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KNMNHWYECKWE CITYHAN

Y[IK 616-053.36

6/1YYAI OCTEOMETPO3A Y PEBEHKA 1 TOAA 7 MECALIEB

TA POMAHOBAL, E B. MOACBVPOBAL
HA CbICOEBA2 /1.B.PYBLIOBA2
Eir. PYOHEBA21H. BOCKOBCKAA2

10.B. MAXOHUHA2 B cTaTbe npeAcTaBfieHa McTopuyeckas clpaBkKa U onwucaH
o cnyyaii pepkoro 3a6ofieBaHUs - oOcTeoneTposa y peGEHKa B

Bo3pacTte 1rog 7 mec.
}Benropoackunii rocyaapcTBeHHbIN

HauMOoHaNbHbIV UccnefoBaTeNbCKU

yHUBEPCUT e T KnioueBble  cnoBa:  peGEHOK, cny4ail, OCTeoneTpos,

3abonesaHue

2leT ckasa obnacTHasa KNMHn4yeckas
6onbHUUA, r. Benropog

e-mail: romanova@bsu.edu.ru

OcTeoneTpo3 (mMpamopHass 60/1e3Hb, BPOXKAEHHbIN OCTEOCKNepo3, 6051e3Hb Anbbepc-
LLleH6epra) - peakoe HacneAgcTBeHHoe 3aboneBaHWMe, MpPUM KOTOPOM  OTMeyaeTcs
reHepasm3oBaHHOe W30bITOYHOE KOCTeo6pa3oBaHMe, Begyllee K YTOJILLEHUIO KOCTEN,
CY>XEHUNIO W fae MOSIHOMY MCUYE3HOBEHWUI0 KOCTHOMOS3FOBbIX MpocTpaHcTB. [MoaTomy ans
ocTeoneTpo3a XxapakTepHa Tpuaga: noBbilleHHas NMNAOTHOCTb KOCTEN, UX TOMKOCTb U aHEMUS.
3abosieBaHMe BNEPBbIE ONMCAHO HEMELLKUM XMpyprom Anbbepc-LLleH6eprom B 1904 r.

oTnonorna ©M natoreHes. JTUONOTMA W MaToOreHe3 O0CTeoneTpo3a M3y4eHbl
HegoCTaToO4HO. HecoMHeHHO y4vacTue HacneAcTBEHHbIX (DaKTOpPOB, C KOTOPbIMW CBA3aHO
HapylweHne pasBUTUA KOCTHOM N KPOBETBOPHOM TKaHW. MNpn aToM NponcxoanT n3bbiTOUHOE
hopMmupoBaHMe (QYHKLMOHA/IbHO HEeMoOJSIHOLEHHOW KOCTHOW TkaHu. [lonaraloT, uTo
npoueccbl NPOAYKUMM KOCTM npeobnafaloT Haja ee pe3opbumeld, 4YTO CBA3AaHO C
(PyHKUMOHaNbHOW HecoCTOATeNIbHOCTBIO OCTeoknactoB. C HapacTaloWwMm BbITECHEHUEM
KOCTbIO KOCTHOFO MO3ra CBAI3aHO pa3BuMTuMe aHeMuu, TPOMOOLUTONEeHUN, NOSABAEHUEe 04aroB
BHEKOCTHOMO3r0OBOro KPOBETBOPEHWUS B MeYeHW, cesie3eHKe, NUM@AaTUYecKux ysnax, 4To
BeAeT K NX YBENIMYEHUIO.

Knaccudpunkauyunsa. PasnuyaioT gBe (GOpMbl OCTeorneTposa: paHHKK (ayTOCOMHO -
peueccuBHY) M MO34HIOK (ayTOCOMHO - AOMMHaHTHYK). PaHHAA c¢opma ocTeoneTtposa
nposBnaeTca B paHHeM BO3pacTe, WMeeT 3/10Ka4YeCTBEHHOe TeyeHue, Hepeako
3aKaHuMBaeTCA neTanbHO; No34HAA hopma npoTekaeT 60s1ee 4O6POKAYECTBEHHO.

MaTtonornyeckass aHatomusaA. [pu ocTeoneTpo3e MoOXeT ObiTb MOpPakeH BeCb
CKesneT, HO 0C06eHHO TpybuaTble KOCTW, KOCTM OCHOBaHWA 4epena, Tasa, MO3BOHOYHMUK,
pebpa. Mpwn paHHel opme ocTeoneTposa AMLO MMeEET XapaKTepHbIi BUA: OHO LUMPOKOE, C
WNPOKO paccTaBfieHHbIMW rfa3amMn, KOPeHb Hoca BfAaBfieH, HO34PW pa3BepHyTbl, rybbl
ToncTtole. [pum 3TO (opme oOTMevawT rugpouedannio, MNOBbILLEHHOE OBOJIOCEHME,
remMopparnmyeckuii gnartes, MHOXXECTBEHHble MOpaXKeHWUs KOCTel, Torga Kak npu nosgHeli
thopme ocTeoneTpos3a NOparkeHWe KOCTel, Kak NpaBuao, orpaHnyeHHoe. OyepTaHna KocTel
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MOryT OCTaBaTbCA HOPMasibHbIMW, XapakKTepPHO NULLb KONOGOBUAHOE pacluUpPEHUE HUKHUX
oTaenos 6egpeHHbIX KocTed. KocTu CTaHOBATCA TSAXesnbiMU, pacnunamealoTca ¢ Tpygom. Ha
pacnunax B A/IVHHbIX KOCTAX KOCTHOMO3rOBOW KaHa/ 3aM0/IHEH KOCTHOM TKaHbl M 4acTo He
onpegenserca. B NAOCKMX KOCTAX KOCTHOMO3rOBble MPOCTPAHCTBaA TakKxe efBa
onpegensaTca. Ha mecTe rybyartoro BewecTBa Haxo4AT MJIOTHYK OAHOPOAHYH KOCTHYHO
TKaHb, HanmoOMWHaKLWY wWAndoBaHHbLIM Mpamop (MpamopHas 60ne3Hb). PaspacTtaHue
KOCTW B 06/1aCTM OTBEPCTUIN M KaHasl0B MOXeT MPUBOAUTL K CAABIEHMIO U aTPO(N HEPBOB.
MMeHHO ¢ aTuM cBA3aHa Haubonee 4acTo BCTpevaroliasacs aTpoua 3pUTESIbHOTO Hepsa U
cnenota npu ocTteoneTpo3e. MuMKpOCKONU4Yeckas KapTMHa 4pe3Bbl4aHO cBoeobpasHa:
naTosiormyeckoe KocTeobpasoBaHMe TMPOUCXOAUT Ha MPOTSXKEHUW BCeW KOCTU, Macca
KOCTHOrO BeLLecTBa pe3ko yBenmyeHa, caMo BeLLecTBO KOCTU 6ecrnopsafovyHO HAarpoMOXXAEHO
BO BHYTPEHHUX OoTAesiax KocTel. KOCTHOMO3roBble MPOCTPaHCTBa 3aM0/IHeHbl 6ecnopafovyHO
PacrnofoXXeHHbIMU CNOUCTbIMW KOCTHbIMW KOHF/ioMepaTtaMu WM NaacTUHYaTOM KOCTbO C
Ayroo6pasHbiMM  NIMHUSAAMW  CK/IEMBaHWA;  Hapsgy € 3TMM  BCTpedalTca  6anku
aMOproHanbHOM rpy60BO/IOKHUCTOIA KOCTHU. BuaHbl eANHNYHbIE yyacTKu
npogosnKarlLerocs KocteobpasoBaHUA B BUAe CKOMNeHWn ocTeo6nactoB. OCTeOKIacTbl
eAVHNYHBI, NPU3HaKU pe30pobLnn KOCTU BblpaXXeHbl HE3HAUYNTENBbHO. APXUTEKTOHUKA KOCTU
Bcneacteme  6ecnopsAfovYHOro o06pa3oBaHMA  KOCTHbLIX  CTPYKTYp  yTpayumBaeT CBOWU
(PYHKUMOHANbHbIEe XapaKTepUCTUKWU, C YeM, OYEBUAHO, CBA3aHa JIOMKOCTb KOCTeli npu
ocTeorneTpo3e. B 30Hax 3HXOHAPa/IbHOr0O OKOCTEHEHUA pe3opbuusa Xpdawa MpakTUYecku
oTcyTcTByeT. Ha ocHoBe xpswa ¢(opmMupyroTca CBOeobpa3Hble OKPYr/ble OCTPOBKU U3
KOCTHbIX 6a/10K, KOTOpble NOCTENeHHO NpeBpaLanTca B LUMPOKMEe Banku.

AvarHos yctaHaBnAMBalT KAMHUKO-PEHTreHoNornyeckn. 3acny>xmbaet BHUMaHUSA
Habnogaemas wmHorga y 3Tux OOfIbHbIX Pe3Ko M36bITOYHAA KOCTHasA  MO30/lb,
HanoMuHarouaa onyxonb, - NCeBAOCAPKOMA.

Ocno>eHunsa. YacTo BO3HUKAOT NepesioMbl KOCTel, 0C06eHHO 6egpeHHbIX. B mecTax
nepesioMOB HepeaKO pa3BMBaeTCA THOWHbLIA OCTEOMMUESINT, KOTOPbIA WHOrga sBseTcs
MCTOYHUKOM Cercuca.

JleyeHne. CumnToMaTMyeckoe, opToneAMyeckoe, KanbUuUTpuon. B  TAXKENbIX
cnyyasx - nepecajka KOCTHOr0O mMo3ra.

MpuMynHbI cMepTW. BonbHble OCTEOMETPO30M Yalle yMUPaKT B paHHEM [AeTCKOM
BO3pacTe OT aHeMuUW, NMHeBMOHMK, cencuca [l, 2].

Mbl Habnfanu paHHo gopMy (ayTOCOMHO-PELLECCMBHYIO) OCcTeoneTposa.

BonbHasa W., 1 rog 7 mec., Haxogunacb B negmatpuyeckom otgesieHun Ne 2 [leTckom
06/1aCTHO KNMHMYecKonM 6onbHMLbI T. Benropoga ¢ 25.01.2011 r. mo 02.02.2011 r.

MocTtynuna cxanobamu Ha: MOAKOXHbIE reMaTombl, 6/1e4HOCTb, BANOCTb.

JeBoyka OT 2-i HOpMas/bHO MpOTeKaBLIel 6epeMEeHHOCTM, 2-X CPOYHbIX POLOB.
Macca Tena npu poxgeHnn 3200 r, anmHa 49 cm., 3aKkpuyana cpasy. BoinncaHa v3 poggoma
Ha 7-e cyTKn. NMepnog HOBOPOXAEHHOE™ 6e3 0COGEHHOCTEIN.

MpodunakTuyeckne NPUBMBKU: BakuMHauma BLIK, B nocnegywouwieMm - MefoTBOAbI.

MNepeHecéHHble 3aboneBaHusa: OP3, 3HTEPOKO/NT, OOGCTPYKTUBHbLIA BPOHXUT.
AnneproaHamHe3s CroKoeH. Hac/nefCTBEHHOCTb He OTArOLLeHa.

B Benropoackyto o6nacTb pe6&HOK npubbisl U3 HoBocnmbupckoi ob6nactu B siHBape
2011 T.

AHamMHe3 3aboneBaHnA: pebEHOK 60seH ¢ 4 MecsALEB, Korga BnepsBble BbISAB/IEHO
yBe/InYeHne nedeHM u ceneséHkn. B Hos6pe 2009 r. Haxogmnacb Ha o6crefoBaHUN U
nevyeHun B o06nacTHO 6GonbHMUe Tr. HoBocubupcka MO MOBOAY7 aHeMWUU, PaxuTa,

rmnoTpocun, nepuHaTasbHOro nopakeHus LeHTpanbHOM HEepBHOWA CUCTEMBbI,
rugpouedanuu, 3aKpbITOFO0  JIMHEMNHOrO0 nepesiomMma  NeBoOW TEMeHHO KOCTH,
renartocnjeHomMerannu. MoBTOpPHO rocnutann3nposaHa B AHBape 2010 r..

renatocnsieHoMeranus, NemkoumTo3, BbisABAeHa 3kcnpeccusa reHa BCR-ABL - 0,04%. C
(heBpana nonyyana Tepanuito npenapatom [/iMBeK, Ha (OHe MNPOBOAUMOrO Jie4eHUs
CHM3WJICA YPOBEHb NEMKOLNTOB, COXpaHsaaacb TEHAEHUMA K aHEMUM U TPOMOOLUTOMEHUN,
renaTtocrsieHoMerasaus.

C 18. 10 no 25. 12. 10 r. Haxoannacb Ha o6cnegoBaHUU M NIEYEHUN B OTAENEHUN
rematosiormm Ne 1, TpaHcnaaHTauMm KOCTHOrFO MoO3ra W OTAeNeHUU peaHumaumm wu
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WHTEHCUBHOI Tepannu pecnyb6/IMKaHCKOM AeTCKOW KnuHunyeckoii 6onbHuubl (OPUT PAKB)
r. Mocksbl.

Mpn nNepBMYHOM MNOCTYMNEHUM >Kanobbl ObIIM  Ha TMOBbIWEHME TemnepaTypsbl.
CocTosaHMe pebeHka TsaXesoe. CaMO4YyBCTBME CTpafasio He3HauuTesibHO: cnabocTb, BAOCTD.
KO>XHble MOKpPOBbI, CNU3UCTbIE GNefHble, YMEPEHHO BriaXHble, YUCTble. MMOAKOXHO-XKMPOBas
KnetyaTKka pas3BuMTa HeAOoCTaTOYHO, TOHYC MbIWL, CHWXKEH. Pacxofseeca Kocornasue,
YMEpeHHbIi 3k3o(Tanbm. Yepen c BbibyxaHMeM TeMeHHbIX 6yrpos. CepAeyHO - JfieroyHas
[eATeNnbHOCTb yaoBneTsopuTensHasd. XXMBOT yBe/iMdYeH B pasmepax, AOCTYNeH nanbnauynm B
runoractpun. MNMeveHb +7 cMm, NN0THasA, 6e3601e3HeHHas. Cene3eHka +8 cM, MNOTHO-3/1aCTUYHOIA
KOHCUCTEHUMWN. CTyN XXUAKNIA 80 5 - 7 pa3 B CYTKW, 3ef1eHOro ugeta. [inypes B Hopme. [Ansypuun
He 6blS10.

PesynbTatbl o06cnegoBaHnA. KnauHuyeckmini aHanus KpoBu oT 16.08.10.:
putpouunTel - 2,9xw012%/n, He 183 r/n; petukynoyuntbl- 22%o0; MCV 90 fL; MCH 28,6 pg;
MCHC 314 r/n; RDV 16,1; neiikouutbl 29,7x00¥n; n/a - 9%; c/a 12%, n 50%, m 20%;
TpomboumnTbl 41x0 ¥n. Buoxmmuyecknin aHanus kposu oT 17. 08. 0 r.: anbbymunH 39 r/n,
rnokosa 3,89 mmonwe/n; AnT n Ep/n, AcT 30 Eg/n, KpeaTUHWUH 12 MKMONbL/N; MO4YeBMHA
2,7 mmonb/n; 6unmpybuH obwwuin 25,4 mkmone/n; K - 6,2 mmons/n, Na - 131 mmons/n.
Mpamaa npo6a Kymb6ca oTpuuatensHasa. MonekynapHoe uUccnefoBaHUe 3KCMPeEcCUn reHa
BCR-ABL-0,091%. Mwuenorpamma 23. 08. 10 r.: MNMyHKTaTbl 06eMx TOYEK MPaKTUYECKN
O0LWHAKOBblI, yMepeHHO 6oratbl MMWenokKapuounTamun, NOANMMOPGHLI MO COCTaBy,
cofiepXat Mano >Xupa U CTpOMalbHble 3/1eMeHTbl, B OCHOBHOM OCTEOK/acTbl. BnacThl
coctaBnawT 2,4%, no mMopdosornyeckKMmM OCOOGEHHOCTAM OHW MOTYT OblTb OTHECEHbl K
pasfIMUHbIM FeMONO3TUYECKUM NNHUAM. HeNTPOUNbHBIA POCTOK COXpPaHeH, co3peBaHue
HEeATPOM/IOB HEe HapyLIeHO, BblpaXeHbl ABNeHUSA AUCHelTponoassa. MoHouUTapHbIN
pPOCTOK pacwmpeH, NMMPOLUNTAPHbIA POCTOK COXpaHeH, 06a pocTka 6e3 Cyl,ecTBEHHbIX
0CO6EHHOCTEN. OPUTPOULHbIA POCTOK CYLW,eCTBEHHO CYXXEH, 3pUTPONo3a3 Hopmabnactu-
YeCKWUIA, remMornobuHM3aLma 3afjepXXaHa Ha NONAMXPOMaToPUbHbIX (POPMax, BbiPaXKeHbl
AB/IEHUA  AUC3IPUTPONO33a  BMIOTbL A0  Merano6nacTtongHocTu yacTtu K/1eTOK.
MerakapmnounTbl eAMHWYHbIE B npenapate, C BUAWMOI OTWHYPOBKOW TpPOMOGOLWUTOB;
BCTpe4arTCHA O6LWMPHBbIE CKOMIEHNA TPOMOGOLUTOB.

Koarynorpamma ot 19.08.10 r.: dpmbpuHoreH - 2,0 r/n, AUTB - 36 cek., M - 105%,
MHO - 0,99; TB - 20 cek. MonekynapHo-reHetuyeckoe wuccnegosaHue 19.08.10 r. -
XPOMOCOMHbIE TpaHcnokaumm He o6HapyXeHbl. GM-kKonoHuM - He Habnwgaetcsd
CnoHTaHHOro pocta OM- npealwecTBeHHUKOB. 'pynna Kposu oT 16.08.10 r.: A (1) BTOpas,
Rh «+» nonoxwutesnbHasa.

AnekTpokapamorpaguueckoe 3akntoyveHne ot 17.08.10 r.:. HopmanbHoe MonoxeHue
3aNeKTpmMUeckonm ocm cepgua. CuHycoBast yMepeHHas apuTMus ¢ TEHAEeHUMeA K Taxmkapanu
136-143 ypapoB B 1 MuH. IxoKapaunorpagunyeckkoe obcnegosaHue (CKpUHUHI) ot 06.08.10:
neBbI xenygoyek 29/19 mm EF 67%. MpaBblii kenygo4vek 11 MM pasmepbl NO0CTeN cepgLa
Ha B/rpaHuLe HOpMbl. COKpaTUMOCTb MMOKapaa B HopMe. OTKpbIToe oBanbHOe OkHO (OO0O0) ¢
neBo-npaBbiM cOpocoM. BbinoTa B MOIOCTU NepuKapaa Her.

YNnbT pa3sByKOBOe MCCAefOBaHWEe oOpraHoB O6prwWHOMW nonocTwm oT 29.01.08 r.:
Me4yeHb yBENNYEHA, NepeHe-3aaHNIA pa3mep NpaBoi gonn 93 mm, nesoi 45 mm. KOHTYpbI
poBHble. [MapeHXuMa C YNAOTHEHHbIMU CTEHKaMW COCY[O0B. OXOrFeHHOCTb HE WN3MEHeHa.
BHyTpMNeyeHOUHble >KeslyHble TMPOTOKM He pacwumpeHbl. [lofXenynoyHaa >kenesa
yBennM4yeHa, rofoBka w0 MM, Teno 9 mm, xBoCT 16 mm. KOHTypbl poBHble. lMapeHxmma
ofHOpoAHAsA. 3XOreHHOCTb HECKO/IbKO MOBbIlWeHa. BUPCYHroB NpPOTOK He paclunpeH.
>KenyHbln Ny3bipb: hopma 06bIYHAasA, MPOCBET YNCThI, CTEHKM MOTHbIe. CeneseHka 98x32
MM yBesinyeHa, B BopoTax fgon. cene3eHka 14x11 mm. lNapeHxnma HeogHOpoAHAasA 3a cyeT
MHOXECTBEHHbIX TMMO3XOreHHbIX BK/KOYEHUNA, A0 2MM, MNOAYEPKHYT PUCYHOK COCYAOB.
JInmdoy3nibl B 6PHOLWHON MNOMIOCTN M 3a6PHOLWMHHO He BbisAB/EHbI. CBO6O4HOM XXUAKOCTU B
6prOWHO nonocTu: HeT. NMOYKM pacnonoXKeHbl 06bIYHO, yBenM4YeHbl. MpaBasa 75x33 MwM.
JleBasg 74x34 mMM. KOHTYpbl poOBHble. [lapeHxumMa - AuddepeHLNpoOBKa COXpaHeHa.
OXOreHHOCTb He M3MeHeHa. YalleyHO-N0XaHOUHbIV KOMMNAEKC: CTEHKW M/OTHblE CneBa
NPOCBET IOXaHOK 5 MM. M0o4eBO Ny3blpb He TYro 3amnosiHeH, B NMPOCBeTe B3BECb U X/1I0MbA,
MOYETOUYHMKU He NpocaexmnearTcs.

PeHTreHorpagua opraHoB rpygHoi nonocTtwu ot 18.08.10 r.: MNpaAman npoekuus,
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NleroyHble nona OLWHAKOBOW MNpoO3pavyHOCTU. B ferknx naTonornyeckux TeHel He
onpegensetcsa. JIerouyHblii PUCYHOK He anddepeHumpyetca. KopHM ManocTPyKTYpHbI, He
paclwupeHbl, He YM/OTHEeHbl. TeHb CPeAoCTEHUA He pacliupeHa, pacnosioXXeHa cpefuHHO.
TeHb cepgua He W3MeHeHa, He pacwwupeHa. KoctanbHasd nnespa He W3MeEHEHa.
MneBpanbHble CUHYCbl CBO6OAHBLI. [uadparma C YeTKUMW, POBHbIMW KOHTypamwu,
pacnofioxxeHa 06bIYHO. Tena MNO3BOHKOB, pé6pa YM/IOTHEHbI, NepefHWe OTpe3KN pébep
paclwmpeHbl - paxuTUyeckme 4ETKU, MeTadu3bl MJe4YeBbIX KOCTeli BOPOHKOO6pasHo
pacwmnpeHbl, C HEYETKUMU KOHTypaMWu, HeCTpPyKTypHble. OOMeHHaa ocTeonaTus.
PeHTreHorpamma HOCOTM/I0TKM € KOHTpacToMm 23.08.10 r. dopma yvepena rugpouedassHas,
KOCTM CBOfa WCTOHYEHbl, 60/bWON POAHNYOK 7x6,5 cM. B neBol TeMEHHOW KOCTU
onpejenserca nepesioM, NUHUA nepenoma uaét ot 6. pogHWYKa, fanee B cepefuHe
TEMEHHOM KOCTU nog:yrnom B 90° npogos/mkaeTca A0 TEMEHHO-BMCOYHOIO WBa, OT yrja ewé
ofiHa IMHNA nepenioMa MNPOXOAUT Yepe3 BCKO TEMEHHYIO W 3aTbIJIOYHYK KOCTb, AnacTtas 2
MM. LUBbI He COMKHYTbl, YMEpPeHHO pacwmpeHbl. YANNHEHO W yrnyb6neHo AHO 3agHeli
YepernHoO-mMO3roBon AmMKW. [JHO cpefHelr  4YepemnHO-MO3roBOM  SAMKM  YKOPOYEHO,
pacrnosioXKeHo BepPTUKa/IbHO, TypeLLKOe CeAno: pa3Mepbl He YBe/IMYEHbl, KOHTYPbl POBHbIE,
yéTkme. OCTeOoCK/Iepo3 KOCTel cBofa 4epena, PUCYHOK MasnblLeBbiX BAAB/EHWUIA crnaxeH. B
NPoeKUMN TEMEHHO3aTblIIOYHOW o6nactu  onpefenseTcs  OKpyrias  WHTEHCUBHas
romoreHHass TeHb 6e3 UETKMX KOHTYpOB - pacllupeHue B JIMKBOPHOI cucteme? B
NMPOEKLUMMN POTOrNOTKN NOMapPKM KOHTpacTa. PeHTreHorpamma KocTei Ttasa ot 28. 08. 10 r.:
OnpegensieTcs MopaxeHWe BCeX BUAUMBbIX KOCTe Ta3a, 6efpeHHbIX KOCTel, HUKHUX
rPYLHbIX MO3BOHKOB, MO3BOHKOB MOACHUYHOIO M KPECTL0BOro OTAENOB, pébep: ANt y3HbIN
OCTEOCK/IEPO3 B COYeTaHUU C MEPUOCTasIbHbIM TMMNEepPoCcTO30M N0 TUMYr "MydThl" 3a cyeTt
CMOHIMO3NPOBAHNA KOPKOBOIro cnosA TpybuaTbiX KocTeli (HanoMuHaeT rybuyatyto KOCTb).
3akKn4YeHne: ocTeoneTpos.

PeHTreHorpamma kocTel npegnaedba 29.08.10 r.: B 3anfAcTbAx onpegenswTcs no
TPU Afpa OKOCTEHEHUA, OTCYTCTBYHOT f4pa OKOCTEHEHUA 3NUMU30B QanaHr, MNACTHbIX
KocTeld, Nny4yeBbiX KOCTeld, T.e. HenpaBuUAbHaaA MOC/AeA0BaTe/NIbHOCTb OKOCTeHeHUsA. Koctwm
KUCTel 1 npeansedbs, a TakXe KOCTWU Ta3a, 6eApeHHble KOCTW, Tesla MO3BOHKOB Pe3KO
YNNOTHEHbl, JAeopMMpOBaHbl, KOCTHOMO3roBOW KaHan B TpybuyaTblX KOCTAX He
A depeHumpyeTca, MeTadusbl O6yNnaBOBUAHO paclIMpPeHbl, CTPYKTypa WX HeyéTkas C
pasps>keHunem. Baonb anadunsos B Buge MypTbl YNAOTHEHHAA HaAKoCcTHMLA. OCTeomneTpos.

KomnetoTepHasa Tomorpadu ronosHoro mosra 30.08.10 r.: Ha npeactaBneHHbIX
n306padkeHNsAX OTMevaeTcs: paclmpeHMe OOKOBbIX )>KeNy[go4yKOoB, LIApOBUAHbIA 3
XKenyaoyek € LWUPUHOM [0 12 MM, 4YTO MOXeT OblTb BbI3BAHO BHYTPMXKENYAO0UYKOBOM
rmnepTeH3nen; oTCYyTCTBUE HYeTKOW A depeHLmaLum cTeosia U MO3Xeuka B KayganbHbIX
otaenax. AHomanua Kuapu?

KoHcynbTaumsa okynucTa. 3ak/oyeHune: yacTUyHasa aTtpous AUCKa 3PUTesIbHOro
HepBa. Pacxoasuieeca Kocornasme. YsenmyeHume gmamertpa porosu,.

KoHcynbTauua Hesponora. 3aknoyeHuve: 3afepXkKa NCUXOMOTOPHOIO pasBUTUA Ha
¢hboHe ocHOBHOro 3abosieBaHUA.

KoHcynbTauua nop-spaya. [pu 30HAMPOBAHMM MNOMOCTM HOCA BblB/IEHA
HenosiHas aTpe3ns XoaH, cfieBa aTpe3ns X0aH MoJiHasA, BO3MOXHO, KOCTHad. Y4uTbiBas
HEMOJIHYIO aTpe3nto X0aH CcnpaBa M TSXKECTb COCTOAHWUA MO OCHOBHOMY 3ab60/ieBaHuo
ornepaTuBHOe BMeELIATENILCTBO MOXKeT BbITb OTNIOXKeHO Ha 1,5-2 roga.

KoHcynbTauma redHeTwuka. 3aknwodeHue: [na wUcKNwYeHUsa npegnonaraemoro
AviarHo3: OcTeoneTpos. B3ATa KPOBb ANSA MONEKYTAPHO-TeHETUYECKONO NUccref0BaHNS.

3akntoyveHue. Taknum 06pa3om, Ha OCHOBaHUU KIMHWUKK (renatocnsieHoMeranus,
aHemunsa, TpomMbGouwuTOoneHusA, arpodua  AMCKaA  3PUTENbHOr0  HepBa,  3a4eprkka
NCUXOMOTOPHOIO pPa3BUTUA), XapaKTepHOW pPeTreHO/IONMYECKOW KapTWHbI, BbICTaB/EH
AnarHo3: OcTeoneTpo3. [Ona yToudHeHUs QopMbl 3abosieBaHUA Heo6XoAUMbI  AaHHble
MONEKYNAPHO-TeHeTNn4eckoro uccnegosaHma. 07.10.10 r. npoBefeH KOHCUAUYM B
pecnybMKaHCKOM [AeTCKOW KanHu4veckoir 6onbHuue (PAKB) B cocTtaBe: 3amecTuTens
rnaBHOro Bpaya no mMeauLMHcKoi vyactu Bonotosa A.A., pykoBoAMTENSA FeMaTo0rM4eckKoro
LeHTpa, 3amMecTuTensa AupekTtopa, npodeccopa MacuyaHa A.A., 3aMecTUTeNns AUPeKTopa,
npodgeccopa CamouaTtoBoii E.B., 3aBepywouweir otgeneHnem Ckopoboratosoii E.B.,
3aBefyloweri oTtgeneHnem obuweil remartonorun Abiwnesoin 3.M., nevawero Bpava
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Apxunosoii A.H., Bpauein otgeneHusa obuier rematonornn. KOHCMAMYM MOCTaAHOBW:
YuntblBaa  yAOB/IETBOPUTENIbHOE  CaMOYyBCTBME, OTCYTCTBME  rpybbIX  OpPraHHbIX
ANCDYHKUNIA ANna nevyeHUs 3aboneBaHMA MoKasaHO NMpoOBefeHMe anfo - TpaHcnaaHTauuu
KOCTHOro mo3ra (TKM), nHmumMmpoBaH NOUCK HEPOACTBEHHOrO foHopa. Tepanusa: B cBA3KU C
NMX0pajKoii, TeYeHMEM IHTEPOKONUTa, nojsyyasna WHMPY3IMOHHYIO Tepanuio, MaKCcUnmm
(16.08 - 31-08), meTporun (18.08 - 31-08), gucbnokaH (16.08 - 30.08), sputpomacca A (II)
nonoxutensHasa - Ne 4, Tpomb6omacca Ne 4, cBexxezamopoxkeHHas rnnasma Ne 1.

MosTopHaa rocnutanmnsauma s PAKBE 18.10.10 r. CocTofAHUE TAXKENOE N0 OCHOBHOMY
3abonesaHuno. CamMo4yyBCTBME CTpafjano He3HauyuTenoHo. >Kasiobbl Ha 3afepXKy
NCUXOMOTOPHOI0 pa3BuTKA, cNabocTb, BANOCTb, 671€4HOCTb KOXKHbIX MOKPOBOB, M3MEHEHUS
B aHanmsax KpOBW, yBenMyeHue B pa3mepax >uBoTa. KOXHble MOKPOBbI, CAU3NUCTbIE
6negHble, YMEpPeHHO BaXHble, 4YWUCTble. Ha OKTEBbIX Crmb6ax 3KXMmo3bl (B MecTax
BeHenyHKuUun). TMMOAKOXHO-XUPOBaA KneTyaTka pas3BuMTa HeAO0CTAaTOYHO, TOHYC MbILIL,
CHMWXKeH. Bec 7 kr, runotpodumsa. Pacxofsuwieeca Kocornasue, yMepeHHbIA 3K30(TanbM.
Uepen ¢ BblbyxaHMemM  TeMeHHbIX 6yrpos. CepAeyHo-fieroyHas  AesATeNlbHOCTb
yaoBneTBoputenbHasa. FpygHas knetka UWAWMHAPUYECKOW ¢opMbl. XXMBOT yBe/nMYEH B
pasmepax, [OCTyrneH nanbnauum B runoractpuu. TleyeHb +10 CM, nNJOTHaAd,
6e360ne3HeHHasn. CeneseHka +10 cM, NIOTHO-31aCTUYHOW KOHCUCTEHUMMK. CTyn XUAKUIA 10
2 pa3 B cyTKW. [lnype3 B HopMme. [An3ypun Her.

B pe3ynbTaTte nposegeHHoro nedyeHusa (TKM) cocTtosHue ynydwimnocb. BeinucaHa
nof HabnwaeHne neguarpa no m/XKuTesnbcTea.

PekomeHpaLmnmn Mo pe>xmmy B NOCTTPaAHCMN/IAHTANMOHHOM Mepuoje:

Bcneacteme  pas3BUTUA  BTOPUYHOIO  UMMYHOAEeMUUMTHOrO  COCTOAHUA 1N
3aMe/IeHHON MMMYHOPEKOHCTUTYL MM pebeHOK noABep>XeH BCEM BuMaam GaKTepuanbHbIX,
rpM6KOBbIX U BUPYCHbIX MH(EKUMi. Ona 3awmtbl 0T MHMEKUUA U UX NPOoduUIakTUKN
Heo6X0AMMO BbIMNOMHATL pAag TpeboBaHwMii:

1. Cobnwpatb CTPOrUA CaHUTAPHO-3MULEMUOOTUYECKUIA pPEXUM MO MECTy
XXUTeNbcTBa - 06sA3aTeqlbHO NpebbiBaHMe pebeHKa B OTAE/IbHOW KOMHaTe,nocel,eHne
pebeHKa rocTamm 3anpew,eHo, AoN3"CTUMO HaxoXAeHue He 60nee 04HOro POACTBEHHMKA,
KpOMe MaMbl B KOMHaTe (B 04eTOl MeAMUMHCKOM Macke) - KOHTAKT OrpaHu4yuTb Mo
BpemeHn (He 6onee 1 yaca), WCKAKUYUTb W3 TMOMeEL,eHUA BCe MNblnecobuparoLine
npeameTbl, KOBpPbl, MArTKMe WUIPywKu, robeneHbl, MOpTbepbl, BNaXxHasa ybopka
NOMELLLeHMNA He MeHee 2-X pa3 B [eHb.

2. KBapueBaHue 1 TnpoBeTpMBaHMe MO W MWUH 2p B [eHb, o06paboTKa
NOBepPXHOCTel Ae3.cpeAcTBaMU; UCMONb30BaHME UHAMBUAYANbHON Nocyabl.

3. HocwnTb pecnupaTtop B KayecTBe 3alMTbl OT BUPYCHbIX U FTPUBKOBbIX MHDEKLWA,
nepejaroLwnxca BO3AYLIHO-KaMNe/bHbIM Ly3reM, BO BCEX MOMELEHUAX, KPOME CAaHUTAPHO
o6paboTaHHOW KOMHAaTbl, B KOTOpPOI MNpoXuBaeT pebEHOK. Pecnmpatop - AelCTBEHHbIA
cnoco6 3awnTbl OT rPUOKOBOrOo MNOpaXkeHUs Nnerkux (acneprussesa), KOTOpoe MOXeT
6bITb CMEPTE/IbHO ONaCHbIM.

4. WN3beraTb cTpoMnaow,afoK, NOMeLWeHWr, B KOTOPbIX MPOBOAATCA PEMOHTHbIE
paboTbl; MblIIbHLIX MNOMeWeHNA. W3beratb MecTa ckKonieHus nwgen (06WecTBEHHbI
TpaHcnopT, ydebHble 3aBefeHNd, TeaTpbl U KNHOTEATPbI, LMPK, Mara3vHbl, PbIHKN U T.4.

5. MpuHUMaTb aHTUOMOTMKMK, 3awuuwamuime oT 6akTepuii, exXxXeagHeBHO U
ANNTeNnbHO (AMOKCULUNNUH UNWN a3UTPOMULMUH - NPU NOObIX NpU3HaKax MHPeKUunu,
6bucenton - AnNA 3aWwWuUTbl OT MNHEBMOUMWCTHOW MHEBMOHWUW [0 BOCCTAHOB/IEHUSA
VUMMYHNTETA).

6. lMpuHMMaTb NPOTMBOBUPYCHbIE MpernapaTbl A0 BOCCTAHOBMEHUA MWHUMAsIbHO
HeobXo4MMOro ypoBHA NMMGOLNTOB.

7. MpuvHMMaTb NPOTUBOrPUOKOBLIE NMpenapartbl 40 BOCCTAHOBIEHUA UMMYHUTETA.

8. KaTeropuuecku 3anpew,eH KOHTAKT C XXUBOTHbIMWU, TaK KakK LWepPCTb, C/AOHA
KOLWEK 1 cobak, KOpM ANSA pbl60OK, onepeHne NTUL, M Np. cofep>XaT MUKPOOPraHuU3Mmbl,
KOTOpble MOTYT Bbl3BaTb TAXKe/Nble NHPEKLNOHHbIE 60ME3HN.

9. Ctporo cobnwogatb pexum nuTaHUs (MCNONb3YITCA TONbKO TepMUUYECKU
obpaboTaHHble NMPOAYKTbl, KPOME HEKOTOPbIX (PPYKTOB - A6M0KW, rpywun, HaHaHbl,
abCoMIOTHO UCKJ/IHOYEHbl CEMEUKU, Opexn, CyXOPpPYyKTbl, Yal M3 NaKeTUKOB U B 3aBapke,
KOHCEPBbl, KONYEHOCTU, MOPENPOAYKTbI, XXUPHaa nuwa, asikorons). Bece 6104a AOKHbI
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roTOBUTLCA B [AOMAlIHUX YCNOBUAX C COG/OAEHMEM HeOo6X0AMMOW caHUTapHON

06paboTKu.
0. BbinonHATL TpeboBaHUA AMYHOW TUTMEHbI - MOMb30BaHWE WHAWBUAYasbHOM’
nocygon, CMeHa HaTeNlbHOro 6esibA  eXefHEeBHO, MNOCTe/NIbHOro 6enbs - 4Yepe3 [AeHb,

rmrmeHnyeckas obpaboTka Tesa eXegHEBHO, MOJIOCKaHWe MOJIOCTU pTa HeCKO/IbKO pa3 B
JeHb, 06paboTKa MPOMEXHOCTH.

HeobxoanmMo msberatb nepeoxnaxkjeHus v n060ro KOHTaKTa ¢ imyamm, 60/1bHbIMU
OCTPbIMU pecnupaTopHbIMKU 3a60/1€BAHUAMN U APYTUMU UHDEKLMOHHbIMYN 3a60N1eBaHNAMN.

AKTMBHOE 06LleHNe C AeTbMU B KONIEKTUBAX Ha AaHHbI/i MOMEHT NPOTUBOMOKA3aHo.

25.01. 2011 r. HacTynuno yxyalweHune v gesoyka 6blna Hanpas/ieHa Ha cTal/ieYeHne B
AeTCKYyH 061acTHY KnmHu4yecky 6onbHuuy (4OKB) r. Benropoga.

Status praesens: COCTOSIHWE TsKefoe: Bssas, agMHaMmMuHasA, Kpuk cnabbiii. cmxo-
MOTOPHOe pa3BUTWe OTCTaeT. TenocnoXeHne npasuibHOe. KodXXHble MOKPOBbI: 6/1efHble,
MHOXECTBEHHbIE TemMaTOMbl, CAU3UCTble 6/1e4HO0-P0O30Bble. [1OAKOXXHO-XXVUPOBOW C/OW
pa3BUT HeAOCTATOYHO. 3eB He M3MeHeH. JlumdaTuyeckme y3nbl MenkKume Ha Liee. Jlerkue:
AblXaHWe >XecTKoe, 4YacToTa AbiXxaTefbHbiX ABvkeHun (UA44) 40 B muHyTy. Cepaue: TOHbI
pPUTMUYHbIE, YacToTa cepAeyHbiXx cokpaweHun (UCC) 140 B MUHYTY. XKMBOT yBe/INYeH B
06bEMe, neyeHb 4-5 cm., ceneseHka 4-5 cm. Ctyn 1-2 pasa B CyTKM. MouyeucrnyckaHue He
HapyLueHo.

O6cnenoBaHue:

Neiiko- 3putpo- [lemo- Tpom6o- Hopmo CO3

[aTta UMNTbI LNTbI rnobuH UNTbI 3 " c M: n 10
109/n 0 12/n r/n 109/n on. MM/
2501 6,9 1,12 36 8 1 28 27 8 1 7 1/100 29
01.02 6,5 3,56 116 64 1 9 70 4 15 5 16
02.02 62 3,27 106 87 1 1 53 1 17 3 6
O6bwunin aHann3 moum oT 25.01.2011 r.: nenkouumTbl - 7-8 B MOJie 3pPeHUs,

3PUTPOLUTBLI - He TYCcTo, 6eN0K - He 0OHapy>KeH, y4.Bec - 0 00.

Koarynorpamma AYTB 34" TB 16, NB 16", NTU 100%, dhmbpuHoreH 2,5 r/n.

JKI: cuHycoBbili putm, UYCC 130 B MuHyTy, 30C BepTMKanbHasA, BbICOKWUIA
3a0CTPEHHbIN.

CoCKO6 Ha aHTepo6MO3, UNCTbI NAMOINIA: OTpULaTesIbHbIN

Kan Ha KuLe4yHy rpynny - oTpuuaTesbHbIii

KoHcynbTauua rematosniora: OCTeoneTpos, COCTOSAHME MoOC/Ae TpaHcnaaHTauum
KOCTHOIr0 MO03ra, BTOpU4Has aHemMusi, TPOMOOLMTONEHUS.

MpoBefneHO fiedyeHue: cBexe3amopoxkeHHad nnasma 30. O1l. 2011 r., spuTpomacca,
Tpombomacca (nocnegHwuii pa3 31. 0l. 2011 r.), BHYTpWMBEHHO: rawko3a 10% - 10,0,
uHcynund 2 EQL, kanua xnopug 4% - 10,0, rnwokoHart kansuua 10% - 2,0, AVLWMHOH,
pnboKcuH, BuTamMunH C, uedabon.

CocTosiHMe yny4dlnaocb, MaTb ¢ pe6EHKOM ywna AOMOW Moj pacnmcky, coobLieHo
palinegmnaTtpy No MecTy XXUTesbCTBaA.

PekomeHpoBaHo:

- HabngeHne negnaTpa,
aHa/In3 KpPoBUW 4Yepes Hepento,

Hu3opan 120 Mr x 2 pasa B HOC 3 fiHA B HeAento,
aumknosmp 75 Mr x 3 pasa B AeHb [0 nokasatensd numdountos 40% B aHanmse

KpoBMU,

BU(epoH | no 1 ceeye 2 pasa B AeHb, Yepes feHb, Kypc 3 mecsaua.
Uepes 2 cyTOK HaCTynu/ NeTanbHbI NCXOA.
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CASE OF MARBLE BOHE BISEASE IN CHUB OF 1 YEAR | MONTHS OLD

T A ROMANOVALEV. PODSVIROVAL
N.Ya. SYSOEUAZLV. RUBTSOVA2

E.l. RUDNEVAH.N. VOSKOVSKAYA2
YILV. 11ALIONINA The article provides historical background and describes the case
of rare disease- marble bone disease in child of 1year 7 months old.
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