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bonesnv Touwe omHocumcs k epynne 1u30COMHbIX 6071e3Heli HAKONTEHUS.
B ocHose 3a60ne6anus nexcam mymayuu 2eHa KUciol 6ema-eaKo3uoassl,
NpuUeoOAULUe K CHUNEHUIO UMY NOIHOTL ympare aKmueHoCmu 0aHH020
nuzocomtoezo gepmerma. OcHOBHbIE KTUHUUECKUE NPOSBTIeHUS 00Ne3HU
Towe muna I: cnnenomezanus, zenamomeeanus, YUmoneHus, nopajieHue
KOCMHO-cycmaeHoti cucmembot. IlocnedHee 6 bonvuiuHcmee cry4aes
onpeodensem Manecmv medeHus 3a6071e6aHUL U XAPAKMePU3Yemcs
svipasceH ol eemepozerHocmoto. Haubonee uacmoti npuuuroii 60ne6020
CUHOPOMA ABTIAIOMCS OCTNEOHEKPO3bl, 8 HACMHOCMU AcenmuyecKue
HeKpo3bL 2071060k OedpeHHbLx Kocmeil. Kax cnedcmeue — popmuposarue
KOKCapmpo306, NPu0OAULUX K UHBATUOUSAUUL 6 MOTIOOOM 803pACHe

U MPebyoULUX XUPYP2UHECcK020 SledeHUS — IHOONPOMe3UPOBAHUS
ma3zobedpernvix cycmaesos. CospemerHoe neverue 6onesHu Ioute
3aKn04Aemcs 6 HA3HAYeHUU NOKUSHEHHOU pepmeHmo3amecmumenvHol
mepanuu peKkoMOUHAHMHOU bema-2n0K03uoasoil (umuenioyepasa,
Lepesum®), xapaxmepusyrouieticss Omau4HoL nepeHocUMoCmoio

U 8bLCOKOTU KNUHUYECKOU dpPpexmusHocmoio. CeoespemeHHO HA3HAUEHHOE
JieveHue no3607gem 0CMAHO6UMb NPo2PeccUposarie 3a6071e6aHUs

U npedomepamumo nopajierue HU3HeHHO 8arHvLX opearos. OOHaKo

Y 83pOCTIbIX NAUUEHMO6 3a007e6aHUe 3a4ACTNYI0 OUAZHOCUPYeMCS

HA CMAOuL MAXEN020 NOPAXKeHUS KOCHO-CYCMABHOT cucmembl. B maxoii
CUMyayuy NOMUMO gepmeHmosamecmumenvHoli mepanuu 60nvHole
HYHOAMCA 6 8bICOKOKBATUPUUUPOBAHHOTE OPMONEOUHecKol NOMOUU.

Kmouesvie cnosa: 6onesqv loute, acenmuueckuii Hekpo3, pepmeHmHas
3amecmumernvHas mepanus, UMUOUepasa

BBepeHue

bonesusp Tome oTHOCUTCA K rpymme
JIM30COMHBIX 00/Ie3Hell HAKOIUIEHMS,
XapaKTepN3YOIINXCS TaTONIOINIeC-
KUM OT/IO)KEHVeM B OPraHaX U TKaHAX
IPOMEXYTOUHBIX NPOAYKTOB HOP-
Ma/IbHOTO MeTabo/IM3Ma B Pe3y/bTa-
Te HACJIE[CTBEHHOTrO AeduunTa aK-
TUBHOCTY JIM30COMHBIX (pepPMEHTOB.
B ocHoBe 601e3nu lome nexxar myTa-
LM TeHa KUCIOoI OeTa-III0KO3Ua-
3bI, IPUBOMALINE K CHIDKEHUIO VTN
IIOJIHOJ yTpaTe aKTUBHOCTY JAHHOTO
7M30coMHOro depmenTa [1, 2].

Hedurur 6eta-rmoK03MAA3I NMEET
HauboIblllee 3HAYEHE [/IsI AHTUTeH-
nepepabaThBAIOINX MAaKpodaros,
IIOCKOJIBKY Ba)KHOU (DYHKI[VIEN 9TUX
KJIeTOK AB/IAETCA Ierpafialiisl KIETOK
KPOBU, 3aBEPUIMBIINX >KU3HEHHBII
uukit. Jedunur aktuBHOCTH GeTa-
[JIIOKO3MAa3bl HPUBOAUT K HAKOI-
JIEHUIO B JIM30COMax MakKpodaros
HEYTUIN3VMPOBAHHBIX JINIINTOB 1 00-
Pa30BaHMIO XapaKTEePHbIX KJIETOK Ha-
KoIUleHus, nian kiaetok lome, — nepe-
IPY>XE€HHBIX JIMIUAAMI MaKpO(daros
[3]. CnencrBueM QYHKIVIOHAIBHON
Heperpysku MakpoaroB CTaHOBATCS
ayTOKPUHHAsT CTUMYJIALVIST MOHOLIU-
TOI033a U yBe/IndeHne abCoOTHOTO
KonuyecTBa Makpo¢aros (Iposs-
JISIETCS TeaTo- U CIIEHOMerajlyeit,
nHduipTpaleil Makpogaramu Koc-
THOTO MOS3Ta, JIETKMX ¥ APYTUX Op-

* ABTOD BBIp@XKaeT Imy6oKyo 6/1arofapHOCTh BCeM COTPYAHMKAM [eMaToIornyeckoro HayqHoro LeHTpa, IPMHMMABIINM YYacTyie B IMATHOCTHKE U JieueHnn 60ne3Hn

Tomre Y HalME€HTKH, 9YbA UICTOPUA 6071€3HY U3JI0KEHA B I[aHHOIZ CTaTbe.
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TaHOB), HapYyIlIeHUe MHOTUX (U3NO0-
noruyeckux QyHKIuit Makpodaros,
B TOM 4MCJIe PETY/IALIMU KPOBETBOPe-
HIsI M MeTab0/MM3Ma KOCTHOM TKaHU
(TIpenIIONOXKITEIbHO JIEKUT B OCHOBE
LIUTOIIEHIIECKOTO CHHPOMA U TTOpPa-
>KEHMs KOCTHO-CYCTAaBHOI CHCTEMBI)
(3, 4].

Haub6omnee wactoiM (94% crmydaes)
K/IVHIYECKUM BapUaHTOM 00JIe3HN
Towre apnsaerca tun I 3abonesanus,
XapaKTepyUsYIOIUIICA OTCYTCTBUEM
CHMIITOMOB MHOpaXeHNs HEPBHOI
cucrtembl [5]. OCHOBHBIE KIMHI-
YyecKie nposiBeHns 6onesnu lomre
T2 | BKIIFOYAIOT CIUIEHOMETINIO, Te-
MaTOMETAJINIO, LIUTOIEHNUIO, opaXKe-
HIe KOCTHO-CYCTaBHOI cucTeMbl. I1o-
PpakeHye KOCTHO-CYCTaBHOM CHCTEMBI
B OOJIBIIVHCTBE C/Iy4aeB ONpefesIsieT
TSKECTb TedeHMs 3ab0/MeBaHNsA, Xa-
paKTepusyeTcsi BHIPa>KEHHOI rere-
POT€HHOCTBIO ¥ MOYKET HPOSIBIIATHCS
OCTPBIMIL U XPOHIYECKIMI OCCA/ITH-
SIMI, TIATOJIOTMYIECKVIMI TIEPEIOMAMI,
pasBuTIEeM 0CTe0apTpo3oB [6]. Hanu-
6oree pacIpocTpaHEeHHON TPUIUHOI
6071eBOT0 CHHPOMA SIBJISIIOTCST OCTEO-
HEKPO3BI, B YaCTHOCTH ACEITIYECKIE
HEKPO3bl IOJIOBOK O€peHHBIX KOC-
reit. Kak cnencrsue — popmupoanme
KOKCapTpO30B, MPUBOASILINX K MH-
BaINM3ALNU B MOJIOZIOM BO3pacTe
U TPeOYIOIVX XUPYPIUIECKOro jIeye-
HVS1 — 9HJIOIPOTE3NPOBAHS Ta300es-
PEHHBIX CYCTaBOB.

CraHfapTOM COBPEMEHHOIT IMarHoc-
triku 60se3un lomre siBystercst Guoxu-
MIIeCKOe OIIpefie/ieHIie aKTYBHOCTH
6eTa-TI0KO3MIa3bl B JIEIKOI[UTAX
KpOBU (9H3MMOAMAarHoctuka). Jna-
THO3 TIOATBEP)KAAIOT NP CHIDKEHUN
akTuBHOCTU (epMeHTa MeHee 30%
OT HOpPMa/bHOTO 3HadeHus1. Mopdo-
JIOTMYeCKOe MCCeoBaHMe KOCTHOTO
MO3Tra IOMOTaeT BBIABUTb MHOTO-
4uC/IeHHble K1eTKy lole u ogHOBpe-
MEHHO VCK/IIOUUTD TeMOO/IacTo3 WK
MHOe 3ab0/IeBaHMe CUCTEMBI KPOBIL.
OpHaKko OTCYTCTBME XapaKTepPHBIX
K/IETOK B Ma3KaX KOCTHOTO MO3Ta He
[I03BOJISIET MOJTHOCTBIO MCKIIIOYNTD
6omesnp lome, MOCKONMBKY KIeT-
ku Toure jIerko paspymwamTcs IIpu
IPUTOTOBJIEHUM ¥ OKPAacKe MasKOB,
a TaKKe MOTYT PacIOJIaraThCs Ha Ie-
pudeprn mMaska [4].

CoBpeMeHHOe siedeHue 6ome3nu Tomre
3aK/II09AeTCsl B Ha3HAYEHUN [IOXKN3-

OHKonorna, rematonoria u paauonorud. N 1

HEeHHOJI (pepMeHTO3aMeCTUTe/IbHON
tepanun (®3T) pexoMOMHAHTHOI
OeTa-III0KO3MA3011 (MMUIIIOLepa-
3a, llepesuMm®), KOTOpas BBOZMUTCS
BHYTPVBEHHO KaIleJIbHO KaXK/Ible IBe
Hegmermy. Takas Tepammus XapakTepu-
3yeTcsl OT/IMYHOI IEePEHOCUMOCTHIO
M BBICOKOI KIMHUYECKOI 3ddex-
TUBHOCTBIO Y IALMEHTOB C GO/Ie3HBIO
Tomre tuma I [3]. CBoeBpemeHHOE
HazHadyeHne P3T mosBomsgeT ocra-
HOBUTb IIPOrpeccUpoBaHIe 3abore-
BaHIUSA U MPEJOTBPATUTh MOPAKEHIEe
JKVMI3HEHHO BaYKHBIX OpraHOB. OgHAKO
y B3pOC/IBIX HAIVIEHTOB 3a00JIeBaHue
3a4acTyI0 AMarHOCTUPYETCS Ha CTa-
UM COCTOABILETOCS TSKENOTO Mopa-
JKEHMsI KOCTHO-CYCTaBHOI CHCTEMBIL.
B atom cyuae mommmo ®3T 6o/bHbIE
HY>KIAIOTCS B BBICOKOKBaMpUIVPO-
BAHHOJ OPTOIEMYECKOI TIOMOLIN.
Jo Havana npumeHennst ®3T epuHcT-
BEHHBIM 11 HEpPEeJKO OIPaBJaHHBIM
ciocoboM sedeHus: GOTBHBIX CO
CIICHOMeTaJIieil CYUTanach CIle-
HIKTOMM:A, KOTOpast CIOCcOOCTBOBaNA
HOpMa/nusaluy IokKasareneil KpOBIL.
OpnHako, KaK IOKa3asl MOC/IeRYOMi
K/IVHIYECKUII OIIBIT, CIUIEH9KTOMU-
poBaHHbIe OONbHbIE UMEIOT 6osIee Ts-
Kertoe MopaXkeHye KOCTHO-CYCTaBHOI
CHCTeMBI ¥ TIOBBILIECHHBII PYCK ITOpa-
JKEHMA TaKJX KV3HEHHO BayKHBIX Op-
TaHOB, KaK IIeYeHb 1 Jierkue [4].
PaccmoTrpym KIMHMYeCKUT IpuMep
CJIOXKHOJI JMarHOCTUKM 60/e3HU
Torre, TsDKEIOro MOpaXkKEeHMsT KOCTHO-
CYCTaBHOI1 CHCTEMBI I HEOOXOAMMOC-
TV KOMOVHVPOBAHHOTO (TepaleBT-
YeCKOTO U XUPYPIUYECKOr0) TeYeHMs.

Knunuveckuin cnyvait

Y manmentkn C. 1986 1. p. B Bo3pacrte
ABYX JIeT OBUIM BBISBJICHBI T'ellaTo-
CIUTEHOMeTa/IVisl 1 ITTyOOKas aHeMMs
(56 r/1). Torma ke B ne4yebHO-IMA-
THOCTHYECKIX L[e/IsIX OblTa TpoBeeHa
cyOTOTa/IbHAS PE3eKLNsT Ce/Ie3€HKIL.
Ha ocHOBaHUM pe3ynbTaToOB TMCTO-
JIOTMYECKOTO MCC/IeJOBAaHNA TKaHU
Ce/le3eHKM) YCTAHOBJIEH JMarHo3 IViC-
THOLMTO3a U3 K/IeToK JlaHrepraHca.
OT mpeIo’keHHOTO XMMIOTEepaTeB-
TUYECKOTO JICYSHU POAUTENN Tall-
€HTKV OTKa3a/IUCh.

B BospacTe ueTnlpex s1eT y 60/1pHOIM
IIPOM30LIeN NATOJIOTMYECKIIT Tepe-
JIOM LIEJIKY JIeBOJI OeIpeHHOI KOCTI.
Dbl ycTaHOBJIEH AMArHo3 «XpOHU-
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COBpEMEHHOG neyeHie bonesHi loLue

33KH0UALTCA B HA3HAUCHWN NOXKM3HEHHOI

(hepMeHT03aMeCTUTENbHOI Tepaniy

PEKOMOVHAHTHON OeTa-rMoKo31aa30i

(umurniouepasa, Liepesum®), Kotopad

BBOZTCA BHYTPUBEHHO KamnebHO Kable
N1Be Hefienw. Takad TepaninA xapakTepusyerca
OT/INYHON NEPEHOCUMOCTBHO 1A BbICOKOIA
KNMHUYECKOR SOOEKTUBHOCTBIO Y MaLMEHTOB

¢ 6onesHbio fowwe Tuna |l

YeCKNI TeMaTOTeHHBII OCTEOMMEUT
BepXHeil TpeT) /1eBOJ OefpeHHO
KOCTI».

B BO3pacTe feBATH /€T y MAlMEHT-
KJ HOABVIIVCH MHTEHCUBHBIE 60N
B 0071acTy I€BOTO Ta300epeHHOro
cycrapa. [Ipy peHTreHonOrN4YECKOM
UCCTIEIOBAHMN BbIABJIEH acenTyyec-
KMl HEKPO3 TOIOBKM JI€BOI benpeH-
HOJ KOCTH.

B Bospacte 14 neT y 6071bHOI HpO-
U30LIeN 3aKPBITHIN IEpenoM BepX-
Hell TpeTH JIEBOII IITIEY€BOI KOCTHU CO
cMelleHneM, B 19 neT - 3aKpBIThI
mepenoM Majoit 6eproBoil KOCTH.
Torpa >xe BriepBble ObIIM 0OHApPYKe-
HBI MapKepbl XpPOHNYECKOTO BUPYC-
Horo remaruta C.

C pexabps 2006 r. (K TOMy MOMeH-
Ty TMallMeHTKa JOCTUIIA BO3pacTa
20 51eT) OTMeYanINUCh 60N Y OTPaHN-
JeHUe JIBYDKEeHIT B IIPaBOM Tasobey-
PEeHHOM CYyCTaBe.

B centsibpe 2007 1. ¢ HampaBUTENb-
HBIM [JMaTHO30M «TVMICTMOI[UTO3 M3
kineTok JlaHrepraHca» 6ONbHYIO
TOCINTANN3UPOBANN B KIMHUKY Te-
MAaTOJIOTMYECKOTO HAyYHOTO LIeHTPa
(THII).

IIpy mocTynneHnn: coCTosHME Cpes-
Hell TsXecTH, peskue 60U IIpu
IIBIDKEHUAX B IIPABOM Tas3obelpeH-
HOM CYCTaBe, BbIpa’KeHHas IelaTo-
U CIVTeHOMeTajIviA (Tle4eHb NaJIbIIIpo-
BajIach Ha 16 cmM, cenesenka Ha 12 cm
HIDKe Kpas pebepHoit nyru). Opro-
HeMYeCKMii CTATyC: IepelBIDKeHMe
IIpY TIOMOIIM KOCTBI/IEH, YKOpOUeHye
JIEBOJI HOTU, Pe3KOe OTpaHudeHue
o0beMa IBYDKEHWII B Ta300€PEeHHBIX
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Tabnuua. Jlunamuka kaunu4eckux u nabopamopHoix nokasamenei Ha poune 3T umuentoyepasoii

ITapameTp Jo neyeHus ITocne cemm net neyeHns

Temaromeranmsi, CM OT Kpasi peOepHOT Ay +16
CrieHOMeranys, CM OT Kpast pebepHOit Byru +12
Temormo6uH, T/ 84
Tpomb6oruter, X 10°/1 60
TimepraMmarnoOyHeMus, /7 60
QeppuTuH, MKI/1 3500
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V1 KOJICHHBIX CYCTaBaXx, BaJIbI'yCHas Jie-
dbopmaryst HOT, IIOCKOCTONE.
AHanus xpoBu: aHemus (reMmoryo-
6uH — 84 r/m, spurpounts — 2,8 X
10"/m), TpombounTonerns (90-60 x
10°/11), HeMTPODWIIBHBII JIEKOLMTO3
(20 x 10°/m).

Buoxummdeckuit aHaaus KpOBU: I'-
0anbOyMuUHeMNs, TUIIEpraMMario-
Oymuaemust (o6t 6eox — 90 /7,
anmpOymMmH - 30 1/, rM0OYIMHBL —
60 r/m), mpusHaku xonmecrasa (Ie-
noyHas ¢ocdarasa — 154 E/n1, ramma-
DIyTaMWITpaHcIenTupasa — 46 E/m),
runepdeppururemus (3500 Mxr/m).
TimepraMmario6yIMHeMus U TUIEP-
beppuTrHEMIS — TUIIMYHBIE TabOpa-
TOpHbIE CYIMIITOMBI Y TALIMEHTOB C 60-
ne3Hbio [omre — OTpaXkaT CTeIeHb
aKTUBHOCTY 3a00/I€BAHMA U MOTYT
UCIIO/Ib30BATbCA B KadecTBe O1O-
MapKepoB A7 OLeHKM 3 eKTuB-
HOCTY IIaTOT€HEeTNYECKOIl Tepamynu
[7-9]. IloBTOpHO OBINM BBISABIEHDI
MapKepbl XpOHIYECKOTO BUPYCHOTO
rematuta C 6€3 Mpru3HaKOB OMOXUMM-
YeCKOJI aKTVBHOCTHL.
MorexynspHO-reHeTIYeCcKoe Mccie-
[OBaHME: TOMO3UTOTHAS MYTallWs
reHa MeTuaeHTeTparuzppodoarpe-
LYKTa3bl, YTO CBUMETEIbCTBOBAIO
0 HaC/IeICTBEHHOI TpoMboduim.
PeHTreHONMOrMYeCKOE MCCIENOBaHEe
OepeHHBIX KOCTEl: IPU3HaKI acer-
TUYECKOTO HEKPO3a TOJIOBKY IIPaBOIl
OepeHHOI KOCTY U KOHCOMUAUPO-
BAaHHOIO IIeperioMa IUEeKU JIeBON
OenpeHHOl KOCTIL.

[Tpn mepecMOTpe IMCTOMOTNIECKUX
[penapaToB TKAaHU CE/e3eHKU BbI-
siB/IeHa VHQWIBTPALMsl KPYIHBIMI
KJIeTKaMI C OOMJIBbHOI CIIONCTO
nuTortadMon — knetku lomre. Jlms
BepubuKaunn IMarHo3a IMpoBefeHa
9H3MMOJVIaTHOCTHKA: 6eTa-I/II0KO3M-
masa jefikounTos — 2,1 HM/Mr/4 ripu

+5

0
118
300
44
1300

Hopw™e 4,7-18,7 uM/mr/u (maboparo-
P HaCNeACTBEHHBIX 60Ie3sHel 00-
MeHa BellecTB MefuKo-TeHeTndec-
Koro Hay4yHoro nearpa PAMH).
CoracHo pesynmbraTaM IPOBefIeHHBIX
MCC/IeOBAHNI YCTAHOBJIEH K/IMHITIe-
CKIIT muarHos: 6omesus [ome Tuma I,
IpOTeKarmas ¢ renaTo- U CIJIEHO-
Meraneil, MMMYHHOJ LIMTOIIEHMEI.
Cocroanne mnocne cyOTOTaIbHOI
pesexknun ceneseHku. Ilopaxenne
KOCTHO-CYCTaBHOI CHCTEMBI: acell-
TUYECKVe HeKPO3bI TOJIOBOK OefipeH-
HBIX KOCTel, KOHCONMMPOBAHHDIN
[epesioM IIeiKy /1eBOi GegpeHHOI
KOCTH. BTOpMYHBIN IBYCTOpOHHMIA
KOKCapTpo3. XpOHNYECKUIl BUpYC-
ubii renatut C (autu-HCV+, HCV-
RNA+) 6e3 mpusHakoB 61OXMMITIEC-
Kol akTMBHOCTU. HacmemcTBeHHas
TpoMbodIIIHA.

Y 6O0nbHON MMeNNUCh INOKa3aHMs
K IIPOBEIEHNIO XMPYPIUIECKOTO Op-
TOIEANYECKOTO JIedeHMs, HO, KakK
MOKa3asl MPeAbIAYIMIA ONBIT HaLIei
K/IVMHJKY, TOTA/IbHOE SHIOIIPOTE3VPO-
BaHIe Ta300ePeHHOTro CycTaBa Clie-
IyeT BBINOIHATDL He paHee 4eM 4epes
6-12 mecsaneB O3T. Jleno B TOM, 4TO
OIlepaTVBHbIE BMEIIATE/TbCTBA Y Hejle-
YeHbIX NAIMeHTOB ¢ 6oe3Hblo Tomre
ACCOLMMPYIOTCA C BBICOKMM PUCKOM
VHTPAa- ¥ IOCTOIIEPALIVIOHHBIX OCTIOXK-
HeHull (KpoBOTeYeHN A, TMXOPaZKa,
IUI0Xad perapaiyt TKazelt). [Toatomy
TIAIVIEHTKe II0 CPOYHBIM IOKA3aHM-
AM Hada/u JIeYeHne UMUITIOLEepasoii
B gose 30 Ell/xr (2000 EJl na uundy-
3UI0) KayK[Ible IBE HeMIEe/IL.

Yepes mectb Mecanes O3T (ampenpb
2008 r.) manyeHTKa OblIa TOBTOPHO
rocnuTanusuposana B I'HII pa nma-
HOBOTO OOCTIeOBAHNS U pelIeHMNs
BOIIPOCa O NPOBEJEHNUN OPTOIENN-
YeCKOro jiedeHusA. PesynbraThl 06-
CIefOBaHMsA [TOKa3alu, 4To Ha (oHe

@®3T pgocTurHyTa BBIp@)KEHHAs II0-
JIOXWUTENbHAsA TMHAMMKA KIMHUYeC-
KIX 1 J1abOPaTOPHBIX MOKas3aTesneit:
YMEHBIIN/IACh CTeIIeHb TemaToCIIe-
HOMera/my (Ile4eHb Ia/IbIIPOBA/IaCh
Ha 10 cM, cenreseHKa Ha 5 CM HIDKe Kpas
pebepHOIT IyTM), ITOBBICUIICA YPOBEHb
remornob6uHa (zo 110 r/m) u Tpom-
6oumtoB (o 150 x 10°/1). CormacHo
[QHHBIM OMOXMMMYECKOTO aHa/Im3a
KPOBM, COXpaHA/IACh TUIIepraMMariio-
Oy/nTMHEMNs, OCTaIbHBIEe ITOKa3aTeln
HaXOfIWINCh B TIpefieniax HopMbl. Ha
(OHe JOCTUTHYTHIX MOIOXKUTETBHBIX
pesynbraroB 28 ampens 2008 . 66110
BBINTOJTHEHO TOTA/IbHOE 9HJOIPOTe-
3MpoBaHIe MPaBOTO Ta300epeHHO-
ro cycrasa. IlocneonepanuoHHbli
nepuoy, mporekan 6e3 OCIOXKHEeHNIT,
IIPOBOAMIIACH IPODIIAKTIIeCKast aH-
TMKOATY/ITHTHAs Tepanus HU3KOMO-
JIEKY/IAPHBIM TeIapIHOM, BBOIWIVCh
6ucdocdonarsy, npogomkanace 3T
uMuIIonepasoit. Yepes nonropa Me-
csla I0C/Ie OIepPaTMBHOIO BMella-
TeNbCTBA 6OMbHAs ObIIa BBIITIICAHA HA
aMOy/IaTOpHOe Jie4eHe B YOBIETBO-
PUTEIBHOM COCTOSIHUM C PeKOMEH/ia-
et mpopomkaTh O3T.

Yepes nontopa roga (B 2009 r.) ma-
IIVIEHTKa ObI/Ta TOCIIUTAIN3UPOBAHA
B KIVMHUKY JyI1 KOHTPOJIBHOTO 00-
cnenoBaHys. JIINTeNbHOCTD JIEIeHIIs
VIMUIIIOLIEPa30yi COCTaBIIA Ba TOAiA.
ITpu mocTyIIeHnu: COCTOsAHUE U Ca-
MOYYBCTBUE yIOBIETBOPUTENbHBbIE,
OCCa/Tuy, apTPaIru OTCYTCTBYIOT.
ITepenBuraeTcss CaMOCTOATENLHO,
6e3 TOIONHUTENbHOI omopsl. Ile-
YeHb Ma/IbIIMPYeTCs Ha 5 CM HIDKe
Kpas peOepHOI IyTHu, celle3eHKa He
HaJIbIINPYETCS.

Amnanus KpoBu: reMornobus — 118 v/,
apurpountsl — 4,23 x 10'*/;1, TpoMm-
60oumThl — 300 X 10°/71, TEIKOLUTHI —
13 x 10°/m.

brnoxumuuecknii aHanmu3 KpOBU:
ypoBHM I7100y1MHOB (44 /1) u dep-
purtuna (1300 MKr/I) yMepeHHO Io-
BBbIIICHHbIE, HO 3HAUNTENIbHO HIDKE
MCXOJJHBIX.

Papnonorndeckme MCCIeTOBAHINS
U OCMOTP OpTOIefa: IIOJIOKEHIe KOM-
IIOHEHTOB 3HJIOIPOTe3a CTAOMILHOE.
B TeueHue mocnenyoMMX IIATU €T
HalMeHTKa MPOfIOJDKaNa MONydaTh
@3T no mecTy xutenbcTsa. B 2014 .
HACTyNWIA IJIaHOBasA OepeMEeHHOCTD,
KOTOpas IpoTeKkana 6e3 OCIOXHe-
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Huit. Popibl - B cpoK, myTeM KecapeBa
cedeHns (MOKasaHMeM CTaJO HauU-
Yyye IeBOCTOPOHHETO KOKCapTpo3a
U 9HJOIIPOTe3a IIPABOro Ta300epeH-
HOTO CYCTaBa).

ITnaHOBOE KOHTPOIBHOE 00CIENO-
BaHue B AHBape 2015 r.: cocrosaHue
U CAMOYYBCTBUE MTALIMEHTKM Y/IOB/IET-
BOpUTe/IbHbIE, BeleT aKTUBHBII 06pa3
skusHH. [Tpogomxaer monydars O3T
B nopjepxuarouent fose 20 EJl/kr
Beca KaK7ble /1Be Hefenmu. [JHaMmKa
KIMHUYECKNX 1 TabOPaTOPHBIX IO-
kasarertelt yepe3 ceMb jeT O3T nmu-
IJIIOLlepas30li IpeficTaB/IeHa B Tabnule.

3aKnioueHue

JaHHBIN KAMHUYECKUI CIydaii
TEMOHCTPUPYET TPYAHOCTU B MH-
TeprpeTannyu MopQoOTOruIecKoir
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Efficacy of Modern Enzyme Replacement Therapy of Gaucher Disease

K.A. Lukina
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Gaucher disease belongs to lysosomal storage diseases. Acid beta glucosidase gene mutation causes development of the
disease that results in decrease or complete loss of activity for such lysosomal enzyme. The main clinical manifestations
for type I Gaucher disease are: splenomegaly, hepatomegaly, and lesions of osteoarticular system. The latter determines
severity of disease in most cases and is characterized by a marked heterogeneity. Osteonecrosis, particularly aseptic
necrosis of femoral head, is considered as the most common cause of the pain syndrome. As a consequence, it results

in development of coxarthrosis followed by disability at early age that requires surgical treatment such as hip
replacement. Modern treatment of Gaucher disease includes a life-long administration enzyme replacement therapy
by using recombinant beta glucosidase (imiglucerase, Cerezyme®), which is perfectly tolerated and has high clinical
efficacy. Timely administered treatment allows to stop disease progression and prevent damage to the viral organs.
However, adult patients are often diagnosed with the disease at stage of developed severe lesions of osteoarticular system.
Aside from enzyme replacement therapy, such patients need to be provided with highly experienced orthopedic care.

Key words: Gaucher disease, aseptic necrosis, enzyme replacement therapy, imiglucerase
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