza. 3akiaouenne: 3a7iepKKa ICUXOMOTOPHOTO Pa3BUTHUA HA
¢one ocHOBHOTO 3a001€BaHUS.

Koncyavmauyus aop-epaua. Ilpu 30HAMPOBAHUU IIOJIOCTH HOCAa BBISABJIEHA
HEToJTHAsI aTpe3usi X0aH, CJIeBa aTpe3us XOaH IIOJTHAas, BO3MOJKHO, KOCTHAs. YUHUTBHIBAs
HEIIOJIHYI0 aTPe3WI0 XO0aH CIpaBa M TSDKECTh COCTOSIHHSA II0 OCHOBHOMY 3a00JIEBaHUIO
OIIEPAaTUBHOE BMEIIATEIbCTBO MOKET OBITh OTJIOKEHO HA 1,5-2 TOfa.

Koncyavmayua eeHemuxka. 3axiiioueHue: /g MCKIIOUEHUs IPEAIIOIaraeMoro
Jluaeno3s: OcreoneTpo3. B3sATa KpoBb /J1s1 MOJIEKYJIIPHO-TEeHETUYECKOTO UCCIe0BAHNS.

3arrroueHue. Takum 00pa3oM, Ha OCHOBAHWH KJIMHUKH (TemaToCIIeHOMeTasusl,
aHeMHs, TPOMOOIIMTOIIEHUs, aTpodus [JIHCKA 3PUTEJHHOTO HEpPBa, 3aJ/iepiKKa
IICUXOMOTOPDHOTO PAa3BUTHUA), XapaKTEPHOM pPETreHOJIOTUYeCKON KapTHUHBI, BBICTABJIEH
nuarHo3: Ocreomnerpos. [y yrouneHuss (opmbl 3a00JieBaHUS HEOOXOAUMBI JTaHHbBIE
MOJIEKYJIAPHO-TEHETUUECKOTO UCCIeZI0OBaHUA. 07.10.10 T. TPOBEJeH KOHCWIUYM B
pecIyOJTMKaHCKOU JieTckoi kKimHudeckod OosbHUNE (P/IKB) B cocraBe: 3amecTUTENSA
[JIABHOTO Bpaya 110 MeIUITMHCKON yacTu bosoToBa A.A., pyKOBOJUTEJISI T€EMATOJIOTUUECKOTO
LIeHTpa, 3aMecTuTessd AUpeKTopa, Ipodeccopa Macuana A.A., 3aMecTUTesNsA JUPEKTOPA,
npodeccopa CamouaroBour E.B., 3aBemyiomeit otnenenuem CkopoboratoBoii E.B.,
3aBefyIolnell otTheseHueM oOmieir remarosiormu JlpimieBoit 3.M., Jewamero Bpada
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ApxumnoBoii A.H., Bpaueil oTaeneHus oOmeil remartosioruu. KOHCHWIMYM ITOCTaHOBWII:
YuuTeiBass  yAOBJIETBOPUTEIIBHOE  CaMOUYYBCTBHE, OTCYTCTBHE TpPYyObIX  OpraHHBIX
nuchYHKIHUN A5 JiedeHus 3a001eBaHus MOKa3aHO MPOBeIeHNE aJJI0 — TPAHCIJIAHTAITUU
koctHOTO Mo3ra (TKM), HHUITUUPOBAH MOUCK HEPOJICTBEHHOTO IOHOPa. Tepamnus: B cBsA3u ¢
JINXOPAJIKON, TEUeHUEM DHHTEPOKOJINTA, IoJaydasia UHGY3UOHHYIO Tepanuio, MaKCHUIINM
(16.08 — 31.08), meTporu (18.08 — 31.08), nud.rokan (16.08 — 30.08), apurpomacca A (II)
rososkuTenbHas — N2 4, tpombomacca N 4, cBexke3aMOpOKeHHas 11a3ma NO 1.

ITosTopHas rocnutanusanusd B PIIKDB 18.10.10 r. CocTosiHUE TAXKET0€E II0 OCHOBHOMY
3abosieBanuo. CaMOUYyBCTBHE CTpajajio He3HAUYUTeNbHO. JKajmoObl Ha 3aZepiKKy
IICUXOMOTOPHOTO Pa3BUTHs, CJ1aOOCTh, BAIOCTD, 0J1€ITHOCTh KOXKHBIX IOKPOBOB, N3MEHEHU
B aHa/JM3aX KPOBH, yBeJMUYEeHHE B pa3dMepax KUBOTA. KoOKHbIE ITOKPOBBI, CJIM3UCTHIE
OsienHBIE, YMEPEHHO BJIAKHBIE, YucTble. Ha JIOKTEBBIX crubax HSKXUMO3BI (B MecTax
BeHeNmyHKINHU). I10KOKHO-)KUpOBask KJIeTUYAaTKAa pa3BUTAa HEJOCTATOYHO, TOHYC MBIIII]
cHkeH. Bec 7 kr, rumorpodus. Pacxopsieecss Kocoryia3zme, YMEPEHHBINH 5K30(TaIbM.
Uepen ¢ BbiOyxaHHEM TeMeHHBIX OyrpoB. CepaeyHO-JIerOYHasA JeATETbHOCTh
yZoBJeTBopuTesibHAsA. ['pyaHas KiaeTka HWINHJApu4Yeckod ¢opmbl. KUBOT yBelndyeH B
pasmepax, JOCTyIleH TNajbllallul B rumoractpuu. IleyeHb +10 M, IJIOTHAasd,
6e306osie3HeHHasA. Cesie3eHKA +10 CM, IJIOTHO-3JIAaCTUYHON KOHcUCTeHIIU. CTyJT JKUJIKUH 710
2 pa3 B cyTKHU. /luype3 B HopMme. JIu3ypun HeT.

B pesynbraTe npoBefenHoro Jeuenus (TKM) cocrosiHue yiIydInnaoch. BeimucaHna
11o/1 HabJII0IeHHe TIeuaTpa o M/ 3KUTeJIbCTBA.

PexoMeHalIMK MO PEKUMY B IOCTTPAHCIIAHTAIIMOHHOM IIEPUOJIE;

BenenctBre  pa3BUTHA ~— BTOPDUYHOTO  MMMYHOAE(MPHUIIMTHOTO  COCTOSIHHSA U
3aMe/IJIEHHOH MMMYHOPEKOHCTUTYIIUH PEeOEHOK IO/IBEPIKEH BCEM BUAAM OaKTEepHUAJIHHBIX,
rPUOKOBBIX M BUPYCHBIX WMHOMeKnuid. /Iy 3amuThl oT WHPEKIUH U uX TPOoPUIAKTHKU
HeoOXOUMO BBIIIOJIHATH PAJL TPEOOBAHUIHA:

1. CobsromaTh CTPOTHH CAHUTAPHO-3MHUAEMHUOJOTHIECKUUA PEXKUM 10 MECTY
JKUTEJbCTBA — 00sA3aTeNIbHO ITpebbiBaHne pebeHKa B OT/AEJIbHOU KOMHATE,IOCEIIeHre
pebGeHKa TOCTAMH 3aIpeleHo, I0MyCTUMO HaX0XK/eHre He 0oJjiee 0JJHOTO POJCTBEHHUKA,
KpoMe MaMbl B KOMHaTe (B OZeTOW MeJUIIMHCKOW MacKe) — KOHTAaKT OTPAHUYHTH II0
BpeMeHu (He OoJsiee 1 vaca), WCKJIOYUTh U3 IIOMEIIeHHWs BCe IblJIecoOOUparoIue
MpeaMeThl, KOBPBbI, MsATKHE WIPYIIKH, T00eJeHbl, TOPThEPHI, BJIaKHaAsA ybOopkKa
IOMeIIeHHs HE MEeHee 2-X pa3 B JIeHb.

2. KBapueBaHue u mNOpoBeTpUBaHME MO 10 MHUH 2p B JeHb, 0OpaboTka
TMOBEPXHOCTEH JIe3.CPEACTBAMHE; UCIIOJIb30BaHNE UHIUBUYAJTbHOM TTOCY/IbI.

3. Hocwutb pecrimparop B KauecTBe 3alUTHI OT BUPYCHBIX ¥ TPUOKOBBIX WHQEKIIHNH,
MepeIaloIUXCsA BO3AYIIHO-KAEJIbHBIM IIyTEM, BO BCEX MOMEIIEHUAX, KPOME CAHUTAPHO
00paboTaHHOW KOMHATBI, B KOTOPOH MpoXKHUBaeT pebEHOK. PecrupaTop — JeWCTBEHHBIN
croco0 3amuThl OT TPUOKOBOTO TMOpaKeHUsA JIETKUX (acmepruiie3a), KOTOPOE MOXKeT
OBITH CMEPTEIHHO OMACHBIM.

4. U306eraTh CTPOUILIONIAZOK, MOMEIIEHUH, B KOTOPBIX MPOBOJAATCA PEMOHTHBIE
paboThl; THUIBHBIX THOMelleHui. l306eratb Mecra CKOIUIEHHs JiIofed (00ImecTBEHHbBIN
TPaHCIOPT, yueOHbIe 3aBe/IeHUs, TeaTPbl U KUHOTEATPbl, IUPK, Mara3uHbl, PpIHKH U T.]I.

5. IlpuauMaTh aHTHUOWMOTHKH, 3alUIIAKIKEe OT O0aKTepuil, eXeJHEBHO U
JUTATeNbHO (AMOKCUIIUJIJIMH UJIN a3UTPOMUIIUH — IPU JIIOOBIX IPpU3HAKaX UHPEKIUH,
OucenTos — JJA 3aIUTHl OT NHEBMOIUCTHONW IHEBMOHUU JO BOCCTAHOBJIEHUSA
UMMYHUTETA).

6. IIpuHUMAaTh NMPOTUBOBUPYCHBIE IpenapaThl O BOCCTAHOBJIEHUS MUHUMAJIbHO
HeOoOXOUMOTO YPOBHS JIMMQPOIIUTOB.

7. TIpuHUMAaTh MPOTHUBOTPUOKOBHIE IIPENapaThl 10 BOCCTAHOBJIEHUS UMMYHHUTETA.

8. Kareropuuecku 3ampelnieH KOHTAaKT C JKUBOTHBIMH, TaK KaK IIEPCTh, CIIOHA
KOIIIEeK W co0aK, KOpM JJIs1 phIOOK, OMEepEeHHe IITUI] U TIP. COAEPKAaT MUKPOOPTaHU3MBI,
KOTOpbIE MOTYT BbI3BaTh TsKeJIble MH(PEKIIMOHHBIE OOJIE3HMU.

9. Crporo cob6irofaTh peXUM MHUTAHHUA (HCIOJIB3YIOTCA TOJBKO TEPMUYECKH
o6paboTaHHbIE NPOAYKTHI, KDOMe HEKOTOPHIX (QPYKTOB — fAOJ0KH, IpyIIu, OaHAHBI,
abCOJTIOTHO MCKJIIOUEHBI CEMEUKH, OpexH, cyXodPYKThI, Yall U3 MMAKETUKOB U B 3aBapKe,
KOHCEPBBI, KOIMYEHOCTH, MOPENPOAYKTHI, JKUPHasA MHIIA, aJIKOT0JIb). Bee 6110712 TOIKHBI
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TOTOBUTBCA B JOMAIIHHUX YCJIOBHAX C CO6.TIIOIL€HI/IGM H€O6XOILHMOﬁ CaHHTapHOﬁ

00paboTKU.
10. BIO/THATh TpeOOBaHUA JUYHOU THTHEHbI — I0JIb30BaHUE HH/IUBUIYAJIbHOM
IOCy/ION, CMeHa HaTeJIbHOTO Oesbs €eKeJHEBHO, IOCTEJIbHOTO Oesbsi — uepe3 JeHb,

TUTHeHnYecKas o0paboTKa Tesa eXeHEeBHO, IMOJIOCKAaHHE ITOJIOCTH PTa HECKOJIBKO pa3 B
ZleHb, 00paboTKa MPOMEKHOCTH.

Heobxomumo n3beraTh mepeoxsiakaeHus 1 J000ro KOHTAKTa ¢ JIMIaMH, 00JIbHBIMH
OCTPBIMH PECITUPATOPHBIMU 3a00JIEBAHUSAMU U IPYTUMU WH(PEKITMOHHBIMU 3200 I€BAaHUSMU.

AXTHBHOE 00IIIeHHe C JETbMU B KOJUIEKTHBAX Ha JAaHHBIM MOMEHT IPOTUBOIIOKA3aHO.

25.01. 2011 T. HACTYITHJIO YXY/IIIEHUE U JIeBOYKa OblyIa HAIIpaBjeHa Ha CTalyIedeHre B
JIETCKYT0 001acTHYI0 KiinHU4YecKyto 6ospHUIy (JIOKB) 1. Besropopa.

Status praesens: cCOCTOsIHHE TsDKeJIOe: Bsjlas, alUHaMUYHasA, KpUK caabbid. Ilcuxo-
MOTOPHOE pa3BHUTHE OTCTaeT. Tesiocio)keHre TpaBuibHOe. Ko)KHBbIE MOKPOBBI: OJIeHEIE,
MHOJKECTBEHHbIE TeMAaTOMBbI, CJIHU3UCThle OJeqHO-pOo30BbIe. [I0AKOKHO-KUPOBOU  CJIOH
Pa3BUT HENOCTATOUHO. 3eB He m3MeHeH. JIumdaTuueckue y3Jybpl MeJIKde Ha Iiee. Jlerkue:
JIbIXaHUE JKECTKOe, YacToTa AbIXxaTeJbHbIX ABkeHud (Y/I/]) 40 B munHyTy. Cepile: TOHBI
puTMHYHBIE, yacToTa cepeuHbix cokparenuin (UYCC) 140 B muHyTy. ’KHUBOT yBeIUUYeH B
00BEMe, TTeUeHb 4-5 CM., cese3eHKa 4-5 cM. CTys 1-2 pasa B CyTKH. MoueHcIycKaHHe He

HapyuIeHo.
OO0ciemoBaHue:
Jleiiko- | dputpo- | Iemo- | TpombGo- Hopmo | CO3
Jara IUTHI IIUThI r106MH IUTHI ) i c M JI 0 61 MM /4
109/n 102/7 r/n 109/ )
25.01 6,9 1,12 36 8 1 28 27 8 11 7 1/100 29
01.02 6,5 3,56 116 64 1 9 70 4 15 5 16
02.02 | 6,2 3,27 106 87 1 11 53 1 17 3 6
O6muii aHamu3 MOYM OT 25.01.2011 T.: JIEUKOUUTHI — 7-8 B II0JIe 3peHusd,

SPUTPOLIUTHI — HE I'ycTOo, 6eJI0OK — He OOHApYIKEeH, y/I.BeC — 1000.

Koarymorpamma AUTB 34” TB 16, I1B 16”, ITTU 100%, dubpuHoreH 2,5 r/J1.

OKI: cunycoBbii putrMm, UYCC 130 B MuHyry, JOC BepTHKaJIbHAsA, BBICOKUU
3a0CTPEHHBIN.

Cocko0 Ha 9HTEPOOHO03, ITUCTHI JIAMOJIMI: OTPUIATETLHBIH

Kast Ha KuIeyHyo rpymniy — OTpUIaTeTbHBIN

Konucynpranmusa remarosora: OCTeONeTpo3, COCTOSHUE II0C€ TPAHCIUIAHTAIUU
KOCTHOTO MO3Ta, BTOPUYHAas aHEMUS, TPOMOOIUTOTIEHHU .

IIpoBeneHO JeueHMe: CBEKE3aMOpPOKEHHasA IiazMa 30. O1. 2011 T., 3pUTpoMacca,
TpoMboMacca (mocjiemHUA pa3 31. O1. 2011 T.), BHYTPUBEHHO: IJIIOKO3a 10% — 100,0,
uHeynuH 2 EJl, xanua xmopup 4% — 10,0, TJIIOKOHAT Kajiablud 10% — 2,0, JUIAHOH,
pubokcuH, ButamuH C, 1iedabo..

CocrosiHHe YJIy4IIWIOCh, MaTh ¢ PEOEHKOM yIIIa IOMOM IOJT PAcIUCKY, COODIIEHO
paiinezuaTpy o MeCTy *KUTEeJIbCTBA.

PexomenioBaHoO:

- HaOJTI0/IeHE TIe/TNaTpa,

- aHAJIU3 KPOBU Uepe3 HeJlesio,

- HU30paJI 120 MT X 2 pasa B HOC 3 THA B HeJIeJII0,

- aIUKJIOBUP 75 MT X 3 pasa B JIeHb JI0 MOoKaszaress JIUM@OIUTOB 40% B aHAIU3€
KpOBH,

- Bu(epoH I 1o 1 cBeue 2 pasa B ieHb, Uepe3 JIeHb, Kypc 3 MecsIia.

Uepes 2 CyTOK HACTYIINJI JIETAJIbHBIA UCXO/I.

JIureparypa
1. Boakos, M.B. bBosnesnu kocreii y nereii./M.B. Boskos// M., 1985. — 250 c.

2. HaciencrBeHHble cucTeMHble 3a60seBanus ckesera./M.B. Bonkos [u ap.]// M., 1982, —
181c.
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CASE OF MARBLE BONE DISEASE IN CHILD OF 1YEAR 7 MONTHS OLD

T.A. ROMANOVA', EV. PODSVIROVA'
N.Ya. SYSOEVA*LV. RUBTSOVA

E.. RUDNEVA*L.N. VOSKOUSKAYA?
Yu.V. MAHONINA2 The article provides historical background and describes the case
of rare disease- marble bone disease in child of 1 year 7 months old.
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