Cnyyan 13 NpakTUKK

leHnii optoneamn. 2022.T. 28,N2 2. C. 268-273.
Genij Ortopedii. 2022.Vol. 28,n0. 2. P. 268-273.

HayuHas ctatbs
YOK 616.71/72-007-056.7-089-06:616.71/72-002.5
https://doi.org/10.18019/1028-4427-2022-28-2-268-273

Kocmuo-cycmasHas namonozus npu 6one3Hu lowe, ocnoxHeHHas mybepKyne3om
(knuHu4eckue HabadeHus)

Jllopmuna AnekceesHa CemeHoBa'™’, Bnagumup Anekcanaposuu Xomenko!, Kupa AHatonbesHa JlykuHa?

* LleHTpanbHbIi Hay4YHO-UCCNEA0BATENLCKUI MHCTUTYT Ty6epkynesa, Mocksa, Poccus
2 HaumMoHanbHbI MEAULIMHCKUI MCCEA0BATENbCKMIA LEHTpP remaTonorum, Mocksa, Poccus

Asmop, omeemcmeeHrHblii 3a nepenucky: Jlonmuna AnekceesHa CemeHoBa, lu.kk@yandex.ru
AnHomauyus

BBepenne. Bonesup Toiie BXoguT B TPyIIy HAC/Ie[CTBEHHBIX JIM30COMHBIX OphaHHbIX 3a60J€BaHNUII HAKOIUIEHNS], BbI3BAHHON HENOCTAaTOYHOCTHIO
thepmenTa B-mioKroepe6GpO3NAasbl C MOMMCUCTEMHBIM MTOPAsKEHeM, B TOM YKcJie M KOCTHON TKRauu. KoctHo-cycraBHas cucrema mpu 6osesun Tomre
nopaxkaercst B 75-83 % ciyuaes. Ha aTom doHe Hepenko pasBuBarOTCs MH(PEKLMOHHBIE TIPOLECChI, B TOM Uucie u Tyoepkysies. Ilenb. [JeMoHCTpalys
0COGEHHOCTEN M TPYIHOCTM AMArHOCTMKM KOCTHO-CYCTABHOM IaTOJIOTMM Y MAlMEHTOB pPa3HOrO Bo3pacTa mpu GosesHu [oiie, OCI0KHEHHON
Ty6epKysiesHoit nubekiyeri. MaTepuasbl u MeTOAbI. AHAJIN3 KIMHNUECKOTO MaTepuasa (B TOM YlC/ie PETPOCIEKTUBHBIN aHAMHE3), OTIOJIHUTEbHbIE
METOZbI MCC/IeNOBaHMsI, JiyyeBast AMarHOCTMKa (peHTreHorpadusi, KOMIIbIOTEpHas ToMmorpadusi, MarHUTHO-PE3OHAHCHas ToMorpadus), HaHHbIE
XUPYPTUUYECKUX BMEIIATeNbCTB, MOP(OIOrnUYeckoe MccaefoBaHue OMOINCUITHOTO / OIepalyMOHHOTO Marepuasia C  MUKPOOMOIOTMUECKUM
nonTBepkaennem. Pesynbrarei. [IpencraBiieHbl [Ba KIMHMUECKMX HAOMIONEHMS MALMEHTOB, Y KOTOPbIX Ha (oHe 6osesuyu [ole BbISIBIEHBI
JIeCTPYKTUBHbIE M3MEHEHMsSI KOCTell M CyCTaBOB C MOCJEeNYIOLUMM NpyucoeqyHeHneM TyGepKyne3Hoi nHbekuymn. OCo6eHHOCTBIO 3TUX HAGIIIOneHN
SIBJIIETCSI TO, UTO Y OFHOTO GOIBHOTO Gosie3Hb [olire 1MarHoCcTpoBaHa B eTCTBE C MOCTENeHHbIM Pa3sBUTHEM KOCTHO-CYCTABHOM MATOIOTVM, KOTOPast
BIIOCJIELCTBUY OCJIOKHIIACH TYOePKY/Ie3HbIM BOCIanieHneM. Bo Bropom Habionenmn 60ses3tb [oliie [yuarHocTupoBaHa y B3pOCJIOro MalyeHTa B CBI3K
¢ 6OJIE3HEHHBIMY OLLYIIEHMUSIMM B TIOSICHUYHOM OT/ieJie TO3BOHOYHMKA, T.€. Y3Ke C KOCTHO-CYCTaBHbIMM MposiBieHmsimu. Ha stom doHe nmopreepskaeHa
TyGepKysie3Hass MHPEKIMs KOCTel, KOTOpasi Pa3IMuHbIMYU JIEUeOHBIMM YUPEKAEHUSIMM CTaBWIACh TI0[, COMHeHMe. 3aK/IueHue. DT KIMHUYECKMe
CJTy4ay MOATBEPIKAAIOT CJIOKHOCTb AMATHOCTUKY KOCTHO-CYCTABHON Tatosoruy mpy 6osesuu [oie, 0COGeHHO TIPpK MPUCOEOVHEHUN TYOePKYIe3HOM
MHOEKLNM, YTO AUKTYET HEOOXOAMMOCTD ONPENeIEHHOTO aJIfTOPUTMa 06C/Ie[OBaHMSI.
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Abstract

Introduction Gaucher disease belongs to the group of hereditary lysosomal orphan cumulative diseases caused by deficiency of the $-glucocerebrosidase
enzyme. It features polysystemic affection, including bone tissue. The osteoarticular system in Gaucher disease is affected in 75-83 % of cases.
Moreover, infectious processes may frequently develop, including tuberculosis. Purpose The aim of this work was to demonstrate the features
and difficulties in diagnosing osteoarticular pathology in Gaucher disease complicated by tuberculosis infection in patients of different ages.
Material and methods The following methods were used in the study: clinical material (including a retrospective case history), additional research
methods, imaging diagnosis (radiography, computed tomography, magnetic resonance imaging), data from the protocols of surgical interventions,
morphological study of biopsy / surgical material with microbiological confirmation. Results Two case reports are presented that demonstrate destructive
changes in bones and joints developed due to Gaucher disease, and its further association with tuberculosis infection. One patient was diagnosed with
Gaucher disease in childhood and gradually developed osteoarticular pathology that was later complicated by tuberculous. In the second case, the
patient sought medical help due to pain in the lumbar spine as he already had osteoarticular manifestations. Upon further examination at the age of 32,
Gaucher disease was diagnosed. Tuberculosis infection of the bones was suspected but was questioned several times by various medical institutions.
Conclusion The clinical cases discussed confirm the difficulty of diagnosing osteoarticular pathology in Gaucher disease, especially in associated
tuberculosis. This issue dictates the need for a specific examination algorithm.
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BBEJIEHUE

KocTHOo-cycTaBHas cucrema mnpu 6osiesuu [oire mo-
paskaetrcst B 75-83 % ciyuaeB. Kpome Toro, Ha sTom
(dboHe HepenKo PasBUBAIOTCS MHPEKLIMOHHBIE MPOLIECCHI
omnpeneseHHON ITUOJOTUYECKON MPUHALIEKHOCTY, Ha-
npuMep, Ty6epkynes. bBonesub I'oilte BXOOUT B TPyIITy
HACJIEICTBEHHBIX JIM30COMHBIX OpGhaHHbIX 6ose3HeNn
HaKOILJIEHMSI, BbI3BAaHHOJ HEIOCTAaTOYHOCTbIO (epMeH-
Ta [-mIoKonepe6pos3nasbl € MOJMCUCTEMHBIM IOpa-
SKeHMeM B TOM UMcJie U KOCTHOM TkaHu [1-6]. BonesHb
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lomie BO3HMKaeT IpyM MyTanuy TeHa JIM30COMaIbHOTO
tdepmenTta P-mokorepebposnugassl (red GBAI), Jio-
KaIM3YIOLIerocs Ha JAMHHOM Iuteue 1q21q [1, 6]. He-
JOCTAaTOYHOCTb  R-rmrokolepe6po3nugasbl  MPUBOAUT
K HaKOIUIEHUIO TIJTIOKO3UJIIepaMuia, COCTOSILIEro u3
497 aMMHOKVCJIOT ¥ BXOJSIILIETO B COCTAB JIM30COM BCEX
opraHoOB 1 TKaHell [7, 8]. Takum o6pa3oMm, TITIOKO3MIIIe-
paMmj, HEJLOCTAaTOUYHO PACLIEIUISSICh, HAKalJIMBaeTCs B
JIM30coMax Makpo¢aros, NMOCTEIIEHHO IpeBpallasch B
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Cnyyait U3 NnpakTUKK

KPYIIHbIe KJIETKY C MEeHMUCTON TosyboBaTON IUTOIIA3-
MO (TIPU OKPacKe reMaTOKCUIMHOM U 303MHOM) U 6O0JTb-
MM SKCIEHTPUUHBIM SIIPOM, TaK Ha3bIBaeMbl€ KJIETKMU
Tomre (Makpodaru MpomyKTOB MepepaboTKM, Meperpy-
>KeHHbIe JIMTTUIaMM).

OpHoit M3 Hambosiee W3JIIOOJIEHHBIX JIOKAIM3aLii
9TUX KJIETOK SIBJISIETCS KOCTHBbIM MO3r [9-13]. Mex6a-
JIOUHbBIE TTPOCTPAHCTBA 3aIMOJHSIOTCS MHOUIbTPATAMM U3
Ky1eToK ['o1ite, YTO OrpaHNYMBAET IIPUTOK KPOBM, HapyIla-
eT MUTaHue, Coco6CTBYS HOPMUPOBAHMIO OCTEOHEKPO-
3a. Hapymraercs MuHepaabHbIVi 0OMeH KajabLiysi U ¢oc-
dopa c usmeHeHnem nNpoyHoCTH 1 Hopmbl KocTeir [1, 14].
[Tpoucxogut o6pa3oBaHME aHOMAaJIbHBIX YILUIOTHEHUI
KOCTHOM TKaHU B BUIE CKJIEPOTUUECKUX YUACTKOB BIOJIb
KOCTHOMO3IOBOT'O KaHaJla CO CTPYKTYPHBIM M3MEHEHUEM,
YILJIOIIEHEM BePXHEl TPETU TOJIOBKM GeIpeHHOM KOCTH,
nedopmaliyeri, YTO PEHTTeHOJOTUYECKU OIpeaesiseTcs
Kak kojba Opienmeiiepa [15-17]. Hapyuienne dbopmbr
KOCTY XapaKTepusyeT MpPOIeCC PeMOJETMPOBaHNUS B OT-
BET Ha CKOIIEHNE KJIETOK [ollle B KOCTHOMO3TOBBIX TIPO-
cTpaHcTBax. Hasnure HeGOJBIIOTO KOJIMYECTBA KJIETOK

Totite B KOCTHOMO3TOBBIX MPOCTPAHCTBAX MONKET IMPOTe-
KaTb 6€CCUMIITOMHO.

[Tpy 3HaUMTETLHOM CKOIUIEHMM KJIETOK loire y 60sib-
HbIX BO3HMKAIOT TaK Ha3bIBaeMble KOCTHbIE KPU3bI C CUJIb-
HbIM GOJIEBBIM CMHAPOMOM OT HECKOJIbKMX YacOB AO He-
CKOJIbKMX OHel. Boyeuenne kocreir pu 6ose3uu [oie
BCTpeuaercs y 75-83 % 6ombHbIX. B GOMBIIMHCTBE CITyua-
€B MPOIIECC BOBJIEYEHNST KOCTEM HAUMHAETCS B IETCKOM MJTU
MO POCTKOBOM Bo3pacTe. Yaille Bcero nmopaskaroTcs IjIMH-
HbIe KOCTI: GenpeHHas1, OosbiebeprioBasi, TuieueBas [18].
Knerku Toire MOryT CTUMMY/IMPOBATh BbICBOOOKAEHME
MTPOBOCIAJINTEIbHBIX LIMTOKUHOB, MHTEPAeNKUHOB IL-1,
IL-6, IL-10, dakTOopa HEKpO3a OMYXOJU ¢, Makpodaraib-
HOTO KOJIOHMe cTUMYy/mpyolero gaxropa. Ilpegmnomnaraior,
uyTo IL-6 cMyaupyeT KOCTHYIO Pe30pOInio, CIOCOOCTBYS
BO3HMKHOBEHIIO OCTeOoIleHuM 1 ocreornoposa [1]. B koct-
HYIO TKaHb MOYKET MTPOHUKATh MHQEKIVSI.

Iless paGoThI: TPOIEMOHCTPUPOBATh OCOOEHHOCTH U
CJIO’KHOCTD IMarHOCTUKY KOCTHO-CYCTaBHOM TIAaTOJIOTUN Y
MalMeHTOB Pa3HOTo Bo3pacTa Mpu 6ose3Hu loile, 0CI0XK-
HEHHOJI Ty6epKyJie3HO MHbeKIIneN.

MATEPUAJIbI U METOZbI

B pa6ore npencrasieHbl ABa HAOIIOOEHMS TIAIVEHTOB C
6osesnbio Toiie. MeTombl: KIMHMYECKMI MaTepuas (B TOM
UJCJIe PETPOCIIEKTUBHbIN aHAMHE3), TOTOIHUTE/IbHbIE METO-
bl VICCITEMOBAHMS, JTyUeBast IMarHoCTUKa (peHTreHorpadus,

KOMITBIOTEPHAs] TOMOrpadusi, MarHUTHO-PE30HAHCHAsT TOMO-
rpadust), JaHHbIE XUPYPrUUECKUX BMeIaTesbCTB, MOPGHO-
JIOTMYECKoe MCCienoBaHye GMOTICUMITHOTO / OTepaliOHHOTO
MaTepuaia C MMKpOOMOJIOTMYECKMM TTOATBEPSKIEHVEM.

PE3VJIBTATDBI

Hao6mionenne 1: mykunna, 1981 r. p., y KoTOporo B
BO3pacTe 4-x JieT OuarHocTupoBaHa 6oje3Hb loire. B
13 yleT MO TOBOAY TeMaTOCIIEHOMETraIMM TMPOU3BeIeHa
crieHsKTomusl. B 17 j1eT, B CBSI3M C OCTEOHEKPO30M T'OJIOB-
KU JIEBOV GeIPEHHOV KOCTH, BBITIOJHEH apTPOes JIEBOTO
Ta3obegpeHHOro cycTrasa (puc. 1).

Puc. 1. I'uctonornueckuii npemnapar. bosnesus Tomre. Komriek-
CbI KJIETOK [0llle B KOCTHOMO3rOBOM IPOCTPAHCTBE GepeHHO
koctu. OKpacka reMaToKCUJIMHOM U 303uHOM, * 100

B Bospacrte 27-mu JieT MOSBWINCH KaJoObl Ha 6OJb U
HEOTOPOCIIOCOBHOCTh TIPABOr0 Ta300eIPEHHOro CyCTaBa.
BbIsiB/IeHO YKOpOUYEeHMe JIeBOJ HIKHEN KOHEUHOCTM Ha 5
CM, pe3Koe orpaHuueHre ob6bhemMa ABVKEHUH B Ta306eqpeH-
HBIX CYCTaBax: CJIeBa M3-3a PaHee BbIIIOJIHEHHOTO apTPoIesa,
CIIpaBa - B CBSI3M C 60JIeBbIM CMHAPOMOM. [Tpy ocTyIuieHnm
COCTOSTHME TSKEJIOe, TIepenBIsKeHye GbUI0 BO3MOKHO TOJIb-
KO C TIOMOIIbI0 KOCThUIeN. [Ipy ocMOTpe GOIbHOI UCTOIIEH
(ipnt pocte 186 cm Bec 55 kr). CBuiLieli 1 paH B 06/1aCTH 1Ipa-

BOTO Ta306eIpeHHOro CyCTaBa He BbIsABIeHO. VMenach BbI-
paskeHHast TIPUBOSIIAs KOHTPAKTypa MPaBoro Ta3obempeH-
HOTO CyCTaBa CO 3HAYMUTEJIbHbIM GOJIEBbIM CHMHApPOMOM. [To
JAHHBIM JTyY€BOM JUArHOCTUKYU (PEHTTeHOrpadist, KOMITbIO-
TepHast ¥ MarHUTHO-pe3oHaHcHast Tomorpaduu — KT / MPT)
OTIpEeNesUTUCh TIPU3HAKM OCTEOHEKPO3a T'OJIOBKM JIEBOW U
MeIyaIbHOIO TIepesioMa LLIENKY IIPaBoi 6eIpeHHO KOCTH C
dbopmmpoBannem noaseiBuxa (puc. 2). B cBs3u ¢ BbIerne-
PEUMCJIEHHBIMM CUMIITOMAMM ¥ OPTOTEAVUECKUM CTaTyCOM
MalyeHTa ObLJI0 MPUHSITO peLleHNe IMPOBECTU TOTaJIbHOE
SHIOIMPOTE3MPOBaHNe TPABOTO Ta300eIpeHHOro CycTaBa.
[TocteonepaliOHHBIN TIEPUO, TIPOTEKAT Ge3 OCIOKHEHUIA.
OnHoBpeMeHHO GOJTbHO TMOTyYas TMaTOreHeTUUYeCKyIo 3a-
MEeCTUTEJIbHYIO ()epMEHTHYIO Teparuio 6oe3un [ore.
13:01:2010]

9:22:24)
785

[Not for diagnostic use

Puc. 2. 3D komrmbioTepHast Tomorpadust KocTei Tasa u Tazobe-
JIPEHHBIX CYCTaBOB Mpu Gosie3Hu [oie. AHKMIIO3 J1IEBOTO Tasobe-
IpeHHOro cycTaBa. HeoapTpos mpaBoro Ta3o6eqpeHHOro cycrasa
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Yepes 3 mecsiia MocCje ONepaTMBHOTO BMEIIATeTbCTBA
MOSIBIJIOCHh PACXO’K/IEHVE LIBOB B 06JIaCTY TTOC/IE0NEPaIy-
oHHOro py6ua. ITpuHATO pelieHne 06 OmepaTBHOM BMe-
1IaTeIbCTBE M PEBU3MM 06ACTM Omepalyu, Mpy KOTOPOW
6bl1a OOHApy)keHa T'HOMHAs MOJIOCTh B 06JIaCT IPaBOTo
Ta306eJpeHHOr0 CyCTaBa, BbISIBIEHbI CBUILIEBBIE XOIbI, CO-
OOIIAIOIIMECS C KOMIIOHEHTaMU 3HIOMpPOTe3a. YCTaHOBJIE-
Ha MPOTOYHO-TIPOMBIBHAsT CUCTEMA, HAJIO’KEHbI BTOPUYHBIE
IIIBBI 0GJIACTY OTIEPALIMOHHOMN paHbl. HecMoTpst Ha Haymnume
MTPOTOYHO-TIPOMBIBHOM CUCTEMBI, MMEPEBSI3KM PaHbl, aHTU-
6aKTepUAIbHYIO TEPAUIO MOSBUJICS BOCIAJIUTENIbHBIN MH-
GbuabTpar B JIEBOV SITOOMYHONM 067aCTM, COOOIIAIOIIMIACS
C JIEBBIM Ta300eIPEHHbIM CYCTaBOM, U €Ille OfMH CBUILE-
BOM XOfI B 9TOi ke 067acTu. 3amofo3peH U OUarHOCTU-
POBaH CaKPOWIEUT TYOGEepKyJIe3HOW ITHUOJIOTUM, KOTOPbIN
ObLT MOATBEPSKAEH MUKPOOVOJIOTMYECKMMIU TTIOCEBAMU U3
CBUIIIEBOTO OTHeJsieMOro. HasHayeHa MpPOTUBOTYOEPKY-
JIe3Hasl Tepanusl 10 VHOMBUAYAIbHOMY pexkumy. Ha done
TIOJIOSKUTETHbHOM KJIIMHUYECKON IMHAMMKM Yepe3 2 Mecsia
Mpou3BeLeHa orepanuss HeKPOCEKBECTPIKTOMUY JIEBOTO
KPEeCTI[OBO-TIOB3IOIIIHOTO COUJIEHEHNSI C ICCEeUeHeM CBU-
1[a ¥ TUCTOJIOTMYECKUM MCCIIEOBAHMEM OMepaiOHHOTO
MaTepuaa, NMpy KOTOPOM IMOATBEPsKAEHA TyOepKyJie3Hast
3TMOJIOTMsT BOCHaieHnst. HecMoTpst Ha mociieyoliee Jie-
YyeHMe MPOTMBOTYOEPKY/IE3HBIMM TIpernapaTaMiu, HOSBUJI-
CsI HOBBIM CBMILIEBOM XO[ B JIEBOM SITOOMYHONM obyactu. B
Hosi6pe (uepes3 4 Mec. OT AaThl MOCJIEIHEN Onepalm) Bbl-
TOJTHEHA TIOBTOPHAsT PEBU3MS UM HEKPOCEKBECTPIKTOMMUS
JIEBOTO KPECTIIOBO-TIOZIB3IOIIHOTO COUJIEHEHUST M KPEeCTIIa.
[TponoskeHa TTPOTUBOTYOEpKyJie3Hasi Tepanus. B pesysib-
TaTe HOPMAaJIM30BaIach TEMIIEPATYPa, MAlMEHT PUOABII B
Bece. Ho mosiB/ieH1e HOBBIX CBUIIIEBBIX XOIOB B JIEBOM SITO-
IUYHOM 06JIaCTY MPUBEJIO K PEIIeHMI0 O HeOOXOmUMOCTH
yIoaseHus: SHIOIPOTe3a MPaBoro Ta3o6eIpeHHOro CycTaBa
C MCCEUEHVEM CBUIIEBOTO XOZA, CEKBECTPHEKPIKTOMUEN
KPECTLIOBO-TIOAB3/IOIIHOIO COUJIEHEHMSI ¥ KPECTIa, YTO U
OGbUIO OCYIIECTBJIEHO uepe3 2 rofia Mocjie YCTaHOBKM 9H-
nompore3sa. [1st obecrieueHust cpallieHusi OTJIOMKOB IIPaBoil
6GepeHHOI KOCTM HaJIoyKeHa KOKCUTHask moBsska. Ha mpo-
TSDKEHMM TTOC/IENYIONIMX 2-X JIET GOJbHOM BBITIONHSI pe-
KOMeHJaluu 1o jeueHuio 6osesHu loire u Tybepkysesa.
[Tpy 11aHOBOM O06C/IE€NOBaHMM BBISIBJIEHBI CrUMOATETbHO-
MIPUBOASIIIAsE KOHTPAKTypa, HEoapTpo3 MpaBoro Tasobe-
IPEHHOTO CYCTaBa C YKOPOUYEHMEM HVKHel KOHEUHOCTHU
Ha 8 cM, mepeKkoC KOCTelt Tasa U MOSICHUYHO-KPECTIIOBOTO
OTJieJIa TIO3BOHOYHMKA C M3MeHeHueM Moxonku. [1py KoM-
MbIOTEPHO TOMOrpaduy 06HapysKEHO paspylleHye KOCTen
KpecTiia, OOILIMPHbIE YYACTKM OECTPYKIUMU, MAaCCHUBHbIN
OCTeOCK/Iepo3 MoAB3IOLIHBIX KocTel. Ha done mpodu-
JIAKTUYECKOJ TMPOTUBOTYOEPKY/Ie3HOM XMMMUOTEparuu IO
VHOVBUIYAJIBHOMY PEKUMY ¥ TI0 HACTOSITEJIbHOM TpOChbe
maryeHTa uepe3 3 rofa IocCjae MepBOr0 TOTAJIbHOTO SH-
JIOTIPOTE3UPOBAHMSI TTPOBEIEHO PEIHAONPOTE3NPOBAHYE
MpaBoOro TasobedpeHHOro cycraBa. Iloc/ieonepanyoHHbIN
nepuop, mpoTteKkasn 6e3 ocaokHeHuit. OpHako yepe3 2 roga
BHOBb OTKPBLJICSI CBUILIEBOI XO[I B 06/1aCTY IIPABOTO Ta300e-
TIPEHHOTO CYCTaBa, KOTOPbIN He 3aKPbIBAJICS, HECMOTPS Ha
MPOBOAVIMYIO aHTMOAKTEPUAIIBHYIO U MTPOTUBOTYGEPKYJIe3-
HYIO Tepamnuio. B cBSI3M ¢ peryamMBUPYIONIMM HarHOEHMEM
B 006/1aCTM Omepanyu 4epes 3 roga mocjie pesHgonpresu-
pOBaHMSI TIPUHATO pellleHre 00 YyAaJeHuU SHOOMPOTesa.
B nocieonepaliimoHHOM Mepyroze B TeUeHYe TOCTIeLYIOIINX
12 mecsiieB 60sibHOMY Gbljla Ha3HaueHa MPOTUBOTYOEp-
KyJIe3Has XMMMOTEpANus MO0 MHAMBUIYATBbHOMY PEKUMY,

COIVIaCHO TIOJTyYE€HHOJ UYyBCTBUTEIbHOCTM K IPOTUBOTY-
6epKysesHbIM Ipernaparam 1 u 2 pspa. B HacTosiee Bpemst
MAIMEeHT PeryJsipHO MOTyvaeT 3aMeCTUTEIbHYIO (hepMeHT-
HYIO Tepamnuio 1o noBoxy 6omesuu [orre. [TpusHaku Ty6ep-
KYJIE3HOTO BOCIAJIUTETBHOTO MPOIIecca KOCTHO-CYCTaBHOM
CUCTEMBI OTCYTCTBYIOT, ITOSTOMY JIe4eH) e KOCTHO-CYyCTaB-
HOTO Ty6epKyJie3a 3aKOHUEHO.

Hao6mionenne 2: skeniiyna, 1984 r.p. 13 anamuesa us-
BECTHO, 4TO B 13-y7leTHeM Bo3pacTe 6e3 yCTaHOBJIEHHOTO
JIMarHo3a Oblja BBIMIOMHEHA CIJIeHsKToMUsI. B 27 net my-
TeM KecapeBa ceueHust pomuiia gsoiHio. B 30 yiet mo maH-
HbIM MarHUTHO-PE30HAaHCHOV ToMorpaduu Gbuia BbIsBIIE-
Ha IPOTPY3USI MESKITO3BOHKOBBIX OUCKOB L4-SI, skcTpy3ust
L5-SI ¢ mpu3HakaMu KOPEIIKOBOM KOMITpeccuu. Buimosn-
HEeHbI JiBe TapaBepTe6GpasibHble MHBEKLMM AUTIPOCIaHOM
6e3 addekTa. B Bospacre 31 roma maimeHTKa ob6paTuiach
3a MEIMIIMHCKOM TIOMOIIBIO TI0 MOBOAY Cy6debpuibHOM
TeMITepaTypbl 1 6OJIM B TIOSCHUYHONM 0OIaCTH, MJIEUYEBBIX,
KOJIEHHBIX, TOJIEHOCTOITHBIX CyCTaBax, OOJ€3HEHHbBIX 00-
pasoBaHMIT B TIPaBOM ILIeUe, JIEBOM IpedIieube, KUCTSIX.
C ouarHosoM CenmTUMKOIIMEMUNM U apTpUTa JIeBOro Tasobe-
JIPEHHOTO cycTaBa GosibHas OblIa TOCIUTAIM3MPOBAHA B
peBMaroJiornyeckoe oraeneHue. IIpoBomwiach aHTHOAK-
TepuabHas Tepanus 6e3 MOoJIOKUTebHON JuHaMuKu. [pu
JaJIbHeNIeM OOCIelOBaHNM BBISIBJIEH OCTEOMMENIUT TeJia
MpaBON MOMB3AOIIHON KOCTU; GOKOBBIX MacC KpecTia; ab-
CLIeCChI IIPABO MOAB3MOIIHOM, TOSICHUYHONM MBIIIILL; JIEBOM
GeIpeHHOoN KOCTH; abCIeCcChl MeaMaJbHOM IPYIITbI MbIIIII]
JleBoro Genpa; QuierMoHa IIpuIeskalleil 3abpIOIIMHHON
SKMpOBOM KieTuatku. [IpousBemeHa OGuoricusi JieBoii Oe-
JIPEHHOM KOCTHU, TIO pe3yJIbTaTaM KOTOPON C AMarHo3oM Ty-
6epKysie3a KOCTHO-CYCTaBHOM CUCTeMbl (TyOepKyJie3Hblit
KOKCUT CJieBa ¥ KPeCTIIOBO-TIOB3AOIIHOTO COWIEHEHUS
CIipaBa) IMepeBefieHa B OTHeJIeHNe BHEJeroyHoro Ty6ep-
KyJie3a, TAe «XOJIOOHbBIV» HATEYHMK ObUT BCKPBIT U Ipe-
HupoBaH. [Ipu ucciemoBaHnu OTAEISIEMOTO U3 aKTMBHOI'O
JIpEHAa’ka paHbl JIEBOTO Ta300eqpPeHHOro CyCTaBa IMarHo3
TybepKyJie3a 6bLT MOATBEPKIEH OAKTEPUOIOTNYECKHM (BbI-
SIBJIEHbI MUKOGakTepun TybGepkysnesa). HasHauena mpotu-
BOTYOepKy/ie3Hast Tepanyst 1o [ peskumy ¢ moc/ieayonmm
TTOJIOKUTENIbHBIM 3((}EKTOM (3HAUMUTETBHO YMEHBIIMIICS
6osieBovi cuHAapoMm). OpHako ManyeHTKa obpaTwiach B
Ipyroe JieuebHOE yUpeKAeHe, IIe OMarHos Tyoepkysiesa
GbLT TOABEPTHYT COMHEHMIO ¥ GOJIbHYIO MPOOIIEPUPOBAIIIA.
IIpoBefeHa MOTMbBITKA SHAOMPOTE3UPOBAHMS JIEBOTO Ta30-
6GeIpeHHOTO CYCTaBa, OCJIOKHUBIIASICS BBIBUXOM T'OJIOB-
K1 6eqpeHHO} KOCTM 13-3a MOBPEXKAEHNUS 3a[IHeli CTEHKU
BepIY)XKHOM BriaauHbl. Orepaniys 3aBepiiieHa 4acTUUYHON
peseK1ieii roJIOBKY 6epeHHOM KOCTH, HEKPIKTOMIMEN TKa-
Heli JieBoro Ta3obenpenHoro cycrasa (2016 r.). [IpoBeneHo
TYCTOJIOTMYECKOE ¥ MMUKPOOMOIOrMYecKoe 1CC/iefoBaHue
OTIepallMOHHOTO MaTepuasa, rae MUKPOCKOITUMYECKM OIpe-
JlesUiach KapTuMHa ocTeoMuennta 6e3 MPU3HAKOB CIIell-
nbmuHoctn. Ilpu 6GakTEepMONOTMYECKOM WCCIIEIOBAHUU
MMKODaKTepuu TybepKysae3a He oOHapykeHbl. Ha atom
OCHOBaHMM TyGepKyJie3Hass STUOJIOTUST BOCHIATIATETHHOTO
mpoliecca Obljla OTBEPrHyTa ¥ BBICTABJIEH APYrovi aua-
THO3: MOCJIEZICTBYUSI PEAKTUBHOTO apTpuTa. B ciemytoiem
craiyoHape B 32 rofa BIepBbie (C YIETOM CIUIEHIKTOMUU
B aHaMHe3e) 3arofo3peHa ¥ BepuuIMpoBaHa OOJIe3Hb
Tomte. TIpoBemeHa sH3MMOAMATHOCTYKA, MMOATBEPAMBIIAs
HaJu4YMe HacaeICTBEHHON (epMeHTONaTHM (aKTUBHOCTD
(depmenta 6era-roronepebposuaasbi 0,78 MKMOJIb/IUTP/
yac; myTtanus reda GDF: T 370S/M162T). BoisiBnieHa my-
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Talyst B OOHOM aJljiejie TeHa IpOTPoMOMHA (TeTepO3UroT-
HOe HacsenoBaHue). bonbHas nepeBeneHa B mpodguibHOE
MEeIOUIIMHCKOE YUpeskIeHue [T KOPPeKUUM U JIeueHust
6omnesuu Tome. [Ipy MOCTYIUIEHUU TSKECTh COCTOSTHUST
6buTa OOYCJIOBJIEHA MHBAJIMUOU3UPYIOUIMM OpTOIennye-
CKMM CTaTyCOM: TepeJBUrasiach C TOMOIIBIO KOCTbLIEN
13-32 HEOITOPOCIIOCOGHOCTHM JIEBOV HVKHEN KOHEYHOCTU
C yKOpoueHueM Ha 4-5 cM, oTMeuasach peskast 601e3HeH-

HOCTb IIPM aKTMBHBIX M IMACCUBHBIX IBMIKEHUSIX JIEBOTO
Ta300eIPEHHOTO CyCTaBa. PEeHTreHOJIOrMUeCKy OIpe[e-
JISUICST BBIBMX, KOKCApTPO3 ¥ OCTEOHEKPO3 2 CT. TOJIOBKM
JIeBOV GeipeHHON KOCTH (puc. 3).

Puc. 3. PenrreHorpamma JieBoro tazo6epeHHOro cycrasa. Ty-
GepKyIe3HbIl KOKCUT, BBIBUX TOJIOBKY JIEBOV GeIPeHHOI KOCTU

BbIsiBIeHO KOJIOOBUIHOE pacCUIMpEHNe OUCTaIbHbBIX
OTZHeNIOB 00erx GelIpPeHHbIX KOCTeN, MHOUIBTPALUS KOCT-
HOTO MO3ra, 06yCJIOBJIeHHAs! OCHOBHBIM 3a6o0sieBaHMeM. B
JIETKVX OOHapY>KeHBI MEJIKOOYAroBbIe AVICCEMIHATBI, KOTO-
pble ObUIM TPAKTOBAHbI KaK IMPOSIBIEHNSI THEBMOHMMA, U K-
cwuisipHast iuMdoaneHonaTus. VismeHeHust Kocrei Tasa,
Ta306eIpEHHBIX CYCTABOB PACIIEHEHbI KaK IOCIENCTBUS
JTUTEJIBHO CYIIECTBYIOIIEro F'HOMHOTO BOCIAINTEIbHOTO
mporecca ¢ pacrpocTpaHeHueM Ha 0OJIacTh KPeCTIIOBO-
TIOZIB3[IOIIHOTO COYJIEHEHVSI CITPaBa, KPeCTIOBbIe MO3BOH-
ku. [IpunsTO peliieHne 06 OnepaTBHOM BMEIIATeIbCTBE C
MIPOBeEHNEM CEKBECTPHEKPIKTOMIUY JIEBOTO Ta300epeH-
HOTO CyCTaBa, PeBM3UM C BO3MOXKHBIM OIHOIIOJIFOCHBIM
SHIONPOTE3MPOBAHMEM JIMOO MOCTAHOBKOM apTUKYIUPY-
Iolero creiicepa. B mpenornepanoHHO MOATOTOBKE B
TeueHune 4-X Hefeslb TPOBOAMIIACH IPOTUBOTYOEPKYIe3Hast
xXumMuorepanus 1mno 1 pexxumy, 3amecTutenbHas (601e3HU
lomre) u merabonmueckass teparusi. B 2017 1. ymanmoch
MPOBECTY OMEPayIo TOTAJBHOTO 3SHIOMPOTE3UPOBAHMUS
sieBoro TaszobermpeHHOro cycrapa. Omepaiys Mpomuia C
TEeXHNYECKMMHU CJIOKHOCTSIMM ¥3-32 TIPEJIIeCTBYIOLINX
OTIepaTMBHBIX BMeIIAaTelIbCTB Ha CycTase. IlepenHe-60Ko-
BBIM JJOCTYIIOM OTKPBITA TIOJIOCTb CYCTaBa, P 3TOM BbI-
IeJTMIIOCh OKOJIO 50 MJT CBETJION, MPO3PaYHON SKUIKOCTH
6e3 3amaxa M xjomnbeB. [Ipu peBusuyu oGHapPY>KeH 3aIHUNI
BBIBUX TOJIOBKM JIEBOV GeIpeHHOl KOCTH, HMOBPEKAEHMe

3aHMX OTJEJIOB KallCyJibl CYCTaBa, AedeKT 3aJHero Kpas
M 3aJHUX OTHAEOB KPBILIM BEPTIY>KHONM BMafuHbl. IIpo-
M3BeeH OMWI IIeliKY GeJpPeHHOM KOCTY IMOJ, YCTAHOBKY
6eIpeHHOTO KOMITOHEHTa SHZIOMpoTe3a. ['0oBKa U 1Ieiika
GeipeHHOM KOCTM TOJHOCTBIO pe3elypoBaHbl. ITpokcu-
MaJIbHbIN OTHeNl GeIpeHHONM KOCTY 06paboTaH IMOJ, TUITO-
pasmep 7 6enpeHHOro KOMIIOHeHTa sHaonporesa "Mb3a'".
[Tocne ynaneHust craek 0CBOOOsKAeHa BePTIy KHAsI BIIaAy-
Ha. [Ipy MOMbITKE YCTAHOBKY MOHOIIOJISIPHOM MOTY/IbHO
TOJIOBKM iiaMeTpoM 44 MM OTMeueHa TeHIEeHIIVS K 3aHe-
MYy BBIBUXMBAHUIO, T.e. OFHOIIOJIOCHOE MPOTE3UPOBAHNE
HEeCTabWIbHO, KaK ¥ YCTAaHOBKA apTUKYJIMPYIOLIETO CIel-
cepa. Ha ocHOBaHMY BBIIIEN3TIOKEHHOTO MPUHSITO pellie-
HUe O MPOBEIEHUN TOTaJbHOTO SHAOMpoTe3upoBanus. C
MTOMOIIIBIO IITapoIlIeK pasmepoM 10 48 ob6paboraHa BepT-
JyskHast BraayHa. C y4eToM BO3MOXKHOCTM crienyduue-
CKOT0 MH(EKIIMOHHOTO MPoliecca Ta3oBbIN U aleTabysisip-
HbIJi KOMIIOHEHT SHZOIPOTE3a YCTAHOBJIEHbI Ha KOCTHbIN
L[EMEHT C TeHTaMUIIHOM B MaKCMMaJIbHO BO3MOKHOM TI'O-
PU3OHTAJILHOM TIOJIOKEHUY ([1J1s TIPemyIIpesKaeH s BbIBU-
Xa rOJIOBKM 6efpeHHoi KocTn). [Tocie ycTaHOBKM GefipeH-
HOTO KOoMIoHeHTa «Mib3a»-7 MPOM3BENEHO BIIpaBJIeHMe
SHIOIMpPOTe3a. YCTaHOBJIeHA HOKKa "'Vib3a-cranmaprHas'
TUopasmepa 7; 6e3leMeHTHbIN aleTabyJIIpHbI KOMITO-
HeHT Turnopasmepa 46 mm o tuny "TIpecc-dut" ¢ momo-
HUTEJIbHOM 1IEMEHTHOV (uKcalue; BKIIbIII TUIIOPa3-
mepa 44-46 mm; rosioBKa Tunopasmepa «S». [IpousseneHo
BIIpaBJIeH)€ KOMIIOHEHTOB SHIOIPOTE3a. YIaJeHHbIe Tpu

OIepaTMBHOM BMeIIaTeIbCTBE TKaHM, B TOM YMCJI€ 4aCTh
pe3elypoBaHHON T'OJIOBKY GePEeHHON KOCTY, HallpaBJIeHbI
Ha Mopdostornueckoe ucciaenoanue (puc. 4).

Puc. 4. T'ucronornueckuit npenapar. TyGepkysne3 6GempeHHO
KOCTH. ODIUTEJIONIHO-KJIETOUHbIE TPAHY/IEMbl, TUIAHTCKVE
MHOrosifiepHble KieTku Iluporosa-Jlanrranca. Okpacka rema-
TOKCMJIMHOM ¥ 903uHOM, *x 100

B mocieonepaiioHHOM Tepuome MPOBOIMINCH 3a-
MeCTUTeJbHble TeMOoTpaHchysuu; KOMOMHMpPOBAHHASI
aHTUOMOTUKO-GDEPMEHTHAST TEPaIusl; aHTUKOATYISTHTHAS
npodumaktuka. TeyeHye MOC/IEONEPAIIMOHHOTO MEPUOAA
mporeKkano 6e3 ociaokHeHMit, PaHa 3askmia TepBUYHBIM
HarspkeHueM. [1IBbI cHsITBI Ha 14-e cyTku. BosibHast BbI-
mMcaHa C JMArHO30M: TYOepKy/ie3 MHOXXeCTBEHHBIX JIO-
KaJu3aluii: JIeBOCTOPOHHUI KOKCHUT, ITPaBOCTOPOHHMIA
cakpomsient, cioHauaut S1, aktuBHas ¢asa. CocTosiHMe
MOCJIe CEKBECTPHEKPIKTOMUM JIEBOTO Ta306eApeHHOTrO
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cyctaBa. [ToHbI BBIBUX T'OJIOBKM JIEBOW OGeIpeHHON KO-
ctu. CocTosiHME TIOC/Ie TOTaJbHOTO SHIOMPOTE3MPOBAHMS
JIeBOTO Ta306eApeHHOro CycTaBa. B TeueHme mociiemyio-
X 24 MecseB Ha3HaueHa TPOTUBOTYOEePKyJIe3Hast Tepa-
TSI, PEXKUM KOTOPOV KOPPEKTUPOBAJICS B 3aBUCUMOCTH OT
KJIMHUYECKUX U JIAGOPATOPHBIX ITaHHBIX. [lepeHOoCMOCThb
Ha3HAUYEeHHbBIX MPOTUBOTYOEOPKYJIE3HBIX ITPENapaToB OblIa
xopoiiiasi. PeHTreHoJorMueckuii KOHTPOJb KOCTHO-CY-
CTaBHOJ CUCTEMbI i OPTaHOB I'PYOHOV KJIETKU yepes 3, 6,
12 mecsiieB u majee exxerogHo (puc. 5).

B Hacrosiiiiee BpeMsi COCTOSIHME TMaleHTKM YIOBJIET-
BoputenbHoe. CrycTs 3 roma mocjie onepaiun XoauT 6es
JIOTIOJTHUTENTbHOM omopbl. OlleHKa (QYyHKUMM SHAOMPOTE-
3MPOBAHOIO JIEBOTO Ta300eqpeHHOro CycTaBa Mo Xappuc
cocraBwia: 60ib - 42 6asia, eXXeqHeBHAs! aKTUBHOCTb —
12 6aoB, yHkims — 44 6asia, aMILIMTYAA / IBVOKEHUE —
4 6aa, neopmanus - 4 6asia.

Bonesnnr Tollle KOppeKTHMpYeTCs] COOTBETCTBYIOIIEN
depmenToTepanmueii. JleueHne KOCTHO-CYCTaBHOTO TyGep-
KyJie3a 3aKOHUEHO Ha OCHOBAHWUM OTCYTCTBUS MPU3HAKOB
penuauBa TyGepKyJIe3HOTO BOCITaIEHNSI.

Puc. 5. PentreHorpamma JieBOro Ta3o6eIpeHHOro CyCcTaBa yepes
J1Ba rofia TocJie onepauyy TOTaJbHOTO SHI0NPOTE3UPOBAHNS

OBCY>KIEHUE

CoBpemeHHast kiaccudukanus pasmesser O6oJe3Hb
Toire Ha [Ba THIIA: HEHEMPOTIATUUECKYIO M Heliporaruye-
ckyto. HeHeliporaruyeckuit BapuaHT MOKeT MaHUGbeCTH-
poBath B JI060OM BO3pacTe M XapaKTePU3YeTCs XPOHMYe-
CKMM TeueHueM. BBIIBUTL paHHME M3MEHEHUSI B KOCTSX,
IMHAMMKY TATOJIOTMUYECKOTO Mpoliecca MOMOTaeT JiydeBast
IMarHoCTMKa (peHTreHorpadusi, MarHUTHO-Pe30HaHCHAst
Tomorpadusi, AeHcuToMeTpust, cumMHtUrpabms). PeHtre-
Horpabusi MO3BOJIIET JUATHOCTMPOBATH JAedopmarni,
TIePeJIOMbI, OTIPEIEIUTh TOJIIMHY KOPKOBOTO CJIOST KOCTH,
HaJMuMe OCTeOHeKpo3a. MarHuTHO-pe3sOHaHCHasE TOMO-
rpadust olieHMBaeT COCTOsTHME KOCTHOTO Mo3ra. JleHcuTo-
MeTpUsI TIOKa3bIBAET IVIOTHOCTb KOCTHOV TKaHU, COfepiKa-
HMe HeopraHMuyeCcKuxX Kajbluii-pocaTHbIX COeOMHEHNI,
creneHb ocreonenuy [19, 20].

B npeacTaB/JI€HHbIX OBYX KIMHUYECKUX Ha6)IIO,E[0HI/IHX
y TaluyeHTOB Obla HeHelpomnaTudeckas dopma 6o0ses-
uu Tomre. Y mepBoro maiyenTta 60sesHb loiile BbIsIBIeHA
paHo, B JIETCKOM Bo3pacTe. HecMOTpsl Ha NPOBOIMMYIO
Tepanuio MpobJIeMbl KOCTHO-CYCTaBHO CHCTEMbI IPOSIBA-
Jn cebst B 17-71eTHeM BO3pacTe, KOTga AMarHOCTUPOBAIN
OCTEeOHEKPO3 TOJIOBKY JIeBOV GeIpeHHO KOCTH, B CBSI3U C
yeM BBIIIOJTHEH apTPOZes JIEBOrO Ta306eJpeHHOr0 CyCTaBa.
B Teuenne nocnenyrommx 10-tu sieT caMouyBCTBUE OBLIO
VI OBJIETBOPUTEIbHBIM, HO 3aTeM OOJIbHOV 0OPaTUIICS YKe
B TSDKEJIOM COCTOSIHMM CO 3HAUUTEbHBIM YKOPOYEHMEM
006erx KOHEYHOCTEeN, BbIPasKeHHbIM O0JIEBBIM CUHIPOMOM.
B 27 net npoBeneHO mepBoOe TOTAJIbHOE 3HIOMPOTE3UPO-
BaHue MpaBoro TasobenpeHHoro cycrasa. OgHako mocse-
OTepalyOHHbIN MEePUON, OCIOKHWUIICS MPUCOeAVHEHeM

TyGepKysie3Hol MHbeKIM C pa3BUTKeM cakpowmienta. Ha
(oHe mpoduIaKTUUECKO MPOTUBOTYOEPKYIE3HON XUMU-
oTepanuy IPOBEIeHa IOMbITKA PEIHIOINPOTE3NPOBAHMS
MPaBOro Ta300eqPEeHHOr0 CyCTaBa, HO 3aTeM IPOTe3 TIPU-
LIJIOCh YAQJIUTD.

OCo6eHHOCTHIO BTOPOTO KJIMHUYECKOTO HAGJIOMEHNs
SIBJIIETCS TO, UTO Gosie3Hb [olile OGblia BIiepBbIe BbISIBJIEHA
B 32-JleTHEM BO3pacTe, KOTAa MOSBWINCH Cepbe3HbIe MPO-
6JIeMbl C KOCTHO-CYCTaBHOM CUCTEMOM M COOTBETCTBYIO-
e kajaobbl. Ha mpoTsskeHny HeCKOJIbKUX JieT GosibHast
6b171a 06CIe[OBaHa B HE CKOJIBKUX JIEUeOHBIX YUPEsKIEHUSIX
ctpanbl. OnHako 60se3Hb ['olile Gbliia BbISIBIEHA HE Cpasy.
Tak ske Kak ¥ B IepBOM HaOJTIONeHMM, K KOCTHO-CYCTaBHOM
MIaTOJIOT MM TIPUCOEOVHWIIACH TYOepKy/Ie3Hass MHGEeKIsI.

B coBpemMeHHBIX YCIOBUSIX aKTMBHOTO TMIpenoIepary-
OHHOTO JieueHus1 Mopdosornveckasi AMarHoCTuKa Tybep-
KYJIE3HOT'O BOCIIAJIEHNST UMEET Psifi OCOOEHHOCTEN, T.K. HET
YEeTKOM KJIaCCUUeCKOW CTpyKTypupoBaHHOCTHM. O6 3TOM
CBUIETEJIbCTBYET BTOPOE KJIMHMYECKOe HaOJIoleHe, KOT-
Ia Ha (GoHe TPOBOAVMOTrO JIEUeHMsI OTCYTCTBOBAIU TPU-
3HaKJM T'PaHY/IEMAaTO3HOTO BOCIAJIEHMsI, XapaKTePHbIe [JIs
TybepKysiesa. [InarHos Tybepkysesa ObLT OTBEPTHYT, 4TO
YCYTyOUJIO TeUYeHue MaToJIOTMUeCKOro mporecca. I'mcro-
JIoTMYecKasi KapTMHA CKJIaJbIBaeTCs U3 COBOKYITHOCTM
MIPU3HAKOB, XapaKTePHBIX MJIST TyOepKYyJIe3HOTO BOCIaie-
HUSI: Pa3pPO3HEHHBIX OYAaroB Ka3eo30MOJOOHOTO HEeKpOo3a,
HEMHOI'OUMCJIEHHBIX JSIMUTEJIMOUOHO-KJIETOUHbIX TI'pDaHy-
JIeM, TUTaHTCKUX MHOTOSIIEPHBIX MaKpogaroB pasHOro
BO3pacTa, B ToM uncie u [Tuporosa-Jlanrraxca, mumbons-
HO¥ MHOWIBTPAIMY, IPUCYTCTBHUS JIEKOIUTOB.

3AK/TIOYEHHME

Takum ob6pasom, B TaHHOV paboTe MPOAEMOHCTPUPO-
BaHbl OCOOEHHOCTY ¥ CJIOXKHOCTM AMarHOCTUKYU KOCTHO-
CYCTaBHOM MMaTOJIOT UM Y MAIMEeHTOB Pa3HOTrO BO3pacTa Mpu
6ose3nu lolire, OCIIOKHEHHOW TyGepKy/Ie3HOM MHPEKIn-
eit. [TocTaHOBKa uarHosa TpebyeT IpUMEHEHNS IIIMPOKO-
ro CIeKTpa AMarHOCTUYECKUX uccaenoBannii. Hamu 6bu1
JCITOJIb30BAaH KOMITJIEKC METOMOB: aHa/M3 KJIMHUYECKOTO
Matepuaja (B TOM uMC/ie, PeTPOCIEKTUBHbBIN aHaMHe3),

[OTIOJTHUTE/IbHbIE METOMbI MCCJIeOBaHMsI, JiyyeBas Oya-
IHOCTHKA (peHTreHorpadusi, KOMIIbIOTEPHAS TOMOrpadus,
MarHMTHO-Pe30HAaHCHAsT ToMorpadust), JaHHble XUPYPIu-
YEeCKMX BMEIIAaTeIbCTB, MOPGhOIOrMUeCKOe MCCIenOBaHue
GUOIICUITHOTO / OTNePAIMOHHOTO MaTepuajia C MUKpOOMO-
JIOTMYECKMM IIOATBEP>KAECHNEM.

IlaHHble KIMHMYECKME Cayday TOATBEPsKAAlOT CJIOK-
HOCTb AYarHOCTUKY KOCTHO-CYCTaBHOI MaTOIOTUY Tpu 60-
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sie3un [orre, 0C/IOKHEHHOI BOCIIAJIeHMEM TybepKyJIe3HOi
sTmosoruu. [1oaToMy HEOGXOAMMO KaK MOKHO PaHbIIIe BbI-
SIBJISITH TIPY3HAKU TTOPASKEHMST KOCTHO-CYCTAaBHOM CUCTEMbI
IUII CBOEBPEMEHHOTO peIlleHMsT BOIIPOCa O TaKTHKe Jieye-
HUSI, TIpEXKIe BCETo, XMPYPruIecKoro BMeImarenbCTsa. [1pn
6ose3Hn [oIle Bcerma eCTb PUCK MPUCOEIVMHEHUST TyOep-
KkynesHoit mHbekiyu. [TosaTroMmy HeO6XOAMMO MPUMEHSThH
OTIpeJie/IeHHbIN aJITOPUTM [JIs1 €€ BbISIBJIEHUS TIPU TIEPBBIX
MpU3HAKaX BOCHAJIEHMs, HapyIIeHMsIX (QYHKUUYU CyCTaBa,
orpaHVUeHMy IBICKeHMs: [IyackuH-TecT, peakuysi MaHTy
c 2 TE, T-SPOT TB. Ilpu nosiBjienuu CBUILE HEOOXOmU-
MO IIPOBOAMUTH MUKPOGMOIOTMYECKIE TIOCEBBI OTEISIEMOTO

He TOJIbKO Ha Hajimyye Hecrenypuyeckon QJopkl, HO U Ha
HaJIMuKe MUKOOaKTepuii TybepKysesa (JIFOMUHECIEHTHAS
MMKPOCKOTNMSI, TTo/IIMepasHasl 1erHasi peakiyst). I1py mop-
donoruyeckoM uCCaEqOBaHNY GUOTICUMITHOTO MM OTepa-
IIMOHHOTO Marepuania HeoOXOOMMO OKpaIllMBaHVe MUKPO-
npernapaToB 1Mo metony Lmmb-Husmbcena mjisi BbISIBIEHMS
KMUCJIOTOYCTOMUYMBBIX MUKOOaKkTepuii. 111 OKOHYATe TbHOTO
pellieHMss BOmpoca O TyOepKy/lIe3HOM WiM Hecrenuduye-
CKOM BOCITQJIEHMY KOCTHO-CYCTaBHOV CHUCTEMbI IMarHo3
OCHOBBIBA€TCSI HA COBOKYITHOCTH PE3Y/IbTAaTOB KJIMHUKO-JTY-
YeBbIX, JIAOOPATOPHBIX, MUKPOOMOIOTMYECKIX 1 MOP(OJIO-
IUYECKMUX VCCIeNOBaHMIA.

CIIMCOK MCTOYHKMKOB

1. Bonruna C.51., FOpos 1.10., Benoryposa M.B. Penkue 6onesuu nereit. Kasaus: Mepnumna, 2018. C. 20-27.

2. Jlykuna E.A. Bonesus lome. M.: JIutreppa, 2014. 56 c.

3. Gaucher Disease. 1st Ed. / Futerman A.H., Zimran A., eds. Boca Raton (USA): CRC Press. 2006. 544 p. DOI: 10.1201/9781420005509.

4. Skeletal improvement in patients with Gaucher disease type 1: a phase 2 trial of oral eliglustat / R.S. Kamath, E. Lukina, N. Watman, M. Dragosky,
G.M. Pastores, E.A. Arreguin, H. Rosenbaum, A. Zimran, R. Aguzzi, A.C. Puga, A.M. Norfleet, M.]. Peterschmitt, D.I. Rosenthal // Skeletal Radiol.
2014. Vol. 43, No 10. P. 1353-1360. DOI: 10.1007/s00256-014-1891-9.

5. Zimran A. How I treat Gaucher disease // Blood. 2011. Vol. 118, No 6. P. 1463-1471. DOI: 10.1182/blood-2011-04-308890.

6. Enzyme replacement therapy for Gaucher disease: skeletal responses to macrophage-targeted glucocerebrosidase / D.I. Rosenthal, S.H. Doppelt, H.].
Mankin, ].M. Dambrosia, R.]J. Xavier, K.A. McKusick, B.R. Rosen, ]. Baker, L..T. Niklason, S.C. Hill // Pediatrics. 1995. Vol. 96, No 4, Pt. 1. P. 629-637.

7. Glucosylfingosine (Lyso-GLi) maybe the primary biomarker for screening Gaucher disease in Russian patients / K. Savostyanov, A. Pushkov,
L. Murav’ova, G.B. Movsisyan, A.I. Rykunova, R.V. Ponomarev, K. Lukina, E. Lukina, L. Namazova-Baranova // Mol. Genet. Metab. 2019.
Vol. 126, No 2. P. S130. DOI: 10.1016/j.ymgme.2018.12.334.

8. Weinreb N.]. The Bone in Gaucher Disease // Clinical Therapeutics. 2007. Vol. 29. P. S91-592. DOI: 10.1016/S0149-2918(07)80462-0.

9. Ty6epkysnes u 6onesub lorre / JI.A. CemenoBa, B.A. Xomenko, K.A. Jlykuua, C.M. Kasyruuna // AkTyasibHble BOIIPOCHI pTusmuaTpyun : COOPHUK Ha-
yuHbIX Tpy#oB. [B.m.], 2017. Bem. VIII. - C. 208-211.

10. Ty6epkysie3Hblii CAKPOUIEUT C KOKCUTOM Y TatmeHTa ¢ 6osesnbio Tomre / B.A. Xomenko, JI.A. Cemenosa, K. A. JTykuna, K.B. Tokaes // Ty6epkyiies
u 6onesun jerkux. 2018. T. 96, N° 8. C. 55-58.

11. Evidence-based recommendations for monitoring bone disease and the response to enzyme replacement therapy in Gaucher patients /
S.V. Vom Dahl, L. Poll, M. Di Rocco, G. Ciana, C. Denes, G. Mariani, M. Maas // Curr. Med. Res. Opin. 2006. Vol. 22, No 6. P. 1045-1064.
DOI: 10.1185/030079906X104623.

12. Improvement of bone disease by imiglucerase (Cerezyme) therapy in patients with skeletal manifestations of type 1 Gaucher disease: results of a
48-month longitudinal cohort study / K.B. Sims, G.M. Pastores, N.]. Weinreb, J. Barranger, B.E. Rosenbloom, S. Packman, P. Kaplan, H. Mankin,
R. Xavier, J. Angell, M. A. Fitzpatrick, D. Rosenthal // Clin. Genet. 2008. Vol. 73, No 5. P. 430-440. DOI: 10.1111/j.1399-0004.2008.00978.x.

13. Imiglucerase (Cerezyme) improves quality of life in patients with skeletal manifestations of Gaucher disease / N. Weinreb, ]. Barrandger,
S. Packman, A. Prakash-Cheng, B. Rosenbloom, K. Sims, J. Angell, A. Skrinar, G.M. Pastores // Clin. Genet. 2007. Vol. 71, No 6. P. 576-588.
DOI: 10.1111/j.1399-0004.2007.00811.x.

14. Gaucher disease: alendronate disodium improves bone mineral density in adults receiving enzyme therapy/R.]. Wenstrup, L. Bailey, G.A. Grabowski,
J. Moskovitz, A.E. Oestreich, W. Wu, S. Sun // Blood. 2004. Vol. 104, No 5. P. 1253-1257. DOI: 10.1182/blood-2003-11-3854.

15. Inddepenimanbas [MarHoCTUKa JIy4eBOil KapTUHbI TYOEPKY/Ie3HOTO0 CaKpOWJIenTa U Creuduueckoro nopaskeHust KOCTHOW CUCTeMbI mpu 6o-
nie3un Toie Ha mpumepe KimMHMYeckoro ciydast / A.A. ConoBbeBa, P.B. TTonomapes, K.A. Jlykuna, B.E. Mamounos, B.A. XomeHnko, 11.3. Koctuna,
I A. Slupik, E.A. JlyknHa // TepaneBtuuecknii apxus. 2019. T. 91, N® 1. C. 84-88.

16. Torman JI., SIupik I, Torounzase 1. Bo3MOKHOCTM pEeHTI€HOIOTMYECKOM AMarHoCTuky 6ose3un Toiie: marepuasbl: Marepuasbl 11 Beepoccuiickoro
HAIMOHAJIBHOTO KOHTpecca 1o Jy4YeBOii AyarHocTuke u tepanuu // Mepuumnckas Busyammsanusi. 2008. Crer,. Boir. C. 73.

17.Maas M., Poll L.W., Terk M.R. Imaging and quantifying skeletal involvement in Gaucher disease // Br. J. Radiol. 2002. Vol. 75, No Suppl. 1.
P. A13-A24. DOI: 10.1259/bjr.75.suppl_1.750013.

18. OmbIT AMarHOCTMKM ¥ JIeUE€HVSI KOCTHO-CYCTaBHOTO Ty6epKysiesa y naumenTa ¢ 6osesnbio Tomre I tuna / A.A. Conosbesa, I.A. bk, P.B. IToHoma-
peB, B.E. MamonoB, B.A. Xomenko, E.A. Jlykuna // I'emaronorus u tpancdysmuonorus. 2018. T. 63, N2 1. C. 182-183.

19. Robertson P.L., Maas M., Goldblatt ]. Semiquantitative assessment of skeletal response to enzyme replacement therapy for Gaucher’s disease using
the bone marrow burden score / AJR Am. J. Roentgenol. 2007. Vol. 188, No 6. P. 1521-1528. DOI: 10.2214/AJR.06.1410.

20. Evidence-based recommendations for monitoring bone disease and response to enzyme replacement therapy in Gaucher patients/S. Vom Dahl, L. Poll,
M. Di Rocco, G. Ciana, C. Denes, G. Mariani, M. Maas // Curr. Med. Res. Opin. 2006. Vol. 22, No 6. P. 1045-1064. DOI: 10.1185/030079906 X 104623.

Crarbst noctymwia B pegakiyio 09.12.2019; ogobpena nocie petieHsupoBanust 22.12.2021; npunsita K ny6amkammm 26.01.2022.

The article was submitted 09.12.2019; approved after reviewing 22.12.2021; accepted for publication 26.01.2022.

CBegeHus 00 aBTOpax:

1. JTiogmmia AnekceesHa CeMeHOBa — KaHAMAAT MEAUIIMHCKMX HayK, lu.kk@yandex.ru, https://orcid.org/0000-0002-1782-7763;
2. Bragumup Asnekcanaposuy XOMEHKO — IOKTOP MEIUIIMHCKMX Hayk, Khomenkov@mail.ru, https://orcid.org/0000-0001-8988-556X;
3. Kupa AnaronbeBna JIykuHa — KaHIMIAT MEOIMIMHCKMX HayK, https://orcid.org/0000-0002-6757-985X.

Information about the authors:

1. Lyudmila A. Semenova - Candidate of Medical Sciences, lu.kk@yandex.ru, https://orcid.org/0000-0002-1782-7763;
2. Vladimir A. Khomenko - Doctor of Medicine, khomenkov@mail.ru, https://orcid.org/0000-0001-8988-556X;
3. Kira A. Lukina - Candidate of Medical Sciences, https://orcid.org/0000-0002-6757-985X.

Coznacue nayueHmaos nony4yeHo.

Kongnuxkm unmepecos omcymcmeayem.

273 leHuit optonegum. 2022, T. 28, N2 2



