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Pesome

bonesHb lowe (blN) — 370 ayTOCOMHO-peueccnBHaAsn NM30COMHaAa 601e3Hb HAaKOMNEHUS, BbI3BaHHas
feduuntom depMeHTa rnokoLepebpo3naasbl, KOTOPLINA y4acTBYeT B Aerpagauuu rmukocHuHro-
anunaoB. NopaxeHne KOCTHO-CYCTaBHOM CUCTEMbI SIBNSETCS O4HUM U3 OCHOBHbIX NPOSIBNEHUIA
3aboneBaHus n Bctpevaetcs y 70-100% naumenToB. OpHako peakocTb Bl Hecneunduueckue
W reTeporeHHble KAMHUYECKMe NPOSBAEHMS, CXOLHAN C PSAOM ApYrux 3aboneBaHUi nyyeBas ce-
MMOTMKA MOTYT 3aTPYAHATL AMPdepeHLMaNbHY AMAarHOCTUKY.

Lenb nccnepoBaHua: npeacTaBUTb JIYYEBYIO CEMUMOTUKY NMOPAXKEHUIMA KOCTHO-CYCTaBHOM CUCTEMBI
npu Bl | Tvna. Onpepenntb ponb MPT B AMAarHOCTUKE M OLEHKE CTEMEHM TXKECTU MOPAXKEHMUS
KOCTHO-CYCTaBHOM CuCTeMbl Y naumeHTos ¢ bl | Tuna.

Marepunan u Metoabl. PeTpoCcneKTMBHO NMPOaHANM3MPOBAHbI AaHHble peHTreHorpamMm u MP-To-
Morpamm 6efpeHHbIX KOCTEN C 3aXBAaTOM Ta306eApeHHbIX M KONEHHbIX CYyCTaBOB 86 MauueHToB
€ pmarHosom bl | Tuna. MccnepnoBaHus Obiin BbINOMHEHbI A0 Havana cneunMduyeckon Tepanuu.
OueHunBanocb cneunduryeckoe BoBJieYeHMe KOCTHOrO MO3ra B naTosiornyeckumii npouecc. Onpene-
NANUCb U3MEHEHUS KOCTEW M CYyCTaBOB, NapaapTUKYNSPHbIX CTPYKTYP U MATKUX TKAHEW.

PesynbTatbl. [ToKasaH cnekTp U3MEHEHMI KOCTHO-CYCTaBHOW CMCTEMbI y nauneHToB ¢ bl | Tuna.
BbisiBneHo, uto npu bl nopaxeHue KOCTeN MOXET HOCUTb 06paTUMbIM U HeOBpaTUMbIN XapakTep.
MPT sBnseTcs 4yBCTBUTEbHBIM METOAOM AMArHOCTUKM 0OPAaTUMbIX U3MEHEHUIA KOCTHOM CUCTe-
MblI rpu bI.

3aknueHme. JlyyeBas CEMMOTMKA MOPAXKEHWMM KOCTHO-CYCTABHOM CMCTEMbl Y naumeHtoB ¢ bI
| TMMa [OCTAaTOYHO TMMMYHAs M BMecTe C TeM KpailHe BapuabenbHas. MPT aBnseTcs «30/10TbIM
CTaHLapTOM» COBPEMEHHOM AMArHOCTUKM NOpaXKeHus KocTen npw Bl
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Abstract

Gaucher disease (GD) is an autosomal recessive lysosomal storage disease caused by a deficiency
of the enzyme glucocerebrosidase that is involved in glycosphingolipid degradation. The involve-
ment of the osteoarticular system is one of the main manifestations of the disease and occurs in
70-100% of patients. However, the rarity of GD, nonspecific and heterogeneous clinical manifest-
ations, and radiation semiotics similar to that of a number of other diseases may make differential
diagnosis difficult.

Objective: to present the radiation semiotics of involvement of the osteoarticular system in GD
type I. To determine the role of MRI in diagnosing and estimating the severity of osteoarticular
involvement in patients with GD type I.

Material and methods. The data of X-ray and magnetic resonance images of the femurs along
with the hip and knee joints were retrospectively analyzed in 86 patients diagnosed with GD type
I. Studies were performed prior to specific therapy. The specific involvement of bone marrow in
the pathological process was evaluated. Changes in the bones and joints, paraarticular structures,
and soft tissues were determined.

Results. The patients with GD type | were shown to have a spectrum of osteoarticular changes. It
was ascertained that bone involvement in GD might be reversible and irreversible. MRl is a sens-
itive technique for diagnosing reversible changes in the osseous system in GD.

Conclusion. The radiation semiotics of osteoarticular involvement in patients with GD type | is
quite typical, and at the same time extremely variable. MRI is the gold standard method for the

current diagnosis of osseous involvement in GD.
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BBeneHue

bonesHb lowe (BN — Hanbonee yactas dopma Ha-
CNeacTBeHHbIX — @epMeHTonatui, 06beaUHEHHbIX
B rpynny AM30COMHbIX 6one3Hen HakonaeHus. B ocHo-
Be 3a60neBaHMsa NEXWUT HACNeACTBEHHbIN AeduunT
AKTUMBHOCTW KUCNOW B-rnoko3unaasbl (rnwokouepebpo-
3upasbl, [LUB) — nn3ocomHoro depmeHTa, yyacTeyto-
wero B Aerpagauuv npoaykToB KNeTOYHOro Metabo-
numsMma [1, 2]. 3aboneBaHue BCTPeYaETCS C YaCTOTOM OT
1:40 000 po 1:60 000 y npeacTaBuTeNien BCeX STHUYe-
CKMX Tpynn; B NONyNsiuuu eBpeeB-allKeHa3n 4acToTa
3abonesanus pocturaet 1:450-1:1000 [3].

bI" BnepBsble 6bina onucana B 1882 r. ppaHLy3CKMM
BpadyoM Philippe C.E. Gaucher, koTopbit Bblaenun
NaTOrHOMOHWYHbIE AN AaHHOro 3aboneBaHus Knet-
KM — Makpodaru, HakanaueatLwme NMNUAbI, No3aHee
Ha3BaHHble kneTkamu lowe. B 1901 r. BI' kBanudwm-
LMpPOBaNM Kak JIM30COMHYI0 6one3Hb HakomnieHus
C ayTOCOMHO-PeLeCcCUBHbIM TUMOM HAcNeLOoBaHuS.
B 1965 r. 66110 yCTAHOBAEHO, YTO NpUYMHA 3aboneBa-
HUS BO BpoXaeHHOM pgeduumnTte LB — nn3ocomHoro
dbepMeHTa, y4acTBYIOLErO B paclienieHnn rmMKoc-

GUHronMnNnaoB MemMbpaH paspyLiaroWMXCs KNeToK,
B 4ACTHOCTM rntoKouepebposnaa.

bl HacnepyeTca No ayTOCOMHO-pELLEeCCMBHOMY Me-
xaHu3Mmy. [pucyTCTBME ABYX MYTAHTHbIX annenen
reHa M'Ub accoummpoBaHo co cHMXeHueM (Mnm oTCyT-
CTBMEM) KaTanuTuyeckon aktusHocTu LB, uto npum-
BOAMT K HAaKOM/IEHMIO B LUTOMNNA3ME KNETOK HeyTUIun-
3MPOBAHHbBIX MNUAOB [4].

I'UB copepxntcs BO BCeX KNIETKAaX OPraHM3Ma, OgHa-
Ko peduumnT 3TOoro hepMeHTa MMeeT Hambosbluee 3Ha-
YyeHue ANs aHTUreHnepepabaTbiBalOWMX Makpodaros,
MOCKOJIbKY BaXHas QYHKLUMS ITUX KITETOK-KMYCOPLUN-
KOB» COCTOWUT B A€rpafaLuim KNeToK KPOBU (erKoum-
TOB, 3PUTPOLMTOB), 3aKOHYMBLUMX CBOM >KM3HEHHbIN
umkn. Otcytcteue TLUB nnn HU3Kag akTMBHOCTL dep-
MEHTa NPUBOAST K HAaKOMIEHWUIO B IN30COMAX MaKpo-
$aros HeYTUIM3UPOBAHHBIX TMNUAOB M 0O6pPa30BaHUIO
XapaKTepHbIX KNeTOK HakonieHus (knetok fowe).

Hakonnenue B untonnasme makpodaros HepacLien-
NEHHbIX MPOAYKTOB MeTabonM3Ma COMpOBOXAAETCS
nNpoayKuMen 3TUMM KNeTKamu MNpOBOCMANUTENbHbIX
UMTOKMHOB, ayTOKPUHHOM CTUMYNSILMEN MOHOLMUTO-
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nossa (NpoAyKUMsS MOHOLMTOB — KJeTOoK-npejlue-
CTBEHHMKOB MakpodaroB — B KOCTHOM MO3re) u yBe-
iMyeHneM abConTHOrO KonanyecTsa Makpodaros
B MecTax MX «(U3MONOrMYeckoro Aoma» (ceneseHka,
neyeHb, KOCTHbIW MO3T, NErkune), YTo NPoOsSIBNSETCS re-
naTo- W cnjaeHomeranuemn, MHGUAbTpaumnen Makpoda-
raMu KOCTHOrO MO3ra, Nerkunx u apyrux opraHos [5].

MaTtoreHes MHOroobpasHbiX KAMHUYECKUX MPOSB-
nenunt bl npexxae CBA3bIBaAM C HAKOMJIEHWMEM B Op-
raHax M TKaH$X, Meperpy>eHHbIX TMNUAAaMU Makpo-
$aroB, MEXaHMYECKMM 3aMeLleHMEeM U HapyLleHUEM
HOPMaJIbHOW CTPYKTYpbl TKaHeW knetkamu [owe.
CornacHo coBpeMeHHOM KOHUEeNLUMN, B OCHoBe 3a60-
NeBaHUs NIEXUT He CTO/IbKO MexXaHW4yeckoe Hakon-
NeHne «nepenosHeHHbIX MPOAYKTaMKU Aerpajauuu»
MakpodaroB B OpraHax M TKaHaX, CKOJIbKO aKTUBaL S
M CNOXHble pacCTpOMCTBA MHOMOYMCNEHHbIX (QYHK-
LM 3TUX KNETOK, B TOM YMC/E HapyLIeHWe perynsaumm
KpOBeTBOPEHMUS 1 MeTabonM3Ma KOCTHOM TKaHWu, uTo,
NpeanoNoXnUTENbHO, NEXUT B OCHOBE LMTOMEeHnYe-
CKOr0 CMHAPOMA M NMOPAXeHUs KOCTHOM cUCTeMbI [6].

BoipensioTr 3 Tuna bl B 3aBUCMMOCTM OT Hanuuus
u ocobeHHocTel BoBneveHus LHC:

- TMn | — 6€e3 HeBpPONOrMYeCcKknx NpPoOSBAEHMIA; Ha-
6nonaetcay 94% 60nbHbIX;

- TMn |l (OCTpbIi HEMpOHOMATUYeCKMI) — Xapak-
Tepu3yeTcs NpOrpeccUpyonM TeYEHMEM, TSXKENbIM
nopaxexnvem UHC, npuBoggwmnm K neTanbHOMYy WC-
X0[y B BO3pacTe 0Kono 2 ner;

- Tun |l (xpoHWYeCKnii HeMpOHONATUYECKUIA) — He-
BPOJIOrMYECKUE OCNIOXKHEHUS MOTYT NPOSBAATLCS KaK
B paHHEM, TaK U B MOAPOCTKOBOM BO3pacTe.

Bl | TMNa — Hamnbonee 4acTbii KNMHUYECKUI Ba-
puaHT 3aboneBaHus, BCTpeyaeTCs Kak y AeTen, Tak
n B3pocnbix. CpegHuit BO3pacT 60/bHbIX B MOMEHT
MaHudecTaumm 3aboneesaHus BapbupyeT oT 30 nOo
40 net. TpyAHOCTN B paHHEM BbisiBNeHMM 3aboneBa-
HUS 06ycnoBneHbl BapuMabenbHOCTbIO KJIMHUYECKMX
nposBieHnin 601e3HM Ha paHHUX CTaansax 3abonesa-
HMS, @ TaKXKe UX Manon cneumPuyHocTbio. OCHOBHbIE
cumnTombl Bl BKAKOYAKOT: cnineHoMeranuio, renaro-
MEranuio, LMTOMEHMI0, MOPaAXeHWe KOCTHO-CYCTaB-
HOM cucTeMbl. MopaxkeHne KOCTHOM cucTtemMbl npu bIr
| Tvna BcTpevaetcs B 70-100% cnyyaes. lNpenmy-
LEeCTBEHHO NOPaXaTCa ANUHHbIE TpybyaTbie KOCTH
M NO3BOHOYHMK. [1pM 3TOM OTMEYaeTCS UCKNIYNTENb-
Has reTeporeHHoOCTb XapakTepa W CTeneHu Bblpa-
XEHHOCTU MU3MEHEHUMH KOCTHO-CYCTaBHOW CUCTEMBI,
NpUYMHA KOTOPOW 40 HACTOSLLEr0 BpeMEHM OCTAeTCS
HesicHoM [7]. [ToMMMO 3TOro, TPYAHOCTM BbI3bIBAET Kak
nepeuYHas, Tak M guddepeHunanbHas GUarHOCTUKA
bl ¢ psoom Apyrux remMaTonorMyeckmx, OHKOMOruU-
YyeckMx U comatuyeckux 3abonesanuit. CBA3aHO 3TO
C HecneundUYeCcKUMU KNTMHUYECKMMU NPOSBNIEHUSIMM
M CXOLHOW Ny4eBOM CEMUOTMKOM 3TUX 3aB0NeBaHUNM.

OcHoBOM cOBpeMeHHOM amarHocTukm bl asngetcs
6uoxmmuuecknin aHanus aktueHoctu LB B nerko-
LUMTax KpoBu. [lnarHo3 noaTBepxaatoT N1abopaTopHO

Npu CHUXEHMM AKTMBHOCTM depMmeHTa MeHee 30%
OT HOPManbHOro 3HauyeHus. CTeneHb CHWXEHUS ak-
TUBHOCTU (EepMeHTa He KOppenupyeT C TXKEeCTblo
KAUHUYECKUX MPOSIBNEHUI U TeyeHus 3aboneBaHus
[3].- CoBpemeHHoe neuenue Bl 3aknwoyaeTcs B Ha-
3HAYEHUN NOXM3HEHHOW 3aMeCTUTENbHOM QEepPMEHT-
Hoi Tepanun (3®T) pekombuHaHTHOM LB [6]. Takum
obpa3om, oyeBMAHA HEOOXOAMMOCTb MOMHOLLEHHOrO
K/IMHMKO-nabopaTtopHoro ob6cnenoBaHns Takux 601b-
HbIX, @ TAaKXX€ WMCMOSb30BaHME KOMMIEKCa MEeTOoA0B
NYYEBOW AMArHOCTUKKU ON9 OLLEHKU CTEMEHU TIHXKECTH
NOpaXKeHMs KOCTHO-CYCTaBHOM CUCTEMBI.

Lenb paboTbi

MpenctaBuTb Ny4yeBYD CEMUMOTUKY MOPANKEHMUIN
KOCTHO-CYCTaBHOM cucTembl npu bl | Tuna. Onpepge-
nnTb ponb MPT B AMArHOCTUKe M OLeHKe CTeneHu TS-
YKEeCTU NOPaAXEHUS KOCTHO-CYCTAaBHOM CMCTEMbI Y Na-
umeHToB ¢ bl | TMna.

Ma‘repuan U MeToAabl

B HacToswel paboTte NpMBOAMTCS aHANU3 AAHHbIX
Ny4yeBbIX WMCCNefOBaHUI, NPOBEAEHHbIX MaLMEHTaM
¢ bl' | TMna, koTOpbIe HAXOAMAUCH HA ieYeHnn B OTae-
neHun opdaHHbIx 3aboneBaHunii ®IreY «HMUL, remato-
norum» M3 P®. B uccnepoBaHme BKJIOUYEHbI 86 60/1b-
HbIX, KOTOpble 6blnnM o06cnenoBaHbl B AIrbY «HMULL
rematonorun» M3 P® po Hayana cneumduyeckon
Tepanun. MegumaHa Bo3pacTa YCTAaHOB/IEHUS AMArHo3a
27 net (o1 23 po 30 ner). Y BceX MaLMEHTOB AMArHo3
6bln noaTBEpPXKAEH DEPMEHTHON AMArHOCTUKOM.

KoMnnekcHoe ny4yeBoe obcnefoBaHMe NaLMEHTa
c nabopaTtopHo noaTeepxaeHHon bl | TMna HaumHa-
M C NpOBEAEHMS KNACCMYECKOM peHTreHorpaduu.
BbimonHsnu peHTreHorpadguio 6eapeHHbIX KocTew
C 3axBaTOM Ta300e[peHHbIX U KOMEHHbIX CYCTaBOB
B NpsiMOM npoekumn. MccnenoBaHust NpoBOAMINCH
Ha peHTreHoAMarHocTuyeckmux cuctemax Prestige Sl
n Proteus XR/a dmpmsbl General Electric.

BTopbiM 3Tanom BbinonHsAM MPT 6enpeHHbIX KO-
CTEN C 3axXBaTOM Ta300e4pEHHbIX U KOJIEHHbIX CY-
CTaBOB COMNMacHO pa3paboTaHHOMY M BBELEHHOMY
B NPakTUKy NPOTOKONY:

- NJIOCKOCTb CKAHMPOBAHMSA — KOPOHabHas;

- TONILMHA CKaHUPYEMOTO /o — 4 MM;

- uMnynbCHble nocneposatensHocTv: T1SE, T2SE, STIR.

MccnepoBaHus MNpoBOAMAIMCD HA ABYX MarHuT-
HO-pe30oHaHCHbIX Tomorpadax: Signa Profile ¢wup-
Mbl General Electric ¢ MHAyKUMEN MarHUTHOro Mons
0,23T c ucnonb3oBaHneM KaTywek Body Flex Coil
(M n L), Ingenia dupmbl Philips ¢ uHayKLMER MArHUT-
Horo nong 1,5T ¢ ucnonb3oBaHnem katywek dStream
Anterior, dStream Posterior.

Pe3ynbrathbl

PenmaeHozpacpus

TpaguumoHHasa peHTreHorpadus ucnonb3oBanach
AN NepBUYHOMN OLLEHKM CTPYKTYPHbIX U3MEHEHWI KO-
CTeW, 4TO MO3BO/IUIO YCTAHOBUTb XapaKTepHble rpy-

BecTHuk peHTreHonoruun u paguonoruum | Journal of Radiology and Nuclear Medicine | 2019 | Tom 100 | N2 1 | 15-26 17



OPUTUMHAJIBHBIE CTATbU / ORIGINAL ARTICLES

6ble NaTonornyeckme U3MeHeHUs KOCTHO-CYCTaBHOWM
cucTembl npwm BI.

Lepopmayusa kocmeli no muny konb pneHmeliepa

MNpencraBnset coboi 3aMeTHOE paclMpeHne KOoCT-
HOMO3roBOr0 KaHana AMCTaNbHbIX OTAEN0B HeapeH-
HbIX M MPOKCMMaNbHbIX OTAEN0B 60sbliebepLoBbixX
KOCTEN C MCTOHYEHWEM KOPKOBOIO CJI0S M3HYTPU
BC/IEACTBME HAPYLUEHUS PEMOLENMPOBAHUSA KOCTHOM
TKaHu (puc. 1). laHHbIVi heHOMEH HOCUT HEOBPaATUMbIN
XapaKTep, 0AHAKO He UMEEeT KIMHUYECKOrO U MPOrHo-
CTMYeCKoro 3HauveHus. [dedopmauus KocTen no tuny
Konb IpneHmenepa BbisBNeHa y 97% nauMeHTOB.

HeodHopodHocmb KocmHOU cmpyKkmypbi

CrpykTypa kocTer npu bl B paznnMyHoOM CTENEHM Bbl-
PaXXe€HHOCTM pa3pexxeHa 3a CYeT NPOSBAEHMUS OCTEO-
neHunm n obwero octeonoposa. BHyTpeHHWE KOHTYpbI
KOPTUKANbHOrO CN0S CTAaHOBWMAMUCH C/lerka CMasaH-
HbIMM, HApY>XHble OCTaBaAUCb FNaaKMMW. [NaBHbIM
06paszoM, B rybuaTbix KOHUAX ANMHHBIX KOCTEW Bbl-
ABNANUCH HebonblMe 04aroBble OKPYr/ible U OBasib-
Hble OrpaHWYeHHble MNPOCBETIEHUS, OKPYXXEHHblE
PEaKTUBHbIMU YNJOTHEHUAMU — CKNEPOTUYECKMMMU
yyacTKaMu, B pe3synbTaTe 4Yero KocTb npuobpetana
WMPOKOMETAUCTYD UAW  MATHUCTO-MOPOTUYECKYIO
CTPYKTYpY. IHOTrAa faHHble 04Yaru 0CTeonusnca ciu-
BaNnCb B 6osiee KpynHble fedeKTbl, OTAENEHHbIE APYT
OT Apyra nepeknagMHamu, KOCO M NOMepevyHo nepe-
CEKaKLWMMMN KOCTb, U PUCYHOK CTAHOBMIICA KPYMHO-
gyenctoiM (puc. 2). BblweonucaHHble M3MEHeHus
BCTpevanucb y 78% 60NbHbIX.

Acenmuyeckue Hekpo3bi 201080K bedpeHHbIX kocmeli

[l0BONbHO YaCTO CTPYKTYpPHbIE U3MEHEHUS OMpeae-
NANNUCb B TONIOBKE U LeiKe 6egpeHHON KOoCTU. B T4-
XeNbIX CNyvyasax AeCTPYKTUBHbIE SBNEHUS Oblau Ha-
CTONBbKO Pe3KO0 BbIPaXeHbl, YTO FO/I0BKA pa3pyLuanach
(29%). B pe3ynbTate oTMeuanach ee rpuboBmaHasg ge-

dhopMauma C yKOPOUYEHMEM LUENKM BeapeHHOM KOCTH,
KOTOpas COMpOBOXAaNacb BTOPUYHLIM OCTEOAPTPO-
30M TaszobenpeHHOro cycTtaBa (puc. 3).

lamonozuyeckue nepenombi

Bcnencteue MCTOHYEHMS  KOPTWUKANBHOTO  CJOS
6onbwKnx TpybuaTbix KOCTeM TeyeHue bl umHorpa
OC/I0XKHANOCH NaTtonornyecknm nepenomom (8%), ko-
TOPOMY Yallle BCEro NoABeprasncb NPOKCUManbHble
oTaenbl 6efpeHHo KocTu (puc. 4).

MNpenctaBneHa cBogHas Tabauua, OTpaXkawowas
BbISIBNIEHHbIE WU3MEHEHWUS MPU AHANU3E PEHTIEHO-
rpamm 86 nauneHTos (Tabn. 1).

Puc. 1. PeHmeeHoepamma 6GedpeHHbix Kocmeli 8 npsmoli
npoekyuu. bynasosudHas degopmayus OUCMANbHbIX Me-
maduagu3os 6edpeHHbIX Kocmeli ¢ pacliupeHuemM KOCMHo-
MO03208bIX KAHA/108 N0 Muny Konb 3pneHmeliepa

u namHucmo-nopomuyeckomy (6) munam

Puc. 2. PemaeHo2pammbl 6edpeHHbIX Kocmeli 8 npsmbix npoekyusx. KocmHas cmpykmypa oucmansHbix omoesnos 6e0peHHbIX
Kocmeli 0402080 paspemeHa ¢ YepedosaHueM CKAepomu4yecko2o KomMnoHeHma. [lechopmuposaHa no KpynHosdeucmomy (a)

18 | BecTHuk peHTreHonoruu u paguonoruu | Journal of Radiology and Nuclear Medicine | 2019 | Tom 100 | N2 1 | 15-26



ConosbeBa A.A., Jlykuna K.A., dubik L A.

JIydeBasi CeMMOTHKA ITOPaXKeHM T KOCTHO-CYCTaBHO cucTeMbl nipu 60se3uu Fomre I Tuma...

Puc. 3. PeHmeeHoepamma ma3obedpeHHbIX Cycmasos 8 nps-
Mol npoekyuu. Acenmuydeckuli HEKpO3 20/108KU npagoli
6edpeHHol Kocmu 8 cmaduu ucxodd. BmopuyHsili ocmeo-
apmpo3 npagoz2o ma3obedpeHHo20 cycmasa

MazHumHo-pe3oHancHas momozpagus

MPT, HapsAy C BbiIBNEHMEM BblleNnepeYncneHHbIX
M3MEHEHUN, faeT BOSMOXHOCTb OLLEHUTb COCTOSAHNE
KOCTHOrO MO3ra y B3pOC/blX NALUEHTOB C HonesHbto
lowe.

UHpunempayus KocmHoz20 mo32a kaemkamu lowe

3aMelleHne XenToro KOCTHOro mosra obycnosne-
HO WMHOMNbTpauumen knetkamu lowe, KOTOpble Bbl-
TECHAOT HopMasbHble KneTku. lMNpouecc HaunHaeTcs
C OTAENOB CKEeNeTa, M3HayanbHO CHyXalwux neno
KpPacHOro KOCTHOrO Mo3ra (MO3BOHOYHWMK, KOCTM
Ta3a), @ y)Xe NoTOM pacrnpoCTPaHAeTC Ha KOHEYHO-
CTW B AUCTANIbHOM HanpasieHuu.

MHUNbTpaLMs MOrna HOCUTb KAK 04aroBbli, Tak
n anddy3Hbii xapaktep M Ha MPT npossnsanacb u3-
MEeHEHMEM MHTEHCMBHOCTU CUTHANA C APKOro «XKMUpo-
BOr0O» Ha MMMNOWHTEHCMBHDBIW B T1- 1 T2-B3BelEHHbIX
nsobpaxenusx (BU) (puc. 5). Bctpeuanacb y 93%
MepBUYHbIX NALMEHTOB, BKJILOYEHHbIX B HacTosliee
nccnepoanue. CreneHb pacnpoCTPaHEHHOCTH, Bbi-
PaXEHHOCTM M XapakTep MHPUNLTPaLMM KOCTHOIO
MO3ra 3HauMTeNbHO BapbUpPOBaSIN.

BaxkHO oTMeTUTb, uTo MPT no3BonseT NpoBOAUTb An-
HaMWYeCKMIM KOHTPOJb 33 COCTOSIHUEM KOCTHOIO MO3ra
y naumeHToB cTapwe 25 net. Ha ¢oHe nposoanmon
3MT cTpyKTypa BewecTBa KOCTHOrO MO3ra BOCCTaHaB-
NIMBAETCS; NMPOUCXOAMUT YBEIUYEHUE MPOLLEHTHOrO CO-
LEepXaHUa Xupa, YTO MOATBEPXKAAETCS MOBbILLIEHUEM
MHTEHCMBHOCTU MP-curHana ot KOCTHOro Mo3ra.

A

Puc. 4. PenmeeHoz2pamma npokcumMansHo2o omoena npagol
6edperHHol kocmu 8 npsmol npoekuyuu. lTamonoeuyeckuli
nodsepmesibHblli nepenoM bedpeHHOU Kocmu ¢ nonepey-
HbIM CMeweHUeM U 4acmu4HbIM BKAUHEHUEM OMJIOMKOS.
lpokcumaneHsili omden duagusa bedpeHHol kocmu de-
@opmuposaH 3a cdem pacuwiupeHus KOCMHOMO03208020 Ka-
Hana. KopmukaneHeili cnoti ucmonyeH. Cmpykmypa Kocmu
paspexeHa no KpynHos4eucmomMy muny

TpabekynspHoili omek, MedyNnspHbIl U KOPMUKO-
MeOy/NISPHBIU OCMEOHEKPO3 KAK NposiBneHUs uwemuu
KOCMHO020 Mo32a

CornacHo coBpeMeHHbIM KOHLLeMNuUMsaM natoreHesa
bl, MexaHunyeckoe 3aMelleHMe HOPMANbHOM CTPYK-
Typbl TKaHel knetkamu lowe npuMBOAMT K pa3BUTUIO
WWeMnM U, Kak CiefcTBue, oTeka KOCTHOrO MO3ra
(obpatumMas dasza), YTO KAMHUYECKM MOXEeT MposiB-
NATbCS KOCTHbIMM Kpu3amu. Ha MPT oTek KOCTHOro
Mo3ra Bu3yanusuposancsa B 29% cnyyaes, xapakTe-
pM130BaNCsa NPOMEXYTOUYHON MHTEHCUBHOCTbBIO CUMHA-
na B T1-BM v runepmMHTEHCUBHBIM CUrHanom B T2-BU,
STIR (puc. 6).

HeobpaTuMbie nwemuyeckme U3sMeHeHUs KOCTHOTo
Mo3ra B 061acTu annduM3a KOCTU HA3bIBAKOT acenTu-
YeCKUM UNIU KOPTUKO-MeayNNapHbIM OCTEOHEKPO30M,
a B obnactu amadmsa — KOCTHbIM MHDAPKTOM, UM
MeLyNnnspHbIM OCTEOHEKPO30M.

MP-npu3HaKM OCTEOHEKpO3a BapbMpOBaNM B 3a-
BUCMMOCTU OT CTagMM MaTONOrMYecKoro npotiecca,
BCTpeyanucb y 57% 6onbHbix. Ona HeobpaTtumon

Ta6nuya 1. M3ameHeHus kocmeli no 0aHHeIM peHmeeHozpaduu (n=86)

Ne Bup, usmeHeHui KonuyectBo nauueHToB (%)
1 Hedopmaums no Tuny konb SpneHmerepa 83 (97%)

2 HeoaHOPOAHOCTb KOCTHOM CTPYKTYPbl 67 (78%)

3 AcenTuyecKkunit HeKpo3 ronoBoK HeapeHHbIX KOCTen 25 (29%)

4 MaTonornueckue nepenomoi 7 (8%)
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M032a 6edpeHHbIX Kocmell u Kocmel masa. lomozeHHbIl mun

| Puc. 5. MPT 6edpeHHbix kocmeli 8 KOpoHanbHoU npoekyuu (a — T1-BU, 6 — T2-BH). BoipaxeHHas UHGUAbMPAuUS KOCMHO20

da3bl cneunduyHa KapTMHa NOpaXKeHUs, K KOTOpoK
6blM OTHECEHbl Xopolo BuanMble B T1 u B T2-BU
TMANOMHTEHCUBHbIE JIMHWKW, CBOEN KOHUrypaumen
HanoMuHalwue reorpaduyeckyto KapTy. Yaule Bcero
npu Bl mopaxanucb ronoBkM 6efApeHHbIX KOCTEMN,
[ucTanbHble oTAeNnbl 6epeHHbIX U NPOKCUManbHble
oTaenbl 6onblwebepuobix KocTen (puc. 7, 8). KopTtu-
KO-MeaynnspHbIi OCTEOHEKPO3 BbiSBNiEH ¥ 29% na-
LMEHTOB, MeayNNspHbId — y 28%.

BbINoT B nonocTb cyctaBa 0ObIYHO OTMEYANCS B CNTY-
yasx, Koraa HeKpo3y noaBepranncb 3nudusbl KOCTEN,
obpasyrolwmx cyctaB. [1py 3TOM KOPTUKANbHbIA CNOW,
NMOKPbIBAKOLWIMIA HEKPOTUYECKMI Y4aCTOK KOCTHOrO
MO3ra, UCTOHYaNCS C pa3BUTUEM BAABNEHHOro Cyb-
XOHApanbHOro nepenoma. B panbHeliwem npoucxo-
[MN0 NONHOe OTAEeNEeHUE CeKBECTpa OT INndu3a KocTu
JIMHWEN BbICOKOWM MHTEHCMBHOCTM Ha T2-BU 1 HU3KOM
Ha T1-BW, uTo cOOTBETCTBOBANO CTaaMu PpparMeHTa-
unm (puc. 9). Crapus ucxona KOpTUKO-MeLyNIIpHOro
OCTeOHeKpo3a XxapakTepu3oBanacb npeobnajaHvem
nedopMMpyoLWMX U3MEHEHNIN C POPMMPOBAHMEM BTO-
pu1YHOro octeoapTposa (puc. 10).

Ocmeocknepo3

OcTeoHekpo3 NpUBOAUT K rMBenun He TONbKO KOCT-
HbIX 31EMEHTOB, HO U KNeTOK KOCTHOrO MO3ra, BKJI0-
yas Gonbwoe konuuectBo knetok lowe. [ospe-
XOEHMEe 3TUX KNeToK COMpoBOXAaeTcs Bbibpocom
CBOBOOAHBIX XXWMPHbIX KWUCNOT, KOTOpble Hapsiny Co
COUHTO3MHOM BXOAST B COCTaB MONEKY/bl LepamMuaa.
CBobOAHbIE XUPHbIE KUCNOTbl COEAUHATCA C UOHa-
MM KanbLms, 06pasys KanbumeBoe Mblio. B yuenoseyve-
CKOM OpraHu3Me He CyulecTByeT GepMeHTOB, CNoCob-
HbIX pacTBOPWUTb AAHHOE COeAUHEHUE, MO3TOMY OHO
CyLLeCTBYeT B KOCTW Ha MPOTAXEHUM BCEM XM3HU. Ha
MP-ToMorpaMMax MOCTUH@APKTHbIA 0OCTEOCKNEPO3

NposIBNSANCA B BUAE TMMNOMHTEHCUBHBIX YY4aCTKOB BO
BCEX MUMMYNbCHbIX NocienoBatenbHOCTAX ¥ 13% na-
uneHToB (puc. 11).

Ocmeonu3uc u zowepoma

YYacTKM WMCTOHYEHMS KOCTHOWM TKaHW, Mpennono-
XWUTENbHO, pa3BMBAKOTCA BCJIEACTBUME HApYLIEHUS
H6anaHca Mexay npoueccamu paspyweHus u obpaso-
BaHWS KOCTHOM TKaHU: OCTEOKNaCTbl ObicTpee paspy-
watT rybyatoe U KOpTUKaNbHOE BELECTBO KOCTM,
yeM ocTeobnacTbl MOryT ero BOCCTaHOBUTb, B pe-
3y/bTaTe Yero MpPoOMCXOAMT «paccacbiBaHME» KOCTM.
Ouar fecTpyKLMU KOCTH, MOXOXUIM HA aHeBpU3MaTH-
YeCcKyl KOCTHYK KMUCTY, npeactaBnset cobon ckon-
neHue kneTok lowe nnu KpoBu (Tak Ha3biBaeMas BHY-
TPUKOCTHas rowepoma). Ha MPT Busyanusmposancs
YYacTOK OBafIbHOM BbITAHYTOM GOpPMbI M Obla YETKO

Puc. 6. MPT ma3o6edpeHHbix Cycmagos 8 KOpOHANbHOU
npoekyuu (STIR). Omek KOCMHO20 M032a 20/108KU U WeELKU
npasoli 6edpeHHol Kocmu
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Puc. 7. MPT ma3o6edpeHHbix cycmasoeg 8 KopoHansHol (a — T1-BM) u akcuansHoli (6 — T2-BU) npoekuyusx. Kopmuko-medysn-
NISpHebIl 0CMeoHeKpo3 8 20/108Ke npagoli bedpeHHol kocmu. Cekgecmpayusi HEKPOMUYECK020 y4acmka

OTrpaHM4YeH OT OKPY>KaloLWeh KOCTHOM TKaHU HWU3KO-
WHTEHCMBHOM MOJIOCKOW 3HAOCTaNbHOM oOCCUMUKa-
umn B 6% cnyyaes. CTpykTypa nosocteit boina oa-
HOPOAHOMN MK AYENUCTO-TPABEKYNSPHOMN C HANUUYUEM
COLLEPXXMMOTO XMAKOCTHOIO MAW reMopparnyeckoro
xapakTtepa (puc. 12).

HeobxoamMMo nop4vyepkHyTb, 4YTO OMNUCbIBAeMble
CTPYKTYpPHble M3MEHEHUS KOCTEM BCTPeYanucb Kak
M30/IMPOBAHHO, TaK U B PasfiMUHbIX COYeTaHusX. B
COOTBETCTBMM C aHann3oM MP-ToMorpamMm BKOYEH-
HbIX B MCC/IeAOBaHWE MaLMEHTOB NO Cneuuanmusnmpo-
BaHHOMY (OPManM30BaHHOMY MpPOTOKONY Bbian no-
NyyeHbl cnefytolume CTaTuCTUYECKME AaHHbIE.

1. O6bpaTuMble u3MeHeHus BbisiBneHbl y 80 nauwm-
eHTOB (Tabn. 2). CoyeTaHne MHOUNBTPALUM KOCTHOTO
Mo3ra ¢ TpabekynsapHbIM OTEKOM 06HapyeHo B 29%
cnyyaes.

Puc. 8. MPT 6edpeHHbix Kocmeli 8 KopoHanbHol npoekyuu (@ — T1-BU, 6 — T2-BU, 8 — STIR). MedynnspHeili ocmeoHekpo3
8 duagu3zax bedpeHHbix Kocmel

2. HeobpaTuMble U3MeHeHuUs BbisiBNEHbI Yy 86 Nauu-
eHToB (Tabn. 3).

Ha ocHoBaHMKM AaHHbIX MPT 6onbHble 6binn pasae-
NeHbl Ha 4 rpynnbl B 3aBUCMMOCTM OT CTENEHU THXKECTH
NopaKeHWsi KOCTHO-CYCTaBHOM CUCTeMbI (KpUTepuu
CTeNneHn TAKECTU MOPAXKEHMS KOCTeN paspaboTaHbl
paHee [7]; ByayT paccMoOTpeHbl B 06CYXXAeHUN):

1. nerkoe nopaxeHue kocten — 25 naumeHToB (29%);

2. yMepeHHO Tsxxenoe — 24 naumnenTa (28%);

3. Tskenoe nopaxeHue kocter — 34 naumerta (40%);

4. cBepxTXenoe nopaxeHue Kocten — 3 nauueHTa (3%).

06¢cyxaeHue

MonyyeHHble HaMW [AaHHble AEMOHCTPUPYIOT UC-
KNHUMTENbHOE MHOroobpasme iyyeBOM CEMUOTUKM
nopaxeHna KOCTHOM cucTembl npu bl | Tuna. Mopa-
XEHMEe KOCTHO-CYCTaBHOM CUCTEMbI SIBSETCS TUMNY-
HbIM nposiBneHneM bl u BapbupyeT oT 6eccumnToM-
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Puc. 9. MPT npasozo ma3zobedpeHH020 cycmasa 8 Kopo-
HaneHol npoekyuu (STIR). Cy6xoHOpanbHO paAcnosomeH-
HbIll Hekpomuyeckuli gppazmeHm 8 20/708Ke 6edpeHHOl
Kkocmu

Puc. 10. MPT ma3sobedpeHHsix cycmasos8 8 KOpOHAAbHOU
npoekyuu (T2-BH). Acenmuyeckuli Hekpo3 20108KuU npasoli
b6edpeHHOl Kocmu 8 cmaduu ucxo0a; 8mopuYHbIli ocmeo-
apmpo3 npaso2o masobedpeHHo20 cycmasa

HOM MHOUABTPALMKM KOCTHOIMO MO3ra, OCTEONEeHWu
[0 TsKenenwero ocTeonopo3a C NaToNornyeckumu
nepenoMamMm M acenTUYeCKUMU HEeKpO3aMu KOCTeMH,
BeAyLW MMM K pa3BUTUIO BTOPUYHBIX OCTEOAPTPO30B U,
KaK cnefcTBue, HeObpaTUMbIX OpTONeaMYecKUX ae-
dekToB. BO3MOXHO pa3BuTUE TAXKENbIX CONYTCTBYIO-
wux 3aboneBaHuit (HanpuMep, KOCTHO-CYCTAaBHOW Ty-
H6epkynes), >XU3HEHHO OMACHbIX OC/IOXHEHUN B BUAE
TOTaNbHOW AeCTPYKUMM KOCTHOM TKAHU C MHOXe-
CTBEHHbIMM MaTonornyeckummn nepenomamu. OCHoB-
Hag poJfib B OLEHKE TSKECTU NOpaXKeHUs KOCTHO-CY-
CTaBHOM cucTeMbl npu bl npuHapnexuT ny4vesbiM
MeTo4aM AMArHOCTUKM.

Mo xapakTepy nopaxeHus KocTew bbliv BblaeneHbl
obpatuMble M HeobpaTuMble naMeHeHus. K obpatu-

Puc. 11. MPT 6edpeHHbix kocmeli 8 KopoHansHol npoekyuu (a — T1-BU, 6 — T2-BU, 8 — STIR). Yuacmku nocmuH®apkmHo20
ocmeockiepo3a 8 duaguzax u QucmasnbHelx Memagusax 6edpeHHsix kocmel

MbIM U3MEHEHMSM OTHeC/M WHOUABTPALMI0 KOCTHO-
ro mMosra kjeTtkamu lowe, KOTOpasi MOXET acCOLMU-
poBaTbCs C pa3BUTUEM OCTEOMEHMM M OCTEONOpo3a,
a Tak>Xe O0TeKOM KOCTHOro mosra. K HeobpaTuMbiM —
OCTEOHeKpOo3bl, O4Yarn OCTEO/NM3NCA, OCTEOCKepos,
matonoruyeckue nepenombl U Aedopmaumn KocTen,
BTOPMYHYIO apTponaTuio. o gaHHbIM Pernctpa naum-
eHToB C Bl (2004 60nbHbIX M3 39 CTpaH; Ha MOMEHT
BK/toYeHust 75% yxe nonyuvanu 3@T) [9], cpean Bcex
M3MEHEHMI KOCTHOW CMCTeMbl Hanbonee 4acTo BCTpe-
yanucb cnepyolwme: gedopmauns KocTei Mo Tuny
kon6 dpneHmenepa (61%), MHPUNLTPALMSA KOCTHOrO
mosra (59%) n octeonenus (50%). Heckonbko pexe —
MenynnspHele (35%) M kopTUKo-mMedynnsipHole (34%)
OCTEOHeKpOo3bl, NaTtonornmyeckne nepenomol (26%).
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Puc. 12. MPT 6edpeHHbix Kocmeli 8 KopoHansHol npoekyuu (@ — T1-BU, 6 — T2-BM). MaccusHebili yuacmok ocmeonusuca

8 ducmaneHoM memaduaguse nesoli 6edpeHHol Kocmu

Tabnuua 2. Yacmoma obpamumeix usmeHeHuli npu 6onesHu fowe no daHHbiM MPT (n=86)

Ne Bup nsmeHeHui Konuyectso nauneHToB (%)
1 MHbUNbTpaLmsa KOCTHOro Mo3ra 93%
roMoreHHas 80%
Twun
reteporeHHas

BbIpaXXeHHas!

80 (93%)
69 (80%)
11 (13%)
23 (27%)
43 (50%)
14 (16%)
1
4(

CTeneHb BbIPaXXEHHOCTH YMEpPEHHO BblpaXeHHas 50%
cnaboBbipaxeHHas 16%

1 obnacTb 1%)

2 obnacTn 5%)

PacnpocTpaHEHHOCTb MOpaXeHns 3 obnactu 0

(MoomduumpoBaHHas wkana Oioccenbaopda) 4 06nactv 37 (43%)

5 obnacreii 1 (1%)
6 obnacTen 37 (43%)
2 TpabekynspHbIi 0TEK KOCTHOrO MO3ra 25 (29%)

YacToTa BCTpEYaeMOCTM NATONOMMUYECKUX U3MEHEHWI
npu bl cornacHo Pernctpy, okasanacb conoctaBuma ¢
NoSyYeHHbIMU AAHHBIMU HACTOSLLErO UCCEef0BAHMS.

[lng XapakTepuCTUKM CTENEHM TSXKECTU NOPAKEHUS
KOCTHO-CYCTaBHOM cucTembl npu bl ucnonb3osanu
cneayoLmne Kputepum.

1. Jlerkoe nopaxeHue KOCTeW:

- MHOUNBTPALMS /MM OTeK KOCTHOro mosra bep-
PEHHbIX KOCTEMN.

2. YMepeHHo Taxenoe:

- MHOUNBTPALMS /MM OTeK KOCTHOro mosra bep-
PEHHbIX KOCTEMN.

- Y4acTKM MefynnspHOro ocTeoHekpo3a beppet-
HbIX KOCTEMN.

3. Taxenoe nopaxeHue KoCTen:

- MHOUNBTPALMS U/MAKM OTeK KOCTHOro mosra bep-
PEHHbIX KOCTEW;

- Y4acTKM MefynnsipHOro ocTeoHekpo3a beppex-
HbIX KOCTEW;

- YYaCTKM KOPTMKO-MeAy/ISPHOrO OCTeOHeKpo3a
HenpeHHbIX KOCTEN C pa3BUTUEM BTOPUYHOrO OCTEO-
apTpo3a;

- 0CTEOCKNepos;

- OCTEOJIU3UC;

- eAMHNYHble NaTONOrnYeckme nepenombl.

4. CBepxTsKenoe nopaxeHue KOCTeu:

- MHOUNBTPALMS U/MNKN OTeK KOCTHOro mMosra bep-
PEHHbIX KOCTEW;

- Y4acTKM MefynnsipHOro ocTeoHekpo3a beppex-
HbIX KOCTEW;

- YYaCTKM KOPTUKO-MeAy/ISPHOrO OCTeOHeKpo3a
HenpeHHbIX KOCTEN C pa3BUTUEM BTOPUYHOIO OCTEO-
apTpo3a;

- 0CTEOCKNepos;
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Ta6auua 3. Yacmoma Heobpamumesix uzmeHeHul npu 6one3Hu fowe no daHHeIM MPT (n=86)

Ne Bup usmeHeHmit

1 Hedopmauumsa no Tuny konb IpneHmenepa
2 [dedopMauns KOCTHOMO3rOBOro KaHana

3 OcTeoHekpo3

4 OcTeonusuc u/mnm rowepoma

5 OcTteocknepos

6 BTopuuHbIli ocTeoapTpo3

7 MaTonoruyeckuii nepenom

8 [pyras conyTcTBytowas natonorus (Tbc)
- OCTEO/IM3UC;

- MHOXeCTBEHHbIe MaTo/0rMyecKkne nepenomsl.

MpuBeneHHble Bbllle KPUTEPUWM CBUAETENbCTBYIOT
0 TOM, YTO CTeMNeHb THKECTU MOPAXKEHUS KOCTHO-CY-
CTaBHOW CUCTEMbl OMpefenseTcs NpeuMMyLLecTBeH-
HO HanuumMeM HeobOpaTUMbIX U3MEHEHWH, KOTOpble,
B CBOK oyepenb, onpenenstoT TaXecTb TeyeHns bl
| TMNa M Ka4eCcTBO XXU3HM NALUEHTOB.
3akntoueHue

JlyyeBass ceMMOTMKA MNOPAXKEHWUM KOCTHO-CY-
CTaBHOW cucTeMbl Yy naumeHToB ¢ bl | Tuna po-
CTaTOYHO TUMUYHAS M BMECTe C TeM KpalHe Ba-
punabenbHasa, 4to obycnosneHo pasHoobpasuem
KJIMHUYECKMX NPOSABNEHUIN OT NIETKUX OO KpalHe

JIuteparypa

Konuuectso nauueHToB, %
83 (97%)
16 (19%)
49 (57%)

MeLyNNSpHbIV 24 (28%)

KOPTMKO-MeaynnsipHbIN 25 (29%)

5 (6%)

11 (13%)

25 (29%)
7 (8%)
1(

8
1%)
Taxenoix Gopm. MPT gaBngeTcs «3010TbIM CTaH-
[apTOM» COBPEMEHHOM AMArHOCTUKU NMOPAXKEHUS
KocTen npu bl

MPT — onTuManbHbii MeTohd, MO3BOASAIOLLUMA
00bEeKTMBHO OLEHMBATb BOBEYEHUE KOCTHOTO MO3-
ra U CTeneHb TSHXKECTU NMOPAXKEHUS KOCTHO-CYCTaBHOM
cucTeMbl 'y nauneHToB ¢ bl MpogemMoHCcTpupoBaHa
BbICOKAs YYBCTBUTENbHOCTb [AAHHOIMO MeTofa B Bbl-
SBNeHUn 0bpaTUMbIX U3MEHEHUI KOCTHOM CUCTEMBI,
KOTOpPbl€ HEBO3MOXHO BU3Yyanu3npoBaThb C MOMOLLbIO
KNnaccuyeckon peHtreHorpadmn. PaHHas anarHoctum-
Ka 1 CBOeBpeMeHHO HayaTas Tepanusa bl no3sonstoT
npenoTBpaTUThL pasBuTMe HeobpaTMMbIX opToneau-
yeckux fedeKkToB, ONpeaensoLnX KayecTBO XU3HU
nauueHToB.
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