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AHHOTaums

AndpdpepeHumarbHasi AMArHOCTUKA MOPAXKEHUI KOCTHO-CYCTaBHOM CUCTEMbI Y MALMEHTOB C 6OAE3HbIO Tolwe MOoXeT GbiTh Comnpsi>keHa
C OOABLIMMM TPYAHOCTIMM U TPEOYET UCKAIOUEHUST APYTUX 3a00AE€BaHMI, MPOTEKAIOLMX CO CXOAHBIMM PAAMOAOTMUYECKMMM MPOSIBAEHUSIMM.
B craTthe npeacTaBAEHO OnucaHue KAMHUMUYECKOTO CAyYast TYGEPKYAE3HOro CakpomAenTa y naumeHTa ¢ 6oaesHbio fowe | Tuna. [NpuseaeHsi
pEe3yAbTaTbl MCCAEAOBAHMI COBPEMEHHBIX BbICOKOTEXHOAOTUUHbBIX AYHEBbIX METOAOB AMArHOCTUKM. [ToKazaHa HEOOXOAMMOCTb MHAMBMAYaAb-
HOTIO MOAXOAQ K AGYEHMIO TYOEPKYAE3a Y AAHHOM KaTeropum GOAbHbIX.
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Differential diagnosis of bone involvement in patients with Gaucher disease can be challenging. Other diseases with similar radiological
signs should be ruled out. Here we present a clinical case of tuberculous sacroiliitis in the patient with type | Gaucher disease. Advanced
radiological methods of examination are described. Our case report proves the necessity of an individual approach to the management of

such cohort of patients.
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BU — B3BeleHHbIe M300paXKeHNs
30T — 3amecTuTenbHasi (hepMEHTHAS TEPATUS
MPT — MarHuTHO-pe30HaHCHas ToMorpadust

MP — MarHUTHO-PE30HAHCHBII
KT — xomnbroTepHast Tomorpacust
¥Y3U — yabTpa3ByKOBOE UCCIIE/JOBAHNE

Bounesns [Nome — Hanbonee yactast popma HaCE/ICTBEH-
HbIX (DepMEHTONATUI1, OOBEIMHEHHBIX B IPYIIY JIM30COMHbIX
OoJie3Hell HakormieHus1. B ocHOBe 3a0071eBaHMs JIEXKUT HACTEN-
CTBEHHBIH JIe(PUIUT aKTUBHOCTHU KUCJION [3-TIIFOKO3HJIa3bI — JIi-
30COMHOT0 (pepMEHTa, yUaCTBYIOIETO B JIETPaJJaliui MPOIYK-
TOB KJICTOYHOI'O MeTaGOJH/I?:Ma, qTo le/lBOHI/IT K HAKOIIJICHUIO B
JIM30cOoMax MakpogaroB HEYTUIM3UPOBAHHBIX JIUMUOB U 00-
PA30BaHMIO XapaKTEPHbIX KJIETOK HakorueHus (kaetok ['o-
we) [1]. Tunuunbie KMuHUYECKne mposiBieHus: 6onesnu [ome
BKJIFOUAIOT HUTOMNEHUIO, TeNaTOo- U CIJICHOMETaJIMIo,, MopaXe-
Hue KocTell. JleueHre 3aKmovaeTcsl B HA3HAUYSHUH MOKNU3HEeH-
HOH 3aMecTUTesbHON (hepMenTHOII Tepanuu (3PT) pexombu-
HaHTHOW ToKonepe6po3naa3oi. CBoeBpeMeHHOe Hayaso Te-
panuu no3BoJsieT OCTAaHOBUTH MPOTrPECCUPOBAHNE 3a00JIEBAHMUS
Y MIPEJIOTBPATUTH MOPasKeHNUe JKU3HEHHO BaskKHbIX opraHoB. Oj1-
HAKO y B3POCIIbIX OOJIbHBIX 3200J1eBaHNE 3a4aCTYIO AUArHOCTH-
pyeTcs Ha CTaiusiX COCTOSIBIIETOCS MOPaXKeHUsI KOCTHO-CY-
CTaBHOM cucTeMbl [2, 3].
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ITopaskeHne KocTHON cucTembl npu 6one3nu [olie BeTpe-
yaetcs B 70-100% cayuaeB. [IpenmyiiecTBEHHO MopaskaroTcs
JJIMHHBIE TPyOUaThle KOCTU U MO3BOHOYHUK. [Ipn aTom oTme-
YaeTCsl UCKITFOUMTENIbHASI FeTEPOreHHOCTh XapakTepa 1 cTere-
HU BBIPAXKEHHOCTH U3MEHEHUI KOCTHO-CYCTAaBHOI CUCTEMBI,
NpUYMHA KOTOPO#i 10 HACTOSIIETO BPEMEHU OCTAETCSl HESICHOM
[1,4]. Baxkxnast posib B OLIEHKE CTENEHH TSIPKECTH MOPaKEeHNUsI
KOCTHOH cucTeMbl pu 6osie3nn ['oliie MpuHaiIesKUT JTy4eBbIM
MeTojiaM inarHocTuku. [1o xapakTepy pajnosoruyeckoil Kap-
THHBI MOPaXKEHUsI KOCTEN ClIe/lyeT BbIIEUTh 00paTHMbIe U He-
obpaTumble n3MeHeHus. K o0paTMMbIM U3MEHEHUSIM OTHOCUT-
cs cneuupuryeckas MHGUAbTPALMS KOCTHOTO MO3ra, KOTopast
MO2KET aCCOLMMPOBATHCS C PA3BUTHEM OCTEONEHUM 1 OCTEOIO-
po3a, K HeoOpaTUMbIM — OCTEOHEKPO3bl, 04ark OCTEONN3HCa,
OCTEOCKJIEPO3, IATOJOINYECKUE NEPEIOMBI U iIechopMaLK KO-
cTeil, BropuyHasi aprponarus [5, 6]. TpaquuuoHHast peHTreHo-
rpadus UCHOJb3YETCS 1Sl NEPBUYHON OLIEHKU CTPYKTYPHBIX
U3MEHEHUI1 KOCTEN, YTO M03BOJISIeT YBUAETh XapaKTePHbIE IPy-
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Oble HapyLIeHUsI KOCTHON CUCTEMbI 1 3aM0fJ03PUTh JUarHo3 60-
ne3nu [owe. MaruuTHo-pe3oHaHncHast Tomorpacgust (MPT) —
6oJ1ee UyBCTBUTEJIbHBIN METOJ, IO3BOJISIIOILNI IUArHOCTUPO-
BaTh BOBJICUEHNE KOCTEH Y B3POCIBIX MALMEHTOB C 60JIE3HBIO
Tome. C nmomompio MPT BeIsIBASIIOT cnenuduiecKyro MH-
(punbTpanMio KOCTHOrO MO3ra, a TakKe oyaru HeKpo3OB U
¢(pubpo3a Ha paHHUX CTA[USIX, HE JOCTYNHbIX BU3yallU3aluu
peHTrenorpacpuein. s KIMHUYECKON OLEHKH COCTOSIHUS
KOCTHO-CYCTAaBHOI CUCTEMBbI Y NMAlMEeHTOB ¢ Oose3Hbo [oie
Hamu npoBouTcs MPT o6enx 6eipeHHBIX KOCTEl ¢ 3aXBaTOM
Ta300€IPEHHbIX U KOJEHHbIX CYCTABOB.

JlyyeBast KapTHHa OOJILIIMHCTBA HEOOPATUMBIX M3MEHEHUI
npu 6ose3nn [ome Hecnenupuyna u Tpedyet audepeHm-
AJbHOM IMarHOCTUKHM C APYTMMU NMATOJIOTMYECKUMU TIpoLiecca-
MU, B TOM 4HUCJIe TyOepKyIe30M KocTell U cycTaBoB. KocTHo-
CycTaBHOW TyGepKyJe3 sIBIsieTcs OfJHOI n3 HanboJee pacnpo-
CTPAHEHHBIX JIOKAIN3aLUil 9KCTPanyJIbMOHAJIBHOTO TyOepKy-
ne3a. MIHpuyupoBaHie NpoucxoiuT B pe3yJbTaTe reMaToreH-
HOI1 AMCCEMUHAUMN MUKOOAKTEpHil TyOepKyJie3a U3 MopakeH-
HOTO creipu4ecKnM IpoleccoM oprata. FICTOYHUK aucceMu-
HAllMM He BCerja MOXKHO Paclo3HaTh, TaK Kak TyOepKyJes3 B
KOCTSIX pa3BUBAETCS] MEJJIEHHO M K MOMEHTY MaHupecTauuu
UCXOJHBIII OYar B JpyroM OpraHe MOXKeT IOABEPrHyThCs pyo-
LeBaHMIO. [ 'eMaTOreHHbIi XapakTep paclpoCTpaHeHHs MpoLec-
ca 00yCJIOBJIMBAET MPEUMYILECTBEHHYIO JIOKAIU3aLMI0 TyOep-
KyJie3a B MecTax Haujyyllero KpoBOCHAaOXKEHUs! — TeJjia IMo-
3BOHKOB, MeTa(u3bl 1 MeTasnudu3bl TpPyOUaThIX KOCTEN, KO-
CTH Ta3a, KUCTH, cTonbl. Hanbonee yacTo npu KOCTHO-CyCTaB-
HOM Ty6epKyJie3e mopaskarTcs mo3BoHOUHUK (43-50%), Tazo-
6enpennble (20-25%) u xonennsle (10-15%) cycrassl [7].

JlyueBasi ceMUOTHKA TyOEpKYJIE3HOIO NOPasKeHUsl KOCTel U
CyCTaBOB YpPE3BbIUAMHO Pa3HOOOpa3Ha U MPOSIBIISIETCS PU3HA-
KaMu nopakenust Bcex cTpykTyp. Co CTOpOHbI KOCTHBIX CTPYK-
TYp ONpeJiesIsieTCsl HeroMOoreHHast UH(UIbTPALUS KOCTHOIO
MO3ra C HaJIMUMEM KPYIHbIX AeCTPYKTUBHBIX NOJIOCTEN B 3MU-
¢uzax, apo3upoBaHue CyOXOHAPATILHOTO CJIOS MPUIIEKAIINX
KOCTeH, y4aCTKM HEKpo3a (CEeKBECTPbI) B CyOXOHIPAIbHBIX OT-
nenax. K nanbosnee xapakTepHbIM MarHUTHO-PE30HAHCHBLIM
(MP) npusHakam TyOepKyJIE3HOIO apTPUTa OTHOCSITCS TUIEP-
Tpousi CHHOBUAILHOIN 000JI0YKH 32 CUET IPaHyJIeMaTO3HOIO
BOCHasieHust, (hOpMUpOBaHKe (PUOPO3HOro MAHHYCA, HAIMYNE
SKHUJIKOCTH B CYyCTaB€, YMEPEHHO BbIPa’KE€HHAs! JeCTPYKIUS Cy-
ctaBHOro xpsua. ITpu skceyaaTuBHbIX popMax TyOepkyJesa
YacTO ONPENIENISeTCs OTeK NEPUAPTUKYJIISIPHBIX MATKUX TKaHEH,
a Tak>Ke MHTPA- 1 TIePUapTUKYJIISIPHbIE HATEUHbIe abciecchl [8].

[IpencraBnsiem KIMHUUECKOE HAOTIOEHUE , UTLTIOCTPUPYIO-
1iee TPYAHOCTH b pepeHIaIbHOI AMArHOCTUKU KOCTHO-CY-
CTaBHOTO TyOepKyJie3a y naumenTa ¢ 6onesnbto ['ome.
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KAuHMueckoe HabAlOAeHHME

MapenTka X., 31 ropia, rocnuTanM3MpoBaHa B OT/EICHUE Op-
(pannbIx 3a60seBannit PI'BY «HMMUIL] remaronornn» Munzzipa-
Ba Poccun ¢ skano6amu Ha 6071 B JIEBOM Ta300€[[PEHHOM CyCTa-
BE, HEOMOPOCMOCOOHOCTh U YKOPOUEHHE JIEBOW HUYKHEN KOHeU-
HOCTH, HEBO3MOXKHOCTb TNEPE/IBMKEHNS 0€3 MOAPYYHBIX CPEJICTB.
Oco6eHHOCTH aHaMHe3a: B Bo3pacTe 13 et nposefieHa CriIeHIK-
TOMUSI 110 MOBOJY HESCHOH CIuleHoOMeranuu. [JuarHos He Obll
YCTaHOBIIEH, B AJIbHEHILIEM 110 3TOMY TOBOJly HE HaOIIofanach,
10 30 neT yyBcTBOBaIA ce0s1 OTHOCUTEITHLHO 3[I0POBOII.

B cenra6pe 2015 r. nosiBUaMCH OCTpbIe 601 B MOSICHULE U
ob6mactu geBoro TazobegpenHnoro cycrasa. [lo manneim MPT
BbISIBJICHbI IPU3HAKKM OCTEOXOHJIPO3a MOSICHUYHO-KPECTLOBOTO
OT/IeN1a TIO3BOHOYHMKA; 9KCTPY3us iucka Ls—S, ¢ npusHakamu
KOPEILIKOBON KOMIPeccu. BrinosHeHne HeBponaToJorom na-
paBepTebpaibHbIX 6i10Ka] — 6€3 MOIOXKUTEIBHOTO 3 eKTa.
B nanbHeiieM nosiBUIMCH BbIpaxKeHHbIE MOAUAPTPAITUH, CYyO-
ebpunuTeT, MHOKECTBEHHbIE MH(UILTPATHI B apaapTUKY-
JISIPHBIX MSITKMX TKaHSX U YBEJIMUeHUe B 00beMe JIeBOro Oesipa.
Komnbiorepnas Tomorpacgust (KT) BoisiBUIIa KapTHY OCTE0-
MHEJMTA MPABOI MOJIB3/I0IIHON KOCTH, MPABOr0 OOKOBOTO OT-
JieNa KpecTua, J1eBoi OeIpeHHOi KOCTH; adcLecchl B MpaBoil
TOJIB3/IOLIHO-TIOSICHUYHOM MBIIILE, MEIMATILHON IPYTITE MBbIIIL]
neBoro Gefipa; apTPUT JIEBOTO Ta300€APEHHOro cycTaBa. Y cTa-
HOBJICH JUArHo3 CENTUKONMUEMUU C HAJIUYHUEM CEITUYCCKUX
04YaroB ¥ OCTEOMHENTA BbIllIeyKa3aHHOM JoKam3auuu. [Tpo-
BeJleHne aHTHOaKTepruanbHON Tepanuu — 6e3 adpdekra. B cBs-
31 ¢ He3(P(PEKTUBHOCTHIO CTAHIAPTHON aHTUOAKTEPHATLHON
Tepanuy 3arnofo3peHa TyOepKyIe3Hasi 3THOJIOTHS] BOCHATICHNSI.

JlnarHos TyOepKyJie3a OATBEPK/IEH pe3yJibTaTaMu OaKTe-
PHOCKONMYECKOTO MCCIIEIOBAHNUS OT/ENSIeMOro U3 TOJIOCTH
abcuecca — npu okpacke no Lumo—Hunbceny BbIsSBIEHbI MU-
KoOakTepun TyoepkyJiesza. Ha ocHoBaHMM KIIMHMKO-7a60pa-
TOPHOI U PainOIOrMYecKONl KaPTUHbBI YCTAHOBIICH IMArHO3:
«Ty0epKyne3Hblil KOKCUT ClieBa; TyOepKyJe3 MpaBoro KpecT-
LOBO-TIOAIB3/IOIIHOTO COUJIEHEHNs» . BbIMOHEHO onepaTuBHOE
BMEILIATEILCTBO — HEKPIKTOMHUS JIEBOTO Ta300€/IPEHHOrO CY-
cTaBa M HayaTa MpOTUBOTYOEPKYJIe3Hast XMMUOTEPaIusi, KOTO-
past okazasa GbICTPbII MOJOXUTENbHBINA 3(P(eKT B BUjie pe-
rpecca 60J1eBOro CHHIpOMA.

OjHaKO B JlaJibHEMIIIEM Ha OCHOBAHUM JIAHHBLIX aHAMHe3a
(CTUIEHIKTOMMS 1O TIOBOJy HESICHOM CIIJICHOMETAlIuK), 9H3UMO-
JAMAarHOCTUKU U MOJIEKYJISIPHO-T€HETUYECKOT0 aHan3a 60Jib-
HOW YCTaHOBJIEH iMarHo3 6ose3Hu ['oe, 4To mocmyuio oc-
HOBAaHUEM [|JIsl OTKa3a OT JuarHo3a TyOepKyJe3a U OTMEHbI
NpOTUBOTYOEPKYJe3HO! Tepanuu. [1ecTpyKTUBHO-BOCTIAINU-
TeJIbHbIE U3MEHEHUS KOCTe! Ta3a U JIeBO# OeIpeHHOI KOCTH
pacueHeHb! Kak nposiienus 6ose3nn [Nowe. [Tnanuposanocs
Havano 3PT u sHAONPOTE3UPOBAHKE JIEBOTO Ta300€PEHHOTO
cycraBa. OffHAKO COMHEHMsI PEHTI€HOJIOTOB B XapaKTepe nopa-
SKEHUSI KOCTHOM CUCTEMbI MOCIYXKUJIM OCHOBAHUEM JJIsl Ha-
npasnenust 6omabHON B PI'BY «HMMULL remaTtonormm» Mun3zn-
pasa Poccuu st noo6eneioBanust.

[Ipu nocryniieHu B KIMHUKY: COCTOsIHUE Tsikedoe. Tsi-
JKeCTb 00yCJIOBIEHA MHBAIMAN3UPYOIUMI OPTONEANYECKUMU
negexramu. [TanpenTka nepeaBuranack ¢ ONopoi Ha KOCTBbUIN,
6€e3 ONopbl Ha JIEBYIO HUXKHIOKO KOHEYHOCTb. AKTHUBHBIE U Tac-
CUBHbIC JIBJKCHHUSI B JIEBOM Ta300€[PEHHOM CYCTaBe pe3KO
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Coaosvbesa Anacmacusn AaexcanOpoéHa — aCIAPAHT,, Bpau-PEHTTEHOIIOT
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crukn  «HMMUL  rematonormm»  MunsgpaBa Poccun;  e-mail:
solov136@mail.ru; Ten.: 8(915)488-94-18
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A.A. CoroBbeBa 1 COaBT.

Puc. 1. KT-ckaHbl KpecTua 1 KOCTe# Ta3a B akCMaAbHOM (a)
1 ppoHTaAbHOI (6) NpoekunsX. MHOXEeCTBEHHbIE YHaCTKH
AeCTPYKLMU B OOKOBbIX OTA€AAX KpecTua (—3) 1 B TeAe
NPaBOH NOAB3AOWHON KOCTH (--3>).

a)

Puc. 2. KT-ckaHbl Ta306€ApEHHBIX CYCTaBOB B aKCUAAbHOH (a)
1 ppoHTarbHOI (6) Npoekumsx. BoipaxeHHbIe
AECTPYKTMBHbIE MU3MEHEHMS B A€BOM Ta300€ApPEeHHOM CyCTaBe.
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6osie3HeHHbI. OMOPOCTIOCOGHOCTD JIEBOH HMUKHEN KOHEUHOCTH
pe3ko cumkena. [Ipu ocmoTtpe obpariano Ha ceOst BHUMaHKe
YKOpPOUEHHE JIEBON HUXKHEN KOHEYHOCTH Ha 4—5 cM. Bosnbiioi
BepTeJI JIeBoi GEIPEHHOI KOCTH CMELIEH K KPbITy MOJIB3/10LI-
HOI1 KocTu. B 061acTu neBoro Ta306eipeHHoro cycTasa no Ha-
PY>KHO MOBEPXHOCTH OMpPEJEsIeTCsl MOCIEONePALMOHHBIN py-
6ew. ['enaromeranus Mo AaHHBIM YJIbTPa3BYKOBOI'O MCCIIEIOBA-
nust (Y3UM): neBast gomst — 158x83 mm (N 1o 10060 mm), mpa-
Bast ot — 230x127 mm (N go 150100 mwm). Ha mepenneit
OpIOLIHON CTEHKE, BAOJb JIeBOro mnojpedepns, pyoel nociue
CIUICHIKTOMUH.

OO61uit aHaIU3 KPOBU — B Mpefieslax HOPMAJIbHBIX 3Have-
HUi1. B 6MoXuMuyeckoM aHanm3e KpoBU — FMNEpriao0yIuHeMust
427 r/n. He6Gomnplioe cCHI>KeHNE KOHLEHTPALUMU MPOTPOMOUHA
no KBuky (10 73%), runepceppurunemus (1500 mxr/mn).

KT opeanog 2pyonoii kaemku — orpaHmdeHHast TMMdaie-
HOMATHS aKCUIIJISIPHBIX TUM(MATHUECKUX y3710B. OUaroBbix u
l/lHq'_)l/lJIpraTl/lBHle W3MEHEHUH B JIETKUX HE BBLISIBJICHO.

KT rkocmeii masza, mazobedpennsix cycmaeoe

B cTpyKType npaBoiil NOfIB3/I0IHOA KOCTH, IPaBOM O0KO-
BOM OTJleJie KpecTua, B Tejax S, MT0O3BOHKOB ONpPeJeIstoTCs
MHO>KECTBEHHBIE YYaCTKH AECTPYKLUNH HENPABUIBHON (POPMBI
C HaJIM4UeM CEKBECTPOB; KOHTYPbl KOPTUKAJILHOIO CJI0Sl KPbl-
J1a IPaBOY MOJIB3/I0LIHOM KOCTHU U KPECTLOBbIX II03BOHKOB He-
POBHBIE, LIEJIOCTHOCTb UX (DparMEHTAapHO HapylleHa. AHaJo-
TMYHbIE YYACTKH IECTPYKLUMU UMEIOTCS B TEJIaX CelaMIIHbIX
KocTell ¢ 06enx cTopoH. IIpaBoe KpecTLOBO-NOMB3[OIIHOE CO-
YJIEHEHUE 3HAYUTENIBHO 16(DOPMUPOBAHO, CyCTaBHAs LIEJIb HE
MPOCJIEXKMUBAETCS, INIOTHOCTb KOCTHON CTPYKTYPbl COUJIEHSIO-
LMXCSl TOBEPXHOCTEl NoBbIlIeHa (puc. 1).

B neBOoM 60OKOBOM OTJiele KPECTLA, B KPbLJIE U TeJle JIEBOi
MO/IB3JJ0ILIHOM KOCTHU, B BEPXHEH BETBU JIEBOW JJOHHON KOCTH
OTPEJIETISIIOTCS] MHOXKECTBEHHbIE «IISITHUCTBIE» 30HBI pa3peske-
HMsI KOCTHOI TKAaH! HEMPABUIILHOI (pOpMBI O€3 HapyILIeHus 1e-
JIOCTHOCTH KOPTUKAJIBHOTO CJIOSL.

I'osoBka n1eBoii GeAPEHHO KOCTH CyOTOTAIBbHO pa3pylie-
Ha, wiefika, OOJbIION M Malblii BepTesibl 1e(hOPMUPOBAHBI,
KOCTHasl CTPYKTypa U3MEHEHA — YePEYIOTCSl MACCUBHBIE 30HbI
OCTEOCKJIEPO3a, PA3HOKAIUOEPHbIE YYaCTKU pa3peKeHusl U
MeJIKOOYaroBoii fiecTpykuuu. Kpbiina jeBoil BepTi1y>kKHOIl Bra-
JHBI pa3pyllIeHa.

B oxpyKarommx MSTKMX TKaHSX OINpPENEJISIOTCS MeJIKUe
KOCTHbIE (pparMeHThbl. befipeHHast KoCTb cMellieHa KBEpXy U K3a-
1y (Ha 35 MM OTHOCHUTENILHO OCEBOY JIMHUM KOHTpPANaTePalbHO-
ro cycrasa). OTMeuaeTcsi KOpTUKAJIbHBI OCTEOCKIIEPO3 Mpo-
KCUMaJIbHOI TPeTH JIeBoi1 GefjpeHHoi KocTH (puc. 2). KoHTypbl
KOCTHOMO3I'OBOI'O KaHalla HEPOBHbIE, «IIOAPbIThIE». B monoctu
PaspyLIEHHOIO0 CyCTaBa OIPEJENseTCs CONEP>KUMOE IUIOT-
HocThio 25-39 HU. [IpaBblii Ta306eApeHHbII CyCTaB COXPAHEH.

3axaouenue: KT-kapTuHa MpaBOCTOPOHHErO CaKPOUJIEH-
Ta. MynbTU(OKAIbHBI OCTEOMUEIUT — HA BCEX CKAHUPYEMbIX
ypoBHsix. CocTosiHME 110C/Ie HEKPSKTOMUN JIEBOTO Ta300e[peH-
HOI'o cycTaBa; fiepopMauysi U BbIBUX B CYCTaBe, MH(PEKLMOH-
HbI1 IECTPYKTUBHbII apTPUT.

Hannvte MPT 6edpennnvix Kocmeli ¢ 3ax8amom

Mma3obe0peHHbIX U KONEHHBIX CYCMABO8

HduddysHas HeromoreHHast UH(UIbTPaLUs KOCTEN Tasa,
GOKOBBIX OT[IENOB KpecTla (00Jblle ClIpaBa), I€BOil OeipeH-
HOIl KOCTU B BUJIE MHOXKECTBEHHbBIX Pa3HOKAIMOEPHBIX yya-
CTKOB IECTPYKLMHU, HENPABUIBLHOI (POPMBI, OKPYKEHHBIX 30-
HaMU OCTEOCKJIEPO3a, 10 nepudepun — ¢ OOLIMPHBIMU 30HAMU
TpabeKyIsipHOro oreka (puc. 3).

CyOToTanbHOE paspylleHUe KpPbIIU JIEBOW BEPTIIY>KHOM
BIAJIMHbI B MEUANIBbHBIX OT/eNax. 'oj0BKa 1eBoil GeipeHHOMI
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0)

Puc. 3. MP-ckaHbl Ta300eApeHHBIX CYCTaBOB BO (hPOHTAALHOM
(a: T;-BU pexxum) m akcnaabhoi (6: T,-BU pexxum) npoexumsix.
BbipaxeHHbIe AeCTPYKTMBHbIE M3MEHEHHMsl B ACBOM
Ta3o06eApeHHOM cycTaBe. HeromoreHHasi MHDHABLTPaLMS
KOCTHOTO MO3ra B KOCTSIX Ta3a, AeBOi GeAPEeHHO KOCTH (—>>).

KOCTH CyOTOTAJILHO pa3pylleHa, OTMeYaeTcs MOJIHbINA BBIBUX
rOJIOBKM CyCTaBa KBepXy M K3aju. Manasi u cpejiHsisi Arofny-
HbIE MBIIIbI OTEYHBI, CMEUIEHbI KBEPXY BBIBUXHYTON T'OJI0B-
KO cycTaBa. Take UMeeTCsl OTEK HApYKHOW U BHYTPEHHEN
3anupaTebHbIX , KOPOTKON NMPUBOASLIEH MbILIL Oepa cieBa.
[leiika, 607bI1I0M U MallbIil BepTebl OepeHHOl KOCTH iedpop-
MupoBaHbl. Kancyna cycraBa BbIPasK€HHO PacTsHyTa, CHHOBH-
asibHasi 060JI0YKa YTOIIIEHA /IO 2 MM, B TIOJIOCTH CyCTaBa UMe-
€TCsl OBBILIEHHOE KOJIMYECTBO HEOJHOPOJHOM CHHOBUAIILHOM
JKHIKOCTH. B mojoctu 51eBoro Ta3o0ejpeHHOro cycTasa
MMEIOTCS] HEMHOTOUUCIIEHHbIE CBOOO/HbIE KOCTHBIE (hparMeH-
ThI, pa3mMepamu 10 12x8 mm (puc. 3, 6).

[IpaBbiit Tazo6eapeHHbIil cycTaB coxpanen. MP-curnan
OT KOCTHOT'O MO3r'a MpaBoii 6efipeHHoN KocTH U y3HO NOHHU-
keH B T-, T,-B3BemeHHbIx n3oopakenusix (BU; puc. 4). [Tuc-
TallbHbIe MeTarapu3bl GeJPEHHbIX KOCTE! OYJIaBOBUIHO fie-
¢opMUpOBaHbI 1O TUMY KOO DpreHMerepa.

3axarouenue: MP-kapTuna qudgy3HOil HeroMOreHHOM UH-
¢punbTpaMU KOCTHOrO MO3ra KOCTel Tasa U JeBo OeipeHHON
KOCTH C y4aCTKaMH IECTPYKLMH, YTO, BEPOSITHO, CBSI3aHO C MPO-
SIBJICHUSIMU MH(PEKIIMOHHO-BOCHAJIMTEJILHOTO Tponecca. Boipa-
>KEHHast MH(UIIbTPaLsi KOCTHOTO MO3Ta NMPaBoil GeipeHHON KO-
cTi 06ycnosieHa 6one3Hbto Iome. CocTosiHue nocie HeKpaIK-
TOMUHM JIEBOTO Ta300e/ipeHHOro cycrana. [10JHbI BIBUX JI€BOI
OGe/IpeHHOIl KOCTH, CyOTOTANbHOE Pa3pylIeHUE BEPTIIYKHOMI
BMajIMHbI clieBa. [Ipu3Haky CMHOBUTA JIEBOrO Ta300€pEHHOrO
cyctaBa. CBOOOHbIE KOCTHbIE (DparMeHThI B OJIOCTU CYCTaBa.

Taxum o6pazom, pesyabTarsl npoBeieHHbIX KT 1 MPT nc-
CJIe/IOBAaHMII BBISIBUJIM Y TIALIMEHTKH C BIEPBbIE yCTAHOBJIEHHBIM
AMarLosom 6osie3nu I'omie KapTuHy MH(PEKIMOHHO-1eCTPYK-
TUBHOTO NOPaXKeHUs1 KPECTILA U KOCTEN Tas3a, apTPUTa JIEBOrO
Ta300€e/IpeHHOr0 CyCTaBa.

KoHcunnym B cocTaBe reMaTosoroB, peHTI€HOJIOr0B, XH-
PYpProB-opTonejgoB U (GTU3M0OpTONEa MPUILIEN K 3aKiIoue-
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Puc. 4. MP-ckaHbl AMCTaABLHBIX OTAGAOB OEAPEHHbIX KOCTe# BO
¢hpoHTarbHoM npoekumn (a: T;-BU pexxnm; 6: T,-BU pexxum).
byAaBoBMAHas AechopMaLMsl AMCTAABHBIX MeTaAMachH30B
6eApeHHbIX KOCTe# 1Mo THIy KOAD JpAeHmertepa

1 cneurdpryeckas MHPUABTPALIMS KOCTHOTO MO3ra (—3).

HMIO, YTO MH(PEKIMOHHO-BOCHAIUTEbHBII MPOLECC UMEET TY-
O6epKyJie3Hyto aThojoruto. OCHOBAHMEM ISl JIaHHOTO 3a-
KJIFOUCHUS TTOCITY>KUIA Pe3yJIbTaThl IETAIBHOTO aHAIM3a KJIU-
HUYECKHX , Ta00PaTOPHBIX M PAIMOJIOTMYECKUX TTIOKa3aTeein
MaTOJIOrMYECKOro npouecca B AuHamMuke. Knnanyeckuii fuar-
HO3 copMyJiMpoBaH cieayomuM obpasom: «Tybepkynes
MHOXKECTBEHHbIX JIOKAJIM3ALMIA: TPABOCTOPOHHUI CAKPOUJICUT,
CIHOHIMIIUT S, ,, IEBOCTOPOHHUI KOKCUT B aKTUBHOI1 (paze. Co-
CTOSIHME 1OCJIE HEKPIKTOMUM JIEBOTO Ta300€/IPEHHOr0 CyCTaBa.
[Tonnblit BeBUX NeBoro 6efpa. bonesns [Nowe I Tuna, cocrosi-
HUe nocJie creHakTomun (1997 r.)».

Takxxe cpesaHo 3aKJIIOYEHUE, YTO TSIXKECTb COCTOSHUS
60JIbHON onpefensieTcs TyOepKyIe3HbIM NOPakKeHNeM KOCTHO-
cycraBHoii cuctembl. bonesns Nowe I Tuna cnepgyer oTHecTH K
CONYTCTBYIOLIEMY 3a00JIeBaHUIO, YCYTyOIsIOeMy TeueHue
MH(EKIMOHHO-BOCTIAIIUTENIBHOTO Tpolecca TyOepKyJIe3HON
atronorun. Knmunueckumu nposisneHusivu 6one3nn ['ome siB-
JISIFOTCA YMEpPEHHas rernaroMeraivs u l/lHCbl/lJIpraU,l/lfl KOCTHOI'O
MO3ra npaBoil OeIpEHHON KOCTH; CIIIIECHOMETAJINs B aHAMHE3E.
Pewreno nauats 3PT.

B nanbHeiiem naipeHTKe MpoBOJIMIIOCH CIIEyOLIee Jieye-
HME: KypC MHTEHCUBHON COUYETAaHHOW aHTHOAKTepUalbHON U
NPOTUBOTYOEPKYJIE3HOI Tepanun; XUpypruieckoe jJeuyeHne —
TOTAJILHOE H/OMPOTE3NPOBAHKE JIEBOT'O Ta300€/]pEHHOTO CY-
craBa 05.2016 r.; 3®T pekoMOMHAHTHO¥ TIFOKOLIEPeOPO3MIa-
301;1; cUMITOMaThYecKast 1 MeTaboImyecKast Tepanus.
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A.A. CoroBbeBa 1 COaBT.

Puc. 5. PeHTreHorpamMma A€BOro Taso6eApeHHOro cycrasa,
npsmas npoekumsi. CoCTosiHue NOCAe SHAONPOTE3UPOBaHMS
A€BOTO Ta300€APEHHOT0 CYCTaBa; B3aMMOPACTIOAOXKEHHE
KOMIOHEHTOB SHAOMNPOTE3a MPABUABHOE.

AUTEPATYPA/REFERENCES

1. Jlyxuna E.A. Bonesns T'ome. M.: Jlurepa; 2011:54 [Lukina EA,
Gaucher Disease. M.: Litera; 2011:54 (In Russ.)].

2. Futerman AH, Zimran A. eds. Gaucher Disease. Taylor & Francis
Group, LLC; 2007;528.

3. Zimran A, How [ treat Gaucher disease. Blood. 2011 Aug
11;118(6):1463-71. doi: 10.1182/blood-2011-04-308890

4. Jlyxuna E.A., Mamonos B.E., Jlykuna K.A., Xomenko B.A., ITucen-
xuit M.M., Supik [T A. TyGepkyne3Hslii cakpOMIEUT y MalieHTa ¢ 00-
ne3nbio Lome. Tepanesmuueckuu apxus. 2013;85(7):87-9 [Lukina EA,
Mamonov VE, Lukina KA, Xomenko VA, Piseczkij MM, Yacyk GA.
Tuberculosis sacroiliitis in patient with Gaucher disease. Terapeutic
Archive. 2013;85(7):87-9 (In Russ.)].

5. Kynpuasens E.B., XKykosa 1.11. Baenerounsrit TyGepkyies — BOIIPOCOB
Oosblie, yeM OTBETOB. TVOepkynes u 6onesHu neekux. 2017;95(2):61

88

Oneparysi TPOBOJIUIIACH C BhIPAXKEHHBIMU TEXHUUYECKUMU
CJIO>KHOCTSIMU, CBA3AHHBIMU C Hpe}llﬂeCTBy}OLlLVlM OHCpaTl/lB-
HBIM BMEILIATEJILCTBOM Ha JIEBOM Ta300€/IpEHHOM CYCTaBe.

Yepes 3 Heq mOCIie ONEPaTUBHOTO OPTOMEMIECKOro Jieue-
HUS MAIMEHTKA BbIMUCAHA B CTAOMIILHOM COCTOSIHUM Ha aMOy-
JIATOpHOE JIeYeHue Moyl HabmoeHueM (pTu3naTpa, remarosora,
TeparneBTa U OPTOIe/ia 110 MECTY XKUTEJIbCTBA (PHUC. 5).

B Hacrosiiee BpeMsi CPOK HAGIIONISHNSI TTOCIIe SHIONPOTe-
3upoBanus n Hauana 3PT cocrasnser 28 mec. CocTosinue n
CaMO‘lyBCTBI/le NagyueHTKU y}lOBHeTBOpl/lTeHbHOC. l'[epeusura-
eTcsl caMocTosATe IbHO. [IpoTHBOTYGEpKYyJIe3Hast Tepanust mpo-
HOJIKAETCSI.

3akAloueHue

JlyuyeBble METO/IbI IMATHOCTUKY 3aHUMAIOT BeJlyllee MECTO
B KOMITJIEKCHOM INarHOCTUKE KOCTHO-CYCTAaBHOTO TyOepKyJie-
3a. 3HaHue MP- 1 peHTreHoCeMHOTUKIN NOpaXKeHUst KOCTHOM
cucTtembl ipu 6ose3Hn ['ome HeO6XOAMMO /171 CBOEBPEMEHHON
OLIEHKM XapaKkTepa U CTENeH! BOBJIEUEHUS] KOCTHO-CYCTAaBHOMN
CHCTEMBI, a TakKe AudepeHIanbLHON fuarnocTrke «l ome-
MOpPaKeHUI1» N UHTEPKYPPEHTHbBIX 3a00JI€BaHMUIA.

ABTOPBI 3a5IBJISIIOT 00 OTCYTCTBMH KOH(JINKTA NHTEPECOB.
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