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The article describes a clinical case of the patient with bone and joint lesions suffering from Gaucher disease with the consequent development of
tuberculous infection in the form of tuberculosis sacroilitis and coxitis.
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Ty6epKyJie3 KocTeil i CyCTaBOB BCTPEYAETCS KaK Ca- O6pasyronrecst WHGUIBTPAThl U3 KJaeTok lotre,
MOCTOSITETbHOE 3a00JI€BaHNE, TAK M B COYETAHWN C [IPY-  OTPAHMYKMBAsT KPOBOTOK, HAPYIIAIOT TTIOJHOIIEHHOE MH-
TMMU TATOJIOTUYECKUMHU MTPOIeCCaMy, HAIPUMED TIPU TaHWe KOCTHOM TKAaHU, YTO COMPOBOXKIAETCS ACENTH-
6osesnu Tomre. Bosesns Torme (60J1€3Hb HAKOIJIEHMST  YeCKMM BOCHAJIUTETbHBIM TipotieccoM [1]. Bomesup
JUTUI0B) — HacaencTBeHHAs pepmenTomatud. OHA  MOXKET OCJHOKHSATHCS MTPUCOETNHEHNEM BTOPUYHOI, B
BO3HUKAET B Pe3yJbraTe T€HETUIEeCKOTO AeeKTa U TOM 4Kcie U TyGepKyJesHoit, madekimu. [Tox Hatmim
MPUBOAUT K HAKOTICHUTO HEY TUJIM3UPOBAHHBIX JINMN-  HaOJIf0ieHeM OB TIAIUEHT ¢ cOYeTaHreM TyOepKy-
JIOB B opranax u Tkausx. [To ganuaeiM MexkyHaposHOTO — Jie3a ¢ TIopaskeHreM KOCTHO-CYCTABHOUM CUCTEMBI TPU
perucTpa naienToB ¢ 6osesnsio Tome, 83% manuen- — Gosesnu [o1me, mpecTaBisieM IMATHOCTUKY U METOIBI
TOB UMEIOT OpPaKeHWe KOCTHO-CYCTaBHOW CUCTEMBI.  JIEUEHUSI.

[Tpu MmopdomormueckoM uccaeoBaHNH (PParMeHTOB

KOCTHU BHU/IHO, YTO KOCTHOMO3TOBBIC MPOCTPAHCTBA Kaunnnueckoe HabroeHme
3aIl0JIHEHbl KPYIIHBIMU KJeTKaMu [olre co cBeTsoi
[UTOIIA3MO1, HeGOIBIINM €100 OKPAIIEHHBIM KC- U3 anamuesa 6osbroro K. ussectno, 4to B 4-yet-

MIEHTPUYHO PACTIONOKEHHBIM siIPOM. BBISBUTS paHHne  HeM Bo3pacTe y Hero Oblia AMarHOCTUPOBaHa O0JIE3Hb
M3MEHEHUS B KOCTAX W AMHAMUKY maTojorndeckoro  lomre | tnma, mpoTekaionias ¢ renaTocrjieHOMeraare.
Tpoliecca MMOMOTaeT JIydeBast IuarHocTuka (peHtreHo- B 13-seTHeM Bo3pacTe MalMieHTy MpoBe/ieHa CIIJICHIK-
rpadusi, MarHUTHO-pe3oHaHCcHas ToMorpadus, feHcu-  ToOMusI, a B 17 JieT BBITIOJIHEH apTPO/Ie3 JIEBOTO Ta3o0e-
TOMETPUS, CITUHTUTPADI ). JIPEHHOTO CyCTaBa 110 TIOBO/LY aCETTHYECKOTO HEKPO3a

TyGepkyJiesHoe BocHaieHe B KOCTHOW TKaHW He  TOJIOBKH JieBoi Oeapertoii koctu. Ciryctst 10 jiet manu-
UMeeT YeTKOI rpaHyJIeMaToO3HOW CTPYKTYPUPOBAH-  €HT 0OpaTuiIcs ¢ KajaobaMu Ha 60JIb U HEOTIOPOCTIOCO6-
HOCTH, KaK [PU JIETOYHON JoKam3aiui. TyGepKyie3 — HOCTb IPaBOTO Ta300eAPEHHOrO0 cycTaBa. B Tskenmom
KocTelt pru MOP(OJIOTHIECKOM MCCIEJOBAHUN OMpe-  COCTOSTHUU MAIMEHT TOCTYIHI B OT/ieleHre OphaHHBIX
JIEJISIETCST COBOKYITHOCTRIO TPU3HAKOB: pasposHenubie  3abonesanuii DITBY «HMMUII remarosoruus. Ilpu
OYary Kazeo3omo06HOT0 HEKPO3a, HEMHOTOUHCIEHHBIE  0CMOTpe 0G0JbHOI (27 JieT) uctomieH: poct — 186 cM,
AMUTETMOUTHO-KJIETOUHbIE IPAHYJIEMbI, TUTAHTCKUE  Macca Tesia — 55 K. BeIIBIeHO YKOpOUeHMe JIEBOM HUK-
MHOTOsIIEpHBIE MaKpO(ark pa3HOro BO3pacta, B TOM  Hell KoHewHOCTH Ha 5 cM. O6beM IBMKEHUI B 000MX
urcsie v kiaetku [luporosa — Jlanrxanca, iumbonanas  Ta3o0ePEHHBIX CyCTaBaX PE3KO OTPaHUYEH: B JIEBOM —
UHOUIBTPAIN, TPUCYTCTBUE JTEHKOIIUTOB. BCJIEJICTBUE apPTPOJIE3a, a B MpaBoM — n3-3a 60w, [larm-
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€HT Mepe/IBUTaJICsT TIPU OMOIIHN KocTbiteit. [To janupim - #0 n el :
JiyueBOil guarHoctuku (perrreHorpadusi ¥ MarLuT- S S A Y e
HO-pe30HaHCHAA TOMOTpadus) OmpeessaInch Mpu3Ha- : '
KU aCeNTUYeCKOro HeKPo3a TOJIOBKU JIEBOU U Me/U- 3 . s~ TR B b, !
aJTBHOTO IIePesIOMa MeHKHN PABOii GeAPeHHON KoCTIH e 1 2 " ' ' S
(popmuposannem noaseiBuxa (puc. 1). IIposeneno to- o N S i K .
TaJIbHOE 9H/IOTIPOTE3UPOBAHHUE TIPABOTO Ta300€APEHHO- ¥ s et e 4 =
ro cycraBa. Mop(hoIornieckoe nccre[0Banme roI0BKI P - " Nalpe &
TIpaBoii 6eZPeHHOIt KOCTH OKA3aJI0, YTO MeKOATOUHbIe | ol o -
[POCTPAHCTBA ryOUATOTO BEIECTBA 3AMOTHEHBI KPYIT- 1w * S e P00 T
HBIMU KJIETKAMU CO CBETJION MEHUCTON IUTOIIA3MON 1 ! e
KJIETKaMU ¢ HeOOJIBIINM ¢J1ab0 OKPAITEHHBIM SIZIPOM — : :
kieTkamu Torre (puc. 2). W S o S s L o
s

Puc. 2. llayuenm K., 27 nem. lucmonozuuecxuii
npenapam. Knemxu Iowe 6 kocmiomoszoeom
npocmpancmee 20106Ku 6e0PenHoll KoCmiu.
Oxpacka zemamoxcuiunom u 303urnom, X400

Fig. 2. Patient K., 27 years old. A histologic specimen. Gaucher cells
in medullary space of femoral head. Hematoxylin-eosin staining, x400

cakpomient. TyGepKyJie3tast uHheKIHs MOATBEPKIEHA
GAKTEPHOIIOTUIECKIM UCCJIeI0OBAHUEM, TTPOBEIEHHBIM
B staboparopun mukpoduosoruu OTBHY «ITHUUT».
BbisiBII€HBI KHCIOTOYCTONYMBBIE MUKOOAKTEPUHU TIPU
GaKTEePHOCKOIMH OTEJISIEMOTO U3 CBUIIA, 0OHAPYKEHBI
JHK mukobakrepuii Ty6epkyiesa nmpu ITITP-auarto-
CTHUKE C 9yBCTBUTEIBHOCTHIO K IIPOTUBOTYOEPKYJIE3HBIM
npenapatam I psaga. [HanuenT noctynun 8 HTHUUT,
HayaTa MPOTUBOTYOEPKYJIe3Has Teparus 10 WHANBU-
IyaJIbHOMY PeXXUMY 4 TIperapaTaMu: M30HUA3H/I, TTHpa-
3WMHAMUJ, 9TaMOYTOJI, B CBSI3U C OCHOBHBIM JIarHO30M
(60se3ub Tot11€) 10 PEKOMEH/IAIINI FeMATOIOTOB BMECTO

Puc. 1. llauuenm K., 27 nem. Pexoncmpyxuus 3D pudaMnuIiaa HazHadyeH MoKcudokcaud. Joctur-
ma3s06020 Koavya u masobedpenvix cycmasos (2009 2.) HyTa TMOJIOKUTETbHAS KIUHUYecKas TuHaMuKa. Yepes
Fig. 1. Patient K., 27 years old. 3D imaging of pelvic ring and hip 2 Mec. TIpoBeieHa OTepausl — HEKPOCEKBECTPIKTOMMUST
Joints (2009) JIEBOTO KPECTII0BO-II0/IB3/I0IIHOTO cousieHeHus. 1Ipu

TUCTOJIOTMYECKOM HCCJIeTOBAHNN OTIEPAIMOHHOTO MaTe-

[TocreomnepanoHHbIN MEPHOJT TPOTEKAN 0e3 OCJAOK-  prasia 0OHAPYKEHO TYOEpPKYJIe3HOE BOCIIAICHUE C HAJIU-
HeHwil. BosbHOMY Obliia HayaTa MaToreHeTHYecKast 3a-  ureM Kiaetok [Tuporosa — Jlanrxanca. [IporusBory6ep-
MecTHUTeIbHAst (PepPMEHTHAs Teparisi PEKOMOMHAHTHON — KyJIe3Hast Tepariusi Obljia PO0JIKEHa B MOCJIEIYIOTIIe
rokorepebposuaasoil. Yepes 3 mec. mocsie onepatus- 4 Mec. HecMoTpst Ha 9T0, 06pa3oBasicsi HOBBIN CBUIIEBOI
HOTO BMEIIATeThCTBA OOHAPY KEH eDeKT B 0OIaCTU IO~ XOJL B JIEBOM SITOAMYHON 0OstacTi. BoIosiHeHa ToBTOP-
cJieorieparinoHHOro pyOita. IIpu peBusnm paHbl BhIsIBJie-  Hasl PEBH3HsI C HEKPOCEKBECTPAKTOMHUEI JIEBOTO KPECT-
HbI CBUIIEBBIE XOJIbI, COOOIIAONIIECS C KOMITOHEHTAMU  [[OBO-TIO/IB3/IOIITHOTO COUJIeHeH st 1 Kpectiia. [1pomor-
snzronporesa. HecMoTpst Ha poBeieHHbIe JiedeOHbIe Me-  JKEHO JIeYeHHe TIPOTUBOTYOEPKYIE3HBIMU TIPETapaTaMH.
ponpuATHs (ITPOTOYHO-TIPOMBIBHAS CHCTEMA, TIEPEBSI3KN B TeueHue mocsie[youx HeCKOJbKAX MeCSIEB OTMeYe-
patibl, anTHOAKTEPUAJIbHAS TEPAITNS ), YIAYUIIEHUS HE  Ha TOJOKUTETbHAsI IMHAMIKA: yBETNUeHUe MacChl TeJa,
nocturayTo. [losBuiics BocmanmTenbHbIN MHGUABTPAT — HOpMasu3anus Temreparypbl. OfHAaKO TOSBIEHNUE HO-
B JIEBOIT ATOIMYHON 00J1aCTH, COOOIIAIONMICS € JIEBBIM  BBIX CBHIIEBBIX XO/I0B B JIEBOM SITOIMYHOI 00J1aCTH, TIPU-
Ta300€[PEHHBIM CYCTABOM ¥ MOCJIEAYIONMM 00pa3oBa-  3HAKK TYOEPKYJIE3HOTO KOKCUTA MOCITY KA TIPHYNHON
HIUEM ellle OJJHOTO CBHIa. Ha OCHOBaHWHU BBISIBJIEHHBIX  Y/IAJIEHUS] 9HJIONPOTE3a TPABOTO Ta300€[PEHHOTO CyCTa-
MIpU peHTreHorpadu 1 cupaIbHOW KOMIbIOTepHO  Ba. [IpoBesena onepaiys 1o yaieHuio aHAOTIPOTE3A C
TOMOTpa(UU TPU3HAKOB JIECTPYKIINH KOCTEH KPECTIIO-  MCCEUYEHMEM CBUIIEBOTO X0/1a, HEKPOCEKBECTPIKTOMHUE
BO-TIO/IB3/IONITHOTO COYJIEHEHMST C MHOJKECTBOM CBOOO/I-  KPECTIIOBO-TIO/IB3/IONIHOTO COUsIeHeHUs 1 KpecTiia. /st
HO JIEKAIIMX CEKBECTPOB, JKUIKOCTHOTO 00pa3oBaHusi,a  0beciiedeH sl CpallieHus: OTJIOMKOB IIPaBoii 6epeHHOI
TaK/Ke HAJMYWS CBUIIEH 3aI0[03PEH TYOEPKYJIE3HbIH  KOCTH HAJIOKEHA KOKCUTHAS MTOBSI3KA, KOTOPYIO MAI[MEHT
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Hocua B Tedenne 6 mec. IIpoTuBOTYyOEepKyIe3Has XUMMU-
oteparnng 3aBepiiena. Ha nmporskenuu 3 jet mammenT
BBITIOJTHSLII PEKOMEH/IAIINH TT0 JIEYEH IO OCHOBHOTO 3260~
JieBaHUA U COITYTCTBYIOIIEN 11aTOJIOTUH, BEJ aKTUBHbBINA
06pas sxuzHu. IIpy ouepesHOM IJIAHOBOM 00C/IeI0BaHUI
BBISIBJIEHBI CTUOATETbHO-TIPUBOSIIAS KOHTPAKTYPA,
HE0apTPO3 MPaBoOTO Ta300eIPEHHOTO CyCTaBa ¢ YKOPO-
YeHreM HIKHEH KOHEYHOCTH Ha 8 ¢M, TIepeKoc KocTel
Ta3a 1 MOSICHUYHO-KPECTIIOBOTO OT/IE/Ia TIO3BOHOYHITKA
¢ U3MeHeHueM MoXoAKu. IIpu KoMIbIoTepHOI TOMOTpa-
(bun onpenenACh paspyIieHne Kpecriia, OOIpHbIE
YYaCTKU ECTPYKIIMU ¥ MAaCCUBHOTO OCTEOCKJIEPO3a B
moAB3MOIMHBIX KocTsax. Ha done mpodunaktmaeckoit
POTUBOTYOEPKYJIE3HON XUMUOTEPATTUH ITPOBEIEHO TO-
TaJIbHOE PEIHIONPOTEIUPOBAHME TIPABOTO Ta300€/IpeH-
HOTO cycTaBa (puc. 3).

Puc. 3. llavuenm K., 31 200. Penmzenozpamma npasozo
mazobedpeniozo cycmasa nocie PesHoonpomesupoOsanus

Fig. 3. Patient K., 31 years old. X-ray of the right hip joint after
re-endoprosthesis replacement

[TocsieoneparOHHbII EPHUOJL IPOTEKAT He3 0CTI0K-
Henuii. CriycTst 7iBa roja maieHT ObLT BHOBb TOCTIN-
TAJM3UPOBAH O TIOBOJLY OTKPBIBIIETOCS CBHUIIEBOTO
X0/1a B 00JIaCTH MTPABOTO Ta300ePEHHOTO CyCTaBa, B
pesyJibrare 4ero sHA0IpoTe3 ObL yaaseH (puc. 4). IMo-
cJie 4ero CBUIN HoJiee He MOSIBIISLIVICH.

[Tocute 3aBepiiienyist TedeHus TyOepKyJIesa y mar-
eHTa TPOBO/INJIN HEOJHOKPATHbIe GAKTepPHOIOTHYE-

Puc. 4. layuenm K., 33 200a. Penmzenozpamma npagozo
masobedpennozo cycmasa. Cocmosinue nocie YyoaieHus
andonpomesa

Fig. 4. Patient K., 33 years old. X-ray of the right hip joint. State after
endoprosthesis removal

CKHe UCCJeIoBaHus Ha MUKOOakTepun TybepKyJiesa
MaTepuasa, MoJy4YeHHOrO Ha XUPYPrUUeCKUX 3Tarax
JIeYeHUsT ¥ OT/essieMoro u3 cuiieir. Ouaros Ty6ep-
KYJIE3HOTO BOCTIAJIEHU B IPYTUX OPTaHaX U TKAHSIX, B
TOM YKCJIE ¥ B JIETKUX, HE BBISIBJIEHO.

B macrosmee Bpems narmenT perysasapHO MOTydaeT
3aMeCTUTENbHYIO (DEPMEHTHYIO TEPANIUIO TI0 TIOBOLY
6osieanu Tormre. [IpusHaku TyGepKyIe€3HOro mpolecca
OTCYTCTBYIOT.

3akiaouenne

JlarHoe KITMHIYeCcKoe HAOTIOIeHIe IEMOHCTPUPYET
TSKEJI0e TedeHNe COYeTAHHOTO TOPakeHNs KOCTeH Tpu
JIBYX TATOJIOTHYECKUX Tporieccax — Gosesun Torne u
TyGepKyJe3a kocteil. [Ipu aToM B pe3yJibraTe JeueHust
YIQJIOCH TOOUTHCS KINHIUYECKOTO U3JIedeHust Tybep-
KyJie3a KOCTeM.
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