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PE®EPAT

AKTYAJIbHOCTb. [Mpn gocTynHOCTM BbICOKOA(hhEKTUB-
HOW 3aMecTuTeNnbHOM hepMmeHTHOM Tepanun (3PT) 60-
nesnun lowe (BI) opTonegnyeckne npobrieMbl 3a4acTyto
CTAHOBATCS OCHOBHOW MPWYNHOW, NpBOAALLEN K UHBAU-
Aansaumm naumeHtoB. KocTHble npogasBneHus bBIT Habnioga-
toTca npaktndeckn y 100 % 6onbHbIx. [pn aTOM oTMevaeTcs
NCKIOUYNTENbHAA FeTEPOreHHOCTb XapaKTepa W CTeneHu
BbIPaXXE€HHOCTU KOCTHO-CYCTaBHbIX W3MEeHeHul, pacnpo-
CTPaHEHHOCTb U KIIMHMYECKOE 3HaYeHMe KOTOPbIX K HACTO-
AWeMy BPEMEHN N3yYeHbl HEAOCTAaTO4HO.

LIEJTb. OueHnTb pacrnpoCTPaHEHHOCTb M KNIMHUYECKOE 3HaYe-
HWe nopaxXeHui KOCTHO-CYCTaBHOW CUCTEMbI, OCTOXKHSAIOLLIMX
TeyeHue BI™ | TMna, npoTekaroLLen C BOBNEYEHNEM KOCTEN.

MATEPUAJIbl U METO/bIl. B HacTosllee nccnegoBaHme
BKMtoYeHo 267 naumeHtoB ¢ Bl | tTmna B BO3pacte 17—
85 net (MeanaHa 38 ner), HabntogasLwmxca B Prby «HMUL
rematonorun» MuHsgpasa P® ¢ 2004 no 2024 r. MyX4uH
6bino 109, xeHwmH — 158. OueHnBanmce MPT-npu3Haku:
MHpUIbTPauma kocTHoro mosra (MKM), kopTukarnbHbIA WH-
pekc bapHettT—HopanHa (KMBH), xapakTtep gedopmauun
KOCTEW, HaM4yme o4aroB OCTe0n3a, OCTEOHEKPO3a, a Tak-
€ NHBANMAN3MPYIOLLMX OpTONeaAnYeCcKmx AedeKToB.

PE3YJIbTATbl. KM BbisBneHa y 213/267 nauuMeHTOB
(79,8 %). PaclumpeHne 6eapeHHON KOCTM MO TUNY Konbbl Ip-
neHMerepa ob6Hapy>XeHo y 95 % 6onbHbIX (0 = 254). Cpea-
Hee 3HauyeHue nokasartensa KMBH coctaBmnno 42,9 % (Hop-
MasnbHble 3Ha4YEeHWA BO B3POC/10M NOMyNAuUM NpeBbILaoT
45 %). Huskue nokasatenn KUMBH accouunmpoBanucek € Ha-
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ABSTRACT

BACKGROUND. Although highly effective enzyme replace-
ment therapy (ERT) for Gaucher disease (GD) is accessible
and affordable, orthopedic issues in patients appear often
to be the main factor leading to their disability. Bone lesions
are essentially observed in 100 % of GD patients. The na-
ture and severity of bone and joint changes, however, are
reported to be extremely heterogeneous, whereas their in-
cidence and clinical features have until now remained un-
derresearched.

AIM. To assess the incidence and clinical value of bone and
joint lesions which complicate the course of GD type 1 with
bone involvement.

MATERIALS & METHODS. This trial enrolled 267 GD type 1
patients aged 17-85 years (median 38 years), who were fol-
lowed-up at the National Research Center for Hematology
from 2004 to 2024. There were 109 men and 158 women.
The analysis focused on the following MRI findings: bone
marrow infiltration (BMI), Barnett-Nordin cortical index (BNI),
bone deformity, osteolytic and osteonecrotic lesions, as well
as orthopedic pathologies progressing to disability.

RESULTS. BMI was identified in 213/267 (79.8 %) patients. Er-
lenmeyer flask-like femoral expansion was observed in 95 %
patients (n = 254). The mean BNI was 42.9 % (the normal
BNI in adult population exceeds 45 %). Low BNI values were
associated with osteolytic lesions, disability, and BMI. No
significant association of decreased BNI was seen with os-
teonecroses. The incidence of osteolytic lesions was 11.2 %
(n=30). New osteolytic lesions were reported neither in ERT
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AMYneM OCTEONUTUYECKMX OYaroB, MHBanuausaumei 6onb-
Horo, MKM. CrtaTuCTMYEeCKM 3HAYMMON CBA3M CHUKEHUSA
nokaszaTtena KMBH ¢ octeoHekpo3amu He BbiBNeHO. Ya-
CTOTa OCTEONUTUYECKUX o4aroB cocTtaBuna 11,2 % (n = 30).
[NosBneHne HOBbIX OCTEONUTUYECKMX 04aroB Y GO0MbHbIX,
nony4yaBwmnx 3OT nnm cybCcTpaTpeayLUmpyoLLyo Tepanuio,
He 3admkcmpoBaHo. MeaynnsapHble OCTEOHEKPO3bl BCTpe-
yanucb y 206/267 nauueHTtoB (77,15 %), a oCTeOHeKpo-
3bl aNuun30oB — y 74/267 (27,72 %). MNMpn ocTeoHEeKpo3ax
B OT/INYME OT OCTEO/IMTUYECKUX U3MEHEHUIA OTMeYanocb
NosiB/IEHNE HOBbIX O4YaroB Ha hoHe anutensHon (> 5 ner)
3®T (n = 8). NepenomMbl KOCTel BCTpeYanuCb € 4acTOTOM
6,7 % (n =18). ¥ 18 60nbHbIX AnarHoCTMpPoBaHoO 64 nepeno-
Ma pasMYHON nokanusaumn. MHBanmamsauus, cBs3aHHada
C KOCTHO-CyCTaBHbIMW OCnoxHeHnamn B, umena mecto
y 58/267 60nbHbIX (21,72 %). PEKOHCTPYKTUBHbLIE OpTOone-
Andeckne BMellaTenbCTBa, BK/YadA TOTanNbHOE 3HAOMPO-
Te3MpoBaHWeE CyCTaBOB, MPUBEN K MO/THOMY BOCCTaHOB/1e-
HWUIO PYHKLIMOHANbHOWM aKTUBHOCTUN y 37 MauMeHTOB.

3AKJTKOMEHMUE. KOCTHbIE n3MeHeHUs Habnto4atoTCs npak-
TUYECKM Y BCEX B3POC/bIX NaumeHToB ¢ Bl | Tuna. OgHako
TAXECTb KNUHMYECKOro TeyeHnsa 60N1e3HN U MHBanvan3a-
UMs nauMeHToB OnpeaensatTcs BTOPUYHLIMU KOCTHO-CY-
CTaBHbIMU OC/TOXHEHUAMU, K KOTOPbIM OTHOCATCS apTpOo3bl
B MCXOQ€e OCTEOHEKPO30B 3aNUU30B KOCTEN, naTtonormye-
CKMe nepenoMbl U KOCTHO-CyCcTaBHas MHdekuma. Pazsutne
NepeyYnCrIEHHbIX OCMTOXHEHWU Ha hoHe adhdekTnBHOM 3T
oTMeyvanocb y 67/267 naumeHToB, 4Yto coctaBuno 25 %.

KTHIOYEBBIE CJIOBA: 60ne3Hb [owe y B3poOChbIX,
BOBJ/IeYEHMEe KOCTEN, OpToneandeckme oC/1oXHEHMS.
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nor in substrate reduction therapy recipients. Medullary os-
teonecrosis was detected in 206/267 (7715 %) patients, and
epiphyseal osteonecrosis was identified in 74/267 (2772 %)
patients. Along with osteonecroses, in contrast to osteolytic
manifestations, new lesions (n = 8) were reported to occur
under long-term (> 5 years) ERT. The rate of bone fractures
was 6.7 % (n =18). In 18 patients, 64 fractures were observed
at various locations. Disability associated with bone and
joint complications of GD occurred in 58/267 (21.72 %) pa-
tients. After reconstructive surgery, including total articular
replacement arthroplasties, 37 patients achieved complete
functional recovery.

CONCLUSION. Bone changes are essentially observed in
all adult patients with GD type 1. However, clinical severity
and disability of patients depend on secondary bone and
joint complications, among them arthroses resulting from
epiphyseal osteonecrosis, pathologic fractures, bone and
joint infections. These complications developing on effec-
tive ERT were identified in 67/267 patients, which account-
ed for 25 %.

KEYWORDS: adult Gaucher disease, bone involve-
ment, orthopedic complications.
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BBEAEHUE

Bosiesub lome (BI') — 3To depmeHTONaTHs, 06yCJI0B-
JIeHHas e ULIUTOM aKTHUBHOCTH KU CJIOM [3-T/II0KO3UAa3bl
(r1roxoLepebpo3uasbl), HacaeLyeMast 10 ay TOCOMHO-pe-
LleCCUBHOMY TuIy. BnepBble 3a60/1eBaHue 6b1J10 ONMHCAHO
B 1882 r. ppaH1y3CKUM CTYAEHTOM-MeAUKOM PUAUNTIOM
[apsaem-IpHecToM lomie. 3To ofjHa U3 HauboIee pacHpo-
CTpaHeHHbIX (OpPM Hac/eJCTBEHHbIX (epMeHTONATHH,
00beJMHEHHBIX B I'PYIIy JHU30COMHBIX 60Jie3Hel HaKo-
IJIeHUs, U NepBas, AJs KOTOPOW pa3paboTaHa BbICOKO-
3¢dexTHBHAsA 3aMecTHUTesbHasA (epMeHTHasl Tepanus
(3PT) [1-3].

K nacrosieMy BpeMeHu MupoBoit onblT 39T mpu
BI' nacyuteiBaeTr 30 JseT. B Poccun natoreHeTHdeckoe
JleueHUe 3TOU 6os1e3HU npoBoAuTcs ¢ 2007 1. B paMKax
MOJTHOTO GeclIaTHOIr0 rocy/JapCTBEHHOro obecneyeHHus.

[NauuenTsl, noaydatomiye 3OT, noJHOLEHHO UHTETPUPO-
BaHbI B 0011leCTBEHHYO KM3Hb, OJJHAKO OPTOIeNYecKre
npo6JsieMbl 3a4aCTyl CTaHOBATCA eJAUHCTBEHHOW U
BeAylllell MPUYMHON, NPUBOJsSIIENR K UHBAJIUAU3AUU U
Tpebyollel XUpypruieckoit kKoppekuuu [4, 5].

CornacHO pe3sysbTaTaM HeOHAaTaJlbHOTO CKPUHMHTA,
BI' BcTpeuaeTcs ¢ yactotoit 1:50 000-1:100 000 yesoBek
B 0o6lled MOMyJsALlMM, B TO BpeMsl Kak B INONYJsALUHU
eBpeeB alllkeHa3H 4acToTa IeTepOo3UroTHOTO HOCUTEJb-
CTBa MyTalMd B TreHe KHCJOH [JIIOKOLLepeOGpo3niashl
coctaBisieT 1:17 4denoBek [6, 7]. 3a6oneBaemoctb BI' B
Poccuu y B3pocibIx NalMeHTOB cocTaB/sgeT 1 ciayyaid Ha
440 000 Hacenenus [8]. ITOT nokKasaTesb COOTBETCTBYET
POCCMHUCKHMM TpeGOBaHUSAM K OINpeJeleHUI0 peaKHUX
6oJsie3Hell — He 6oJiee 10 ciyvaeB Ha 100 000 HaceneHus
(cT. 44 ©3 «O6 ocHOBax OXpaHbI 3/I0POBbSl TPaXK/JaH B
Poccuiickoit ®enepanuu» Ne 323 ot 21 Hos16ps 2011 1.).
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Kinnnudyeckrne mnpossieHus BI' cBda3aHbBl C yBesu-
YyeHHeM KOJIMYeCTBa TKaHeBbIX MakpodparoB B MecTax
UX (QU3HOJIOTUYECKOTO «J0OMa»: CeJie3eHKe, TIeYeHH,
KOCTHOM Mo3re. CnjieHoMerasnusi, renaToMerajius, LU-
TONEHUsI U NMopakeHHe KOCTel OTHOCATCS K OCHOBHBIM
KJUHUYeCKUM NpU3HakaM 6osie3Hu [1, 9]. B HacTos1ee
BpeMsl O6LIENPUHATON CYMTAETCsl KJIMHUYecKas KJaccu-
¢duxanusa B, cormacHo KOTOpo# BbIAENAIT TPU THINA B
COOTBETCTBUHU C HAJIMUKMEM UJIM OTCYTCTBUEM NOpPaKeHUs
LIHC 1 oco6eHHOCTSIMU 3a60JIEBAHUS:

® Tumn |l — XapakTepusyeTcsi OTCyTCTBUEM HEBPO-
JIOTHUYeCKUX POsBJIEHUH;

e Ttun Il (ocTpriél HEWpOHONATUYECKUI) — BCTpe-
yaeTcsd y JleTell paHHero Bo3pacTa, OT/IM4YaeTcs
IpOrpeccCUpyIOIUM TeueHHeM U TsKeJIbIM IO-
paxxenueM LIHC, BeAy UM K JIeTaJIbHOMY UCXOLY
(6osibHBIE pEKO A0KUBAIOT [0 BO3pacTa 2 JieT);

e Ttun IIl (xpoHHUUeckUit HellpoHONATHYECKUI) —
06 beiHsIeT 60Jlee pa3HOPOAHYIO TPYNIY NalLiu-
€HTOB, ¥ KOTOPbIX HEBPOJIOTHYECKHE OCJIOXKHe-
HUS MOTYT NPOSABJIATHCA KaK B paHHEM JIeTCKOM,
TakK ¥ B IOAPOCTKOBOM Bo3pacTe [1, 5, 8, 10].

BI' | Tuna — Haub6oJsiee 4yacThll KJIMHUYECKUH Ba-
pUaHT 3a60JieBaHUsl, BCTpeyaeTcs KakK y JeTel, Tak U y
B3pocbIx. CpejHUM BO3pacT 60JIbHBIX KO BpEMEeHU MaHU-
decrauuu 3a6oneBanusi Bapbupyet ot 30 go 40 yet [1].

[IpYHATO BBIAENATH C/eAyioliyde IPyNNbl KOCTHBIX
nposieienuit BT [7]:

® VHOUABTPALUS KOCTHOTO MO3Ta;

® aHoMaJibHOe peMo/ieJIMpoBaHUe KOCTel, NpuBo-
Jsilliee K 3aJilepXKKe pa3BUTHUA U NOTepe MHHe-
paJibHOM NMJIOTHOCTHU KOCTHOM TKaHHU (ocTeore-
HUS/0CTEONOoPO3), HCTOHYEHHIO0 KOPTHUKAJIbHOTO
CJI0f1, OCTEO0JIMTUYECKUM NOpa*KeHU M U HU3KO-
3HepreTHYeCKUM llepejioMaM;

® O0CTeOHEeKpOo3 U CBfI3aHHbIE C HUM OCJIOXKHEHU:
(MenynnspHble MHPAPKTHI, OCTEOCKJIEPO3, KOP-
THUKaJibHble UHQAPKTHI, pa3pylleHue u Jedop-
MallMU CyCTaBOB).

KocTHble nposiBjieHUs HA6/II04a0TCSA IPAKTUYECKH Y
100 % 6o0sbHbIX BI. 3TO 0AiHA M3 IJIaBHbIX NIPUYMH HUHBA-
auausanuu npu fgoctyntoct 3OT. [Ipu aToM oTMedaeTcs
WCKJ/IIOUUTEe/bHAs TeTepOreHHOCTh XapaKTepa U CTeleH!
BbIPa)KEHHOCTHU U3MEHEeHUH B KOCTHO-CYCTaBHOH CUCTEMe
[4, 11].

Ilesp HacTOSAIErO MCC/IEL0BAaHUA — OLEHUTDb pac-
NPOCTPAaHEHHOCTb U KJIMHUYECKOoe 3HaueHre opaKeHUu !
KOCTHO-CYCTaBHOM CUCTEMBbI, OCJ0XKHSIOIIUX TeueHue Bl
[ Tuna, npoTeKamwlel c BOBJIeueHueM KOCTeMH.

MATEPWAJIbI U METO/1bl

OCHOBY HaCTOSILEr0 KCCIe[,0BaHUS COCTABUJIM JaHHble
267 B3poC/abIX MalMeHTOB U3 Poccuiickoro perucrpa
6osie3nu lome. Peructp noaaepxkuBaetca ¢ 2014 r. Ha
6a3e oTzesneHUs opdaHHBIX 3a6oseBaHuil PI'BY « HMUL]
remartoJsioruu» Munagpasa Poccuu (ry1aBHbIN KypaTop —
I-p Mez. Hayk, npo¢. E.A. JlykuHa). BosibHble ObLIM B
Bo3pacte 17-85 neT (Meauana 38 jet), My»kuuH — 109
(41 %), »xeHuH — 158 (59 %). 3 267 nauueHTOB, BKJIIO-
YeHHbIX B HacTosI1llee HCCae[J0BaHUE, TaTOreHeTUYEeCKYI0
Tepanuto noaydan 261. Tonbko 3®T npoBoaunace 225

K/TMHNYECKAA OHKOTEMATO/ON 4

(84,27 %) 60abHBIM, TOJIBKO CyGCTpaTpeAyLUpylolLas
Tepanus (CPT) — 14 (5,24 %). Pa3nuuHble BapuaHThI CO-
yetanus 3®PT u CPT c Touku 3peHUs UX MOCIeL0BaTEb-
HOCTU uMesu MecTo y 22 nanueHtoB: 3OT/CPT — y 7
(2,62 %), 3®T/CPT/3®PT —y 9 (3,37 %), CPT/3PT —y 6
(2,25 %). 6 601bHBIX 10 pa3HbIM NPUYMHAM He NOJy4aIu
naToreHeTHYecKoro JedeHusl. HasHaueHUe nmaToreHeTu-
YeCKOW TepalluM OINpejiessJoch IPYyNIoN sKcIepToB-Tre-
MaToJIOr0B NOCJIe OLeHKHU CTaTyca NalieHTa KO BpeMeHH!
HayaJia Je4eHus. JI/IMTeIbHOCTb Tepaluy COCTaBJsAIa B
cpenHeM 15 seT (auanasoH 2-29 seT).
JlJ1s1 OLleHKH COCTOSIHUSI KOCTHO-CYCTaBHOM CHCTEMBI
B Poccuiickuit peructp BI' 6blIM BBefieHbl [JJOMOJIHU-
TeJIbHble TapaMeTpbl, KOTOPble 3alOJHAJNCh Ha OCHO-
BaHWHU JaHHbIX aHAaMHe3a, MeJUIMHCKOMN JOKyMeHTaluu
Y JIy4eBbIX MeTO/0B UcclejoBaHuUsl. K HUM oTHOCATCA:
® KOpTUKaJbHBIH UHAekc bBapHerT—HopauHa
(KMBH) — mnpoueHTHOe COOTHOLIEHUE CYM-
Mbl TOJILIMHBI 060UX KOPTHUKAJBbHBIX CJIOEB
K Hapy>XHOMy JHaMeTpy Auadusa HU3Mepsiu
Ha YpOBHe BepxHel TpeTu auadusa Geapa Ha
$pOHTANbHBIX peHTTeHOorpaMMax Ta3006e/|peH-
HbIX CycTaBOB. HopMaJibHble 3HaUeHUs UHJeKCa
npeBblaOT 45 %, nokasatenb KUBH < 45 %
CBUJIeTE/IbCTBYeT O HaJMWYUM OCTeoneHUu/
OCTEeoINopo3a;
® O0CTeoJMTUYECKHe o4Yarh — HaJM4ue, JIOKa-
Jiu3alius, NaToJOrMYecKU NepesioM B MecTe
OCTeOJIMTUYECKOT0 04ara;
® O0CTeOHEeKpOo3bl pa3jiessjyd Ha MeJy/JspHble U
anudu3apHble — HaJIMUHe, JOKaJIHU3aL U5, CBA3b
¢ 3®T (mo Hayas1a Tepanuu Uy Ha ee poHe). [l
3nu$U3apHbIX OCTEOHEKPO30B YKa3bIBaJIUCh
HaJIM4Ue UM OTCYTCTBUE KOJIJIallca CyCTaBHOTO
oTZesa KocTH, AedpopMalusa coxa magna, Halu-
Yyye WJIM OTCYTCTBHE BTOPUYHOTO KOKCApTpo3a
U crnocob ero JieueHUsl (KOHCEpBAaTUBHBIN/XU-
pyprudeckui);
® UHBaJUJU3UpYIOlLIMe OopToleAuvyeckHe JAedek-
Thl — HaJMU4de, ONHUCAHUe, CNOCOO JedyeHU:
(koHCEepBaTUBHBIN/XUPYPrudeCcKUi), pe3yabTaT
(ynydiieHue/6e3 nepeMeH/yxyAlleHUE);
® opTolleAuYyecKHe ollepaliuy — HaJU4Me, ONKca-
HUe, pe3yJbTaThl.
®opwmyna auis pacdyera KUBH npegcrassiena Ha puc. 1.
061w M cTaTyc nanyeHTa olpeesau no mkane Kap-
HoBckoro. K mnHBanuau3upyomuM ¢pakTopaM co CTOPOHbI
KOCTHO-CYCTaBHOM CHUCTeMbl, CTOMKO OrpaHUYMBAIOLIMM
JKU3HeZlesTeJbHOCTb NaljeHTa, OTHOCUJIM 3aTpyJHeHue
nepesBHKEHHUs BCJIe/ICTBHE OrpaHUYEHUs 0II0POCIOCO6-
HOCTH HMXKHUX KOHEYHOCTe!: MalMeHT CaMOCTOsITeJbHO
He IlepejBUraeTcsl JM0O IepeJBUraeTcsl C ONOPOM Ha
KOCTBIJIM; YKOpPOYeHHe KOHEYHOCTH Ha 2 CM U 0OoJiee;
HeCpOoCUIWiicd nepesioM JJIMHHON TpyOGuyaTOW KOCTH; Ts-
>KeJloe HapylleHre GYHKIUU KPYIIHbIX CYCTaBOB.
[TaneHTaM ¢ KOCTHO-CyCTaBHOM MHeKIMeN U NpU
MOJ03PEHNH Ha Hee BBINOJIHAJN MUKPOOHOJIOTHYeCK e
(kynbTypajibHble) HCCIeLOBaHUSA pPAHEBOTO OT/AeJsie-
MOTO0 U OUONTATOB TKaHel Ha a3poOHbIe U GpaKyJIbTATUB-
HO-aHa3pOoOHble MUKPOOPraHM3Mbl C OKpPacKol Ma3KoB
no 'pamy u Luato—Hunbceny (siabopaTopusi MUKpO-
6uosoruu ®Ir'bY «HMMUL remartosoruu» MuH3apaBa
Poccun). Ilpy BbIsIBJIEHUH pPOCTA MHUKPOOPraHU3MOB
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Puc. 1. CtaHgapTHaa peHTreHorpamma TasobegpeHHOoro cycraBa
N NPOKCMManbHOro otaena 6eApeHHoR KocTu. KopTukanbHblii MH-
pekc bapHettT—HopauHa (KUBH). ®opmyna ansa pacyeTta nHaekca
npeacraBneHa Ha peHTreHoBCckoM cHuMmKe (AC, DB, AB o603Hauva-
0T N3MepseMble B MUIUMETPAX OTPE3KM)

Fig. 1. Standard hip and proximal femur X-ray. Barnett-Nordin corti-
cal index (KMBH). The index formula is shown on the X-ray image
(AC, DB, AB indicate segments measured in millimeters)

Ha TBepAbIX NMUTATeJbHbIX CpeJilax U B cpejax ob6ora-
meHuss (cepAe4yHO-MO3rOBOM OyJbOHE) MPOBOJUIU
TeCTbl Ha YYBCTBUTEJbHOCTb K aHTUOAKTepUaJbHbIM
npenapaTtaM. [Ipu noso3peHUU Ha TyOepKy/e3Hy0 HH-
deK1MIo BBINOJJHAIU [OTNOJHUTE/NbHbIE HCCeL0BaHUS:
JIMacKMHTEeCT, MHUKpPOOHOJIOTUYeCKHe HCCIeL0BaHUA
OTAeJIsieMoro B JlabopaTopuu Mukpo6uosoruu ®TBHY
LUHUUT Ha Hanuvyve MUKOOGAKTepUll TybGepkysesa (Jto-
MHUHeclLeHTHas MUKkpockonus, [1JP-auarnoctuka, noces
6uoMaTepHasla Ha XUJKHe U IJIOTHble NHUTATeJbHble
cpefbl), MopdosIoTHiecKoe UccleloBaHNe GUONTATOB U
KOCTHBIX CEKBECTPOB NpPHU UX YAAJEeHUU BO BpeMs oOlle-
pauuu (PrBHY UHUHUT).

JlyyeBble ucc/lefOBaHUS TNPOBOAUJIN B OTAeJeHUH
jaydeBoit guarHoctuku OT'BY «tHMUIL rematosorumu» M3
P®. Pentrenorpaduio GeJjpeHHbIX KOCTEH C 3aXBaTOM
Ta306e/JpeHHbIX U KOJIEHHBIX CYCTaBOB B INpsSMOM INpo-
eKIM{ BBINOJIHAJM BceM NalueHTaM. PeHTreHorpaduio
JPYTHX OT[leJIOB CKeJleTa IPOBOJWJIN IPU HAJUYUHU OpPTO-
neJyeCKUX HapyluleHUH U MaTo/0r UMY, BbIIBJIEHHON NpU
OCMOTpe nalyeHTa.

MPT 6eapeHHBIX KOCTeM, Ta300eApEHHBIX U KO-
JIEHHBbIX CYCTaBOB BBINOJHSJU [0 pa3pabOTaHHOMY B
OT'BY «<HMUL] rematosnoruu» M3 PO npoToko.y, alanTH-
POBAaHHOMY AJ1 CKPUHMHIA U MOHHUTOPHUHIA KOCTHBIX

MopaxeHue koctei npu 6onesnn Mlowe 95

nposiBiieHudt BI' (mpoTokou [oiie), KOTOPBIN BKJIKOYAT B
cebs ciefylolMe TapaMeTphl:

® IJIOCKOCTb CKAHUPOBAHUs — KOPOHAJIbHAS;

® TOJIIIMHA CKAHUPYEMOTro cJiosi — 4 MM;

® UMIYJbCHble MocJefoBaTenbHocTu — T1-BY,
T2-BY, STIR.
Jis  XapaKTEepUCTUKU CTENeHU BbIPAXKEHHOCTH

cnenududecko HHQUABTPALMU KocTHOro Mo3ra (MKM)
WCNOJIb30BAJUCh pa3/MyHble 3HAaueHUs IIKaJbl «Ha-
IPY3KU» KOCTHOTO MO3Ta U XKUPOBOM PppaKLUK [10 METOLY
JlukcoHa.

MPT ppyrux oTzesioB CKeJieTa 110 CTAHAAPTHBIM IIPO-
TOKOJIaM BBINIOJIHS/IU 110 TOKAa3aHUSM, BbISIBJEHHBIM NPU
OCMOTpeE.

CraTncTMyecknih aHanms

JJ1s1 OLleHKU TOJIyYeHHBIX JAaHHBIX HMCIOJIb30BaJINCh
CTaHJApTHble MeTOAbl ONHCAaTeJbHOM CTATUCTHUKH,
YaCTOTHOI'O M COOBITUHHOrO aHaiu3a. [l NpoBepKH
TUIIOTEe3 O Pas/IMYMAX pacnpejiesleHU KaTeropuaabHbIX
NPU3HAKOB B IPyINIax CpaBHEHUs NPOBOJUJICA aHAJIU3
Tab/UL, CONpPSHKEHHOCTH. [l OLleHKM 3HauUMOCTH
NpUMEHSJIM JBYCTOPOHHUN KpuTepuit @umepa. [as
MPOBEPKHU TUNOTE3 O HAJIMYUU pa3JU4YUMi B pacnpejese-
HUSX YUCJIOBBIX NOKa3aTeseld B rpylnax CpaBHEHUs HC-
M0JIb30BaJIM HellapaMeTPUYeCKUM paHTOBBbIM KpUTepuH
MaHHa—YuTHU. B pajge cay4aeB nocsie IpoBepKU TUIO-
Te3bl 0 HOPMaJIbHOCTH pacnpesie/leHUH KoJIuieCTBEHHBIX
N0Ka3aTesJlel WU IHocjJe NpoBeJeHUs HOPMaJM3YIIHUX
npeo6pa3oBaHUM NPHUMEHSI/IM TaKKe MEeTOAbl AUCIEePCH-
OHHOro aHaJju3a. CTaTUCTUYECKUH aHAJU3 BbINOJHEH C
MOMOILbI0 NakeTa nporpaMm SAS 9.4. Bo Bcex nponeaypax
CTATUCTUYECKOTI0 aHa/IN3a KPUTUYECKUIH yPOBEHb 3HAYU-
MOCTH p npuHUMavics paBHbIM 0,05.

PE3YNIbTATbl U OBCYXAEHUE

[Ipy aHa/M3e U3MeHEeHUH B KOCTHO-CYCTaBHOW cHUCTeMe
Bbl/leJISIIM KOCTHble INpPOSIBJIEHUS M KOCTHO-CYyCTaBHbIe
oCJIoKHeHHUs 6o0sie3HU. KocTHble nposiBieHus BI, Takue
Kak crnenuuyeckas MKM, HapylieHMe KOCTHOTO peMo/ie-
JINPOBAaHHUA ¥ OCTEOHEKPO3bl, Pa3BUBAIOTCS Y NALlUEHTOB
IpY ecTeCTBEHHOM TeyeHUM 060Jie3HH U MOTYT ObITh
pas/JIMYHOM cTeneHU TsikecTd [4, 5, 11]. HekoTopble U3
KOCTHBIX MposiBieHUl, HanpuMmep UKM, sBaswoTca 06-
paTUMbIMU U perpeccupytoT Ha ¢oHe 3PT [12]. [pyrue,
TakMe KaK HapylleHue KOCTHOIO peMOJeJMpOBaHMS,
XOTSl U He perpeccupyloT Ha $oHe JieueHHUs], HO U He
pa3BUBAIOTCA U He NPOrpecCUpyIOT Mocje Ha3HayeHUs
3®T. OcTeoHEKPO3bl — 3TO TOXKE HEOOPATUMOE KOCTHOE
nposiBieHue BI, ogHako MHOT@ OHU pa3BUBAIOTCA Y Na-
LUEHTOB, nosy4yarmux 3OT.

KoctHbie mnposiBneHuss BI' o6yc/oBjieHbl HakoIe-
HHUEM CBepXaKTUBHUPOBAHHbIX Makpodaro (KJIeTOK
[ome) B KOCTHOM Mo3re. 3To npejoJjaraeT NopaxkeHue
WCKJIIOUMTENbHO KOCTHBIX CTPYKTYp, COJepKalliux
KpPOBETBOPHBbI KOCTHBI MO3r. TuUNH4YHas JIOKa/IM-
3alds — O0CeBOM CKeJsleT U JJIMHHble Tpy64yaTble KOCTH.
BMecTe ¢ TeM TSXKeCcTbh KJIMHWYECKOU KapTuHbl npu Bl
KaK IpaBUJIO, ONpeJesisiloT HM3MeHeHHUs, CBsI3aHHble C
JedopManueld cycTaBHBIX INOBEPXHOCTEH, pa3BUTHEM
apTpo30B, NMaTOJOrMYeCKUX NepesoMOB U UHPEKLHUU B
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MOpaXKeHHBIX Y4aCTKaX KOCTH, YTO MO3BOJISET TOBOPUTH
0 KOCTHO-CYCTaBHBIX OCJIOXXHEHUsX 3a00JieBaHUsA. 3aKO-
HOMEpPHO, YTO KOCTHO-CYCTaBHble OCJIOXHEHUSs, Gyay4du
BTOPUYHBIMU 10 OTHOIIEHUIO K KOCTHBIM MPOSIBJEHUSIM
Bl He oTBeyaroT Ha 3PT.

WHcbunbTpauma KocTHOro Mosra

npu 6onesuu Nowe

Cnenuduueckass UKM y B3pocabix nauueHToB ¢ Bl
HOCHWJIa KaK 04aroBbil, Tak ¥ AudPy3HbIN XapakTep. [lo
JaHHbIM MPT oHa nposiBisijlacb U3MeHeHMeM HHTEeHCHB-
HOCTH CUT'HaJa C NOBBILUIEHHOI'0 HAa TUIIOUHTEHCUBHBIN B
T1- u T2-B3BeLIeHHbIX U300paxkeHusx (BU) [11].

CTeneHb pacnpoCTPaHEHHOCTH, BbIPAXKEHHOCTD U Xa-
pakTep UKM 3HauuTe/IbHO BapbUPOBaJIM B HCCAeyeMOn
rpymnmne 60abHbIX. Ha poHe npoBoaumMoit 3T oTMeuvaoch
yBeJIMUYeHHe COJep>KaHMs XKMpa B KOCTHOM MO3re, YTO
CJTY>KUJI0 [J0Ka3aTeJbCTBOM 00PaTUMOCTH JJAHHOTO KOCT-
HOT0 NposiBJeHUs 3a6o1eBanus [12].

Ko BpeMeHuU BkJItoueHHUs B ucciaenoBanue UKM 6bL1a
BbIsiBJieHA y 213/267 nauuenTtoB (79,8 %). CreneHb
ee BbIpaXXEHHOCTHU Mo JaHHbIM MPT 6bL1a pasinyHOM:
Jgerkasgd — 34 %, ymepeHHass — 26 %, BbIpakeHHass —
40 %.

Y ocranbHbix 54 nanueHToB MPT-mpusHaku UKM
OTCYTCTBOBaJIY, TOJbKO y 3 u3 HUX paHee 3®T He mpo-
BoAuJach. Ha 3TOM 0CHOBaHMU [J0CTOBEPHO TOBOPUTH 06
orcytcTBuM MKM B nonynsguuu nanueHToB ¢ Bl BkJto-
YeHHbIX B HaCTOsllliee HCCIe[,0BaHUE, MOXXHO TOJIbKO B
1,1 % Hab/IIOJeHU .

Cpepu nauueHtoB ¢ UKM posns nmauueHTOB C MH-
Ba/uau3anuei cocraBuiaa 25 % (53/213). [lpu oTcyT-
ctBun UKM sToM mnokasaTesb OKa3aJjcs 3HAYHUTEJbHO
Hxe — sinuib 9 % (5/54) (oTHowmeHue waHcos [OL] 3,2;
95%-i1 noBepuTesbHbIN UHTepBaa [95% JU] 1,23-8,57;
p = 0,0153). CireiyeT OTMETUTD TaK¥Ke, UTO MPAKTUYECKU
BCe [IaTO0JIOTMYeCKHe NepesoMbl, KOTOpPble ObLIM AUArHo-
CTUPOBaHbI 3a nepuoj HabogeHus ¢ 2004 no 2024 r.,
BCTpevanuchk y nanueHToB ¢ UKM. Tak, nepesioMbl KocTel
6bl1M JUarHocTUpoBaHbl ¥ 17 (8 %) 13 213 manMeHTOB C
WUKM u Toanbko y 1 (2 %) us 54 — 6e3 Takosoi (OI 4,60;
95% /11 0,60-35,34; p = 0,14).

3Hayumoit cBssu HMKM ¢ JApyrdMuM KOCTHBIMU
nposiBneHusasMu Bl  (ocTeonuTHYecKMMM  o4aramy,
MeJyJIAPHBIMU/3NUPHU3apHbIMM OCTEOHEKPO3aMH) He
06HapYXKeHO.

HapylueHue KOCTHOro pemoaenMpoBaHus

HapymeHue kocTHOro pemopenupoBaHus npu BT
006yCJIOBJIEHO DPAa3/JIMYHBIMU KJIETOYHO-MOJIEKYJISIPHBIMU
MexaHU3MaMHU BO3JeMCTBUS  CBepXaKTUBUPOBAHHBIX
MakpodaroB (kJieTok [omie) Ha KOCTHYIO TKaHb U OIpe-
JleJisieT Takue KOCTHble NPOosIBJIeHUs], KaK pacliupeHue/
B3/lyTHe KOCTeH, OCTeOJMTHYEeCKHe Oyaru, roliepoMbl,
octeomnopos [4, 13]. [laTonoruyeckue nepesoMbl — THU-
NHUYHOE OCJIO)KHEHVe aHOMaJIbHOI'0 KOCTHOTO PeMO/iesu-
poBanud npu BI.

Pacmivpenue/B3ayTue JUCTabHOrO MeTasnudusa
O6eJpeHHOM KOCTU IO TUIY KOJIObI JpJieHMelepa Kak
nposiaeHue BI' B TOM MM MHOM CTeNeHHU BbIpaXXeHHOCTH
6b111 06HapyxeHbl ¥ 254 (95 %) u3 267 nayueHTOB. JTa
JedopManus, Kak M Jpyrde HapylleHHs KOCTHOTO pe-
MO/IeJIMPOBAHMs, OTHOCUTCS K HEOOGpPaTUMbIM KOCTHBIM

K/TMHNYECKAA OHKOTEMATO/ON 4

—— HopmanbHoe pacnpegenenune KUBH
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Puc. 2. PacnpepgeneHune nokasatens KoOpTUKanbHOro nHaekca bap-

HeTT—HoppauHa y naumeHToB ¢ 60ne3Hbio MNowe | Tvna (n = 267)
Q1/Q3 — 1-i/3-h kBapTUnn; SD — cTaHgapTHOe oTkoHeHne; KNBH —
KOpPTUKanbHbIn nHaekc bapHeTT—HopaunHa.

Fig. 2. Distribution of the Barnett-Nordin cortical index in GD type 1
patients (n = 267)
Q1/Q3 — quartiles 1/3; SD — standard deviation; KWBH — Barnett-
Nordin cortical index.

nposiBneHussM BI, T. e. He perpeccupyeT y nalueHTOB,
nosydatomux 30T [12].

OcreosnuTuveckue ovaru BoisiBjaeHbl ¥ 30 (11,2 %)
U3 267 manyUeHTOB NPEUMYIIECTBEHHO B 6eJpeHHON U
60J1b11e6EPLIOBOM KOCTSX, UTO, BEPOSTHO, ObLJIO CBSI3aHO
C 0COGEHHOCTAMU CKPUHHUHTOBOI'O 006CJef0BaHUA IO
npotokoJay loute. [losiBleHUsT HOBBIX OCTEOJUTUYECKHUX
oyaroB y nauueHToB, nosay4aBiinx 3®T u CPT, He oTMme-
YyeHo.

OcTeonuTUYecKHe o4yaru TOJIBKO B OeJpeHHbIX KO-
cTax o6HapyxeHbl y 17 /30 nanueHToB (57 %), coueTaHue
04aroB OCTe0J/IM3a B 6e/[peHHON U 60JIblIe6ePI0BOM KO-
ctax —y 6/30 (20 %). Y 1 (3 %) 60s1bHOTO HA6/1104A/10Ch
coyeTaHHe o4yaroB B GeJjpeHHON U IJleyeBOM KOCTAX, y 1
(3 %) — B GosbluebepuoBoi u nieyeBol, y 1 (3 %) —
B 60J/Ib1Ie6EPIIOBOM, GeIpEHHOM U MJIeueBOH.

KHWEBH 65111 onpesesieH y Bcex 267 MalMeHTOB, BKJIIO-
YeHHBIX B MCCJIeloBaHMe. JTOT NMPOCTON MHTErpaabHbIN
pPEHTreHOJIOTHYeCKUH NpPU3HAK B PYTUHHOW MNpaKTHKe
NpUMeHsieTCsl NPU JUarHOCTHKe ocTeonoposa. Mml uc-
M0JIb30BaJIU 3TOT NOKa3aTe/ib B IPOKCMMAJbHOM OT/eJle
Anadusa GejpeHHONW KOCTH KaK HauboJsiee JOCTYIHOMU
JIOKaJIM3allMM TNpU CKPUHHUHTOBOM 0O6CJeJ0BaHUU IO
nportokoJy [omte.

[lokazatenu KWUBH pacnpegensnuck no HopMasb-
HOMy 3akoHy (puc. 2). CpejHee 3HaueHHe MHJeEKca
OKa3aJlocb paBHbBIM 42,9 %, a cTaHZapTHOe OTKJIO-
HeHue — 8,7 %. CnefyeT OTMETUTh, YTO 3HAYEHUS] HUH-
JleKca y KeHILIMH ObLIM CTaTUCTUYeCKH 3HAaYMMO HUXKe,
yeM y MyxuuH. Tak, cpefiHee 3HaueHne KUBH y xeHIuH
coctaBusio 41,7 %, ctranfiapTHoe oTkJ0oHeHUue — 8,2 %.
IJTHU Ke NoKa3aTeJJU Y My>K4UH cocTaBuau 44,6 u 9,01 %
cooTBeTcTBeHHO (p = 0,0041).

Bo B3pocsioit nonynsuuu Mmeauana KUBH B usmeps-
eMOM OoTAesie 6eJpeHHON KOCTH OblJla HECKOJIbKO HUXKe
HOpMaJIbHbIX 3HaueHU# U coctaBuna 44 % (mpu HopMme
> 45 %). CnefyeT OTMETHUTD, UTO CPeJHUH BO3pacT ma-
LIMEeHTOB, ¥ KOTOPbIX ONpe/e/sJy JAaHHbIA NOKa3aTesb,
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coctaBu1 40 J1eT, YTO HeXapaKTepHO J[AJs1 CUCTEMHOIO
0CTeO0INopo3a, CBSI3aHHOI'0 C MEHOIAay30M WJIM BO3PacT-
HbIMU MHBOJIIOTUBHBIMU H3MeHEHUSIMHU.

KHWBH y 128 nanueHTOoB 6bL1 60see 45 %, y 139 —
MeHee 45 %. Ipynnbl nanMeHTOB C HOPMaJbHBIMHU
(= 45 %) v HuskuMu (< 45 %) 3HayeHusmMu KUBH nHe
pas/iMyauch CyLeCTBEHHO IO BO3PacTy KO BpeMeHHU
NOCTAaHOBKM JMarHo3a bBI' u BpeMeHH onpejeseHus
vHjekca. CooTHOLIeHHe MY>KYMH/>KEeHILUH COCTaBUJIO
49/90 u 60/68 B rpynnax ¢ HU3KMMH U HOPMaJIbHbIMU
nokasatesisimu KUBH cooTBeTcTBeHHO (p = 0,062).

[IpoBesieH aHaA/U3 CBS3UM KOCTHBIX NposiBaeHUN Bl
¢ KUBH. OcTteonuTryeckue o4aru BCTpevyasuChb yalle B
rpynmne ¢ HU3KMMU 3Ha4YeHUsIMU UHJeKca, YeM B Irpynine ¢
HOpMaJIbHbIMUY 3HaYeHusiMu: y 17 (24/139)u 5% (6/128)
nanueHToB cooTBeTcTBeHHO (O 4,24; 95% AU 1,64-
10,76; p = 0,0007). Tsxenble opToneanyeckue AedeKThl,
NpuBeAlINe K UHBaIMAM3aL 1Y, Yallle 00HApYyKMUBaJIMCh B
rpyIile NalMeHTOB C HU3KUMU Noka3aTtesnsaMu KUBH: y 27
(38/139) u 16 % (20/128) coorBeTcTBeHHO (OLI 2,03;
95% U 1,11-3,72; p = 0,0081). UKM Takxke yarie oT-
MeyaJlach B Ipylle NalMeHTOB ¢ HUSKUMHU 3HAaYeHUSMHU
KWBH:y 86 (120/139) 1 73 % (93/128) coOTBETCTBEHHO
(oI 2,38; 95% [N 1,23-4,42; p = 0,0026). 3HauuMoi
cBa34 cHmxeHUd KUBH c ocTeoHekpo3aMu He BbISIBJIEHO.

BHYTpUKOCTHbIE TroOLIEpOMbl — OIyX0JIeBU/HbIE
o6pasoBaHus, NpejcTaBaALIMe COO0H CKOIJIEHUs
kJeTok lomie. B cBoeM pasBUTHUM rolllepOMbI, BEPOSITHO,
MMelT NapaKpUHHbIM OCTEOJMTHUYECKUH MeXaHHW3M
BO3/1eHCTBHSA Ha KOCTHYO TKaHb U MOTYT ObITh OTHECEHbI
B IPYININYy KOCTHBIX NposiBJAeHUH B, cBsI3aHHBIX € Hapylile-
HHUEeM KOCTHOTO peMoJeJINpOBaHusl.

BHYTpHUKOCTHBIE roliepoMbl NPUBOAUIIH K AeCTPYKLIHH,
B3JIlyTHUI0O U BepeTeHooOpa3HoN Jedopmanuu KocTed c
VCTOHYEHHEM KOPTHUKAIbHOIO CJI0S], YTO acCOLMMPOBaIOCh
C PHUCKOM BO3HHWKHOBEHMS MATOJOTMYECKUX IepeloMOB.
JuddepeHuanbHy0 JUarHOCTUKY MeXJAy rollepoMoi U
OCTeOJIUTUYECKMM 04aroM Apyrod NpHUpOJbl MPOBOAUIN
¢ nomouibio MPT, mo pe3ysnbraTaM KOTOpPOM BBISABJISAIN
HeroMoreHHOe COZiep>KMMOe C U30MHTEHCUBHBIM CUTHAJIOM
B T1-BU v usorunepuHTeHCUBHBIM curHaiaom B T2-BU [11].

['MraHTCKHe KOCTHBIE TOlIepPOMbl ObIJIN BbISBJEHBI Y
2 nauueHToB ¢ BI' u3 Poccuiickoro peructpa. ['omepombl
He60/IbLIOr0 pa3Mepa OLeHUBAJIUCh KaK OCTeoJIMTHYe-
CKHe ouary, cneyuaibHol auddepeHLnaNbHON AUATHO-
CTHUKH He NIPOBOJUJIOCD.

Bce kocTHbIe nposiBieHus BI, cB3aHHbIe ¢ Hapylle-
HHUEM KOCTHOI'O peMOJieJIMPOBaHUs, ObLIM BbISABJIEHbI
Jo HasHaueHus 3PT. [locse ee Havasa JiyyeBasgs KapTHHaA
M3MeHEeHHUH B KOCTSX COXPaHsJIach, HO He NPOrpeccupo-
Bas1a. Ha ¢one 3PT nosiBJieHUsI HOBBIX OCTEOJTUTUYECKHUX
04YaroB, pacllMpeHus /B3LyTHUA KocTel, GOpPMUPOBAHUA
HOBBIX TOlLIEpOM He oTMeuasocb. OJJHAKO CTPYKTYpHbIe
M3MeHeHHUs, CPOpPMUPOBABILIMECS K Hadaly Tepanuy,
HepeAKO NPUBOJAMWJIM K NAaTOJOTMYECKHUM NepesioMaM —
TUNUYHBIM NPpU BI' KOCTHO-CYyCTaBHBIM OCJIOKHEHHUSIM.

MHorosieTHee HabJlOfleHHWe 3a MallUeHTaMU C TH-
>KeJIbIM TOpa)kKeHHueM KOCTeH, CBSI3aHHbIM C HapylleHHeM
KOCTHOTO DPeMOJleJINPOBaHUs, NOKa3alo, 4To Ha ¢oHe
JiautenbHol 3PT coxpaHsieTcss U3MeHeHHas CTPYKTypa
kocTell. OflHAaKO OTMedaeTcsl yBeJHYeHUe TOJIHHBbI U
PEHTTeHOBCKOW MJIOTHOCTH COXPaHMUBIIUXCA TpabeKysa U
KOPTHKaNIbHOU KocTH (puc. 3).
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OcTeoHeKkpo3bI

Octeonekpo3nl npu BI' uMeT 3HaUYUTENIbHbIE KJIU-
HUYECKUE Pa3/Inuyrs B 3aBUCUMOCTHU OT UX JIOKAJIU3aLUHU
B KOCTSIX.

BelziesieHbl 1Be GoJiblliMe TPYyHIbl OCTEOHEKPO3O0B,
KJUHUYecKass U JiyueBasl KapTUHA KOTOPBIX, a TaKXke
MO/AXO0/IbI K JIeUeHHUI0 3HAUUTEbHO Pa3/Inyainuch. ITO Me-
JyJISIpHbIE OCTEOHEKPO3bl U OCTEOHEKPO3bI SNHUPHU30B.

MeaynnsipHble 0CTEOHEKPO3bI

[MaBHOe OT/IMUMe MeAYJJIPHBIX OCTEOHEKPO30B —
YX JIOKa/u3auusa B MeTadusax U Auadpu3axX AJUHHBIX
TpyO4YaThIX KOCTeH, TesaX MO3BOHKOB, GOKOBBIX Maccax
KpecTLja U KOCTSIX Ta3a, a TaKXKe OTCYyTCTBUe KoJLlalca U
CEeKBeCTpalluM HeKpPOTHU3WPOBAHHOIO Yy4yacTKa KOCTHOM
TKaHU. [Ipy CKPpMHUHIOBOM 00CJielOBaHUM MALUEHTOB
MeJyJlISIpHble OCTEOHEKpOo3bl GeJpeHHBbIX U GoJblie-
6epLoBbIX KocTel mnpucytctBoBaiu y 206 (77,15 %)
U3 267 6GoJsbHbIX. Kak mpaBu/o, UMeNU MeCcTO MHOXe-
CTBEHHbIe O4Yarv OCTeOHeKpo3a, 6oJsiee 4eM B 1 KOCTH —
92,25 %.

MeaynnsipHbIi OCTEOHEKPO3 B CBOEM pa3BUTHUHU
NpPOXOAUT JiBE CTajuU: O0OpaTHMyl U HeoOpaTHUMYIO.
O6paTrMas — 3To cTaAus TPabeKyJsApHOro oTeKa KOCT-
HOTO MO3ra, KOTOPBbI NpPU CBOEBPEMEHHOM JedeHUHU
MOXXeT IIOJIHOCTbIO perpeccupoBaTb. B NpoTUBHOM
c1y4ae CTaJius OTeKa epexouT B Heo6paTUMYIO CTaZ 10
MHpapKTa KOCTHOTO Mo3ra ¢ GOpMHUpPOBaHHMEM TOHKOH
MI0JIOCKHM 0CTEO0CKJIep03a, OTTPaHUYMBalOIL el oyar ocTeo-
HeKpo3a OT 3/0poBoi KocTH. [losiocka ocTeockseposa
BO3HMKAET BCJe/CTBUE pellapaTUBHbIX IPOLIECCOB, KOTia
HOBOOOpa30BaHHble KOCTHble 6aJIKM 06pacTal0T HEKpo-
TU3UPOBAHHBIMU M, TeM CaMbIM, MeXaHUYeCKH QUKCH-
PYIOT ¥ H30JIMPYIOT JEeBUTAJIU3UPOBAHHBIA ¢(parMeHT
KOCTH.

AcenTuyeckoe TedeHUMe MeJyJUIAPHBIX OCTeOHe-
kpo3oB1pu BI' He conpoBoXgaiock ceKkBecTpalMel oyara,
He 0TMeyYaJioch GOPMUPOBAHHUSA COeJUHUTEIbHOTKAaHHON
MPOCJOHKH MeX]y >KM3HeCcloCOOHON U JleBUTaIU3UpPO-
BaHHOU 4acTbio kKocTu. [Ipu MPT, KT u pentreHorpadpuu
3Ta penapaTHBHasl peaKLUsl OpraHuM3Ma NpPOSABJAIACH
XapaKTepHOH KapTHHON «reorpapuyeckoro pHUCYHKa».
[Tocne dopMHpOBaHUS CKJIEPOTHYECKOTO 060jKa ouar
MeJlyJIIIPHOTO OCTEOHEKpOo3a He U3MEHsJICSl B pa3Mepe
W H300pakeHUe ero Mpu HCHO0Jb30BAHUM Jy4YeBbIX
MeTO/I0B HCC/Ie[J0BaHUsl He MeHsSJI0Ch CO BpeMeHeM BHe
3aBucuUMOCTH OT 3PT. ITO OTHOCUT OCTEOHEKPO3bI K He-
06paTHMbIM KOCTHBIM NposiBJAeHUsM BI.

CTagusl oTeka KOCTHOTO Mo3ra MpU pasBUTUU Me-
JYJUISIDHBIX OCTEOHEKpo30B y mnanueHToB ¢ BI' Hepeako
CONPOBOX/ja/1ach KJIMHUYECKON KapTUHON KOCTHOI'O KpU3a.
Y HalMX NMalleHTOB NPU Pa3BUTHUM KOCTHOTO KpH3a He
Ha06J110/ja710Ch 06PAaTHOTO Pa3BUTHSA OTeKa KOCTHOIO Mo3ra
6e3 GopMHUpOBaHUA O04Yara OCTeOHEKpo3a Jaxe NMPHU CaMOM
paHHeM HadaJle JiedeHMs. CleflyeT OTMeTUTb, YTO Tpabe-
KyJSpPHBbIA OTeK KOCTHOIO MO3ra HepeJKO BbISIBJIS/IM Ile-
pudoKaabHO B o4arax cGOpMHUpPOBABLIMXCA MeAYUIIPHBIX
ocTeoHeKpo30B. HeobGpaTuMble NOCNeNCTBUA  MeAy.-
JIIPHBIX 0CTEOHEKPO30B, BU3ya/IM3UpyeMble IPU IIJIaHOBOM
06c/e/JoBaHMM NallMeHTOB, HE OTBeYa/M Ha MPOBOJHUMYIO
3®T wmu CPT. HampoTuB, HOBble ouYard MeJy/UISIPHBIX
OCTEOHEKPO30B C KJIMHUYECKOH KapTUHON KOCTHOTO KpHU3a
O0TMeva/IMCh Y NallueHToB nocsie MHOrux JjieT 3PT.
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Puc. 3. PeHTreHorpammel naumeHTkn ¢ 6one3Hbio [owe | TMna ¢ TaXenbiMm KOCTHbIMU NMPOSABIEHNAMM (TAKUMU, KaK paclunpeHne/s3gytme
AvacnsoB 6eapeHHbIX KOCTEM, MaCCHBHbIE BHYTPUKOCTHbIE roLepOMbl NPaBoi 6eApeHHON KOCTU, PE3KOE NCTOHYEHNE KOPTUKATbHOroO
CNnosi, NaTo/IorM4yeckKuii nepenom neso 6egpeHHon Koctn) (A) go Hayvana u (b) yepes 9 net 3P T. BbipaxxeHHas NON0XNTETbHAA AMHAMU-
Ka C MOMHbIM BOCCTAHOBNEHNEM (PYHKLIMOHANBHOW aKTMBHOCTM NaLIMEHTKU (yBETMYEHNE TONLWMNHBI U PEHTTEHOBCKOM NAOTHOCTU KOCTHBIX
Tpabekyn, a TakxXe KOPTUKaNbHOro Cost BUAUMbIX OTAE/IOB KOCTEN, KOHCOMMAALIMSA NaTOIOrMYeCcKoro nepenoma)

Fig. 3. X-ray images of a female Gaucher disease type 1 patient with severe bone lesions (femoral diaphysis expansion/swelling; bulky in-
traosseous Gaucheromas in the right femur; excessive cortical thinning; pathologic fracture of the left femur) prior to (A) and after 9 years
of enzyme replacement therapy (b). Strong positive dynamics with complete functional recovery of the patient (increase in thickness and

X-ray density of bone trabecula and cortical layer of the visible bones; pathologic fracture consolidation)

,[[J'IH WJUIIOCTPAlIUM  BbllI€CKAa3aHHOIo MNPHBOAUM
OINIMCaHHEe KJIMHUYEeCKOI'o Ha6J'II-0AeHI/IH.

Knununueckoe HabnogeHune

[Tanuent JI., 30 sieT, auarHos bI' moctaB/ieH B Bo3pacTte
5 JleT 1o pe3ysbTaTaM TMCTOJOIMYECKOT0 HCCeL0BaHUsA
yIaJeHHON ceJle3eHKH, MOATBePXAeH 3H3UMOJUArHo-
ctukoit. C 19 siet noctosinHo noJsy4dan 3®T. Yepes 3 roga
6b1M AOCTUrHYThl Lean 3PT: yMeHbllleHHe pa3MepoB
nevyeHH, BOCCTAaHOBJIEHHE [I0Ka3aTe el KPOBU U CHIKEHH e
HKM npu koHTposibHOI MPT. Yepes 10 siet 3®T Ha doHe
npoBoLUpyloUuX (GaKTOpPOB (TakUX, KaK [JJUTeJbHbIN
nepeJseT, CTPece, AeThApaTalus) pa3Buaach KIMHUYeCcKas
KapTUHA KOCTHOTO Kpu3a (BbIpaKeHHBbIM 00JIeBOM CHH-
JlpOM, TIOBbIlIEHHE TeMIlepaTyphl Tesaa A0 (peOGpUIbHBIX
uudp, peskoe orpaHudyeHue QYHKLHUMU KOJIEHHOTO Cy-
ctaBa). [Ipu MPT GbLIM BBISIBJIEHBI OOIIMPHBIE YYACTKHU
OTeKa KOCTHOTO MO3ra B JMCTa/JbHOM CyCTaBHOM KOHILe
6eZipeHHOM KOCTH U NPOKCHMaJIbHOM CYCTaBHOM KOHILe
60Jib1Ie6EePIIOBON KOCTHU cseBa. [IpoBefeHa Teparus,
BKJIIOYABLIasA OPTONEJUYECKUH pexuM (UCKIIo4yeHHe
dU3MYeCKHX HAarpy30K, X0Ab0a Ha KOCTBLISAX C HAarpy3Kou
He 60Jsiee 30 % Macchl TeJia Ha JIeBYlO HOTY), 06e360.11-
Bawlljie CpeJACTBa, aHTHOGAKTepuaJbHble IpenapaThl,
aHTUKOAryJsiHTbl  (HU3KOMOJIEKYJISIpHble  TelapHHbI).
B pesynbTaTe JiedeHUs] KOCTHBIM Kpu3 KynupoaH. Of-
Hako npu KoHTposbHOU MPT oTmeyeHO dpopmMUpoOBaHUE
Oo4YaroB MeJy/UIIPHOTO OCTEOHeKpo3a C XapaKTepHOMH

KapTHUHOM «reorpaduyeckoro pucyHka». Cnycts rog npu
AQHaJIOTUYHBIX OOCTOSITE/BCTBAX Y MNalMeHTa MNOBTOPHO
pa3BUJICA KOCTHBIA Kpu3. OTMedascsi BbIpaXKeHHbIN
60J1eBOM CHH/JIPOM C OTpaHUYeHHEeM JABHWXKEHUN B PaBOM
KOJIEHHOM cycTaBe. KoHcepBaTHBHOe JiedeHue N03BOJIUJI0
KyNUPOBaTh KOCTHBIN Kpr3. OfHako npu MPT B fuHamMuke
OTeK KOCTHOTO MO3ra B CYyCTaBHbIX KOHLIax GeZipeHHOH U
60JibI1Ie6epPII0BOM KOCTe! ¢ 06eux CTOPOH TpaHCchopMUpo-
BaJICsl B 04ark 0CTeOHEKpo30B (puc. 4).

MeaynnsipHble OCTEOHEKPO3bl caMH 10 cebe B OTAa-
JIeHHOM NepcHeKTHBe He NPUBOJAT K WHBaIUAU3ALUU
GOJIbHBIX UM YacTO OBbIBAIOT CAy4YallHOW HaXOAKOW MpHU
CKPUHUHTOBOM 06c/e/joBaHMHU o npoTokoJy lomre. Ha-
NPOTHUB, XUpPypruyecKre BMellaTe/IbCTBA, BbINIOJHEHHbIE
B OCTpBIN Nepuoj KocTHOro Kpusa BI, ctanu nprynMHOH
HHOUIMPOBaHUSA U POPMHUPOBAHUS OCTEOMUENUTA Y 5
(1,9 %) Hawmux naydeHToB. Y 1 60J1bHOr0 TaKTHUKA pajiu-
KaJIbHOTO y/laJleHHusl oyara MeJyJIJIsIpHOTO OCTEOHEKpo3a
npuBesa K (GOpMHUPOBAaHHUIO OOGUIMPHOIO KOCTHO-MSAT-
KOTKaHHOTO JAedeKTa, NOTpeOOoBaBIlero B JajJbHelleM
BbINOJIHEHUS] DPEKOHCTPYKTHUBHOM IIJIaCTUYeCKOH ore-
paLuu.

CekBecTpal{I0 04aroB Mey/IJIIPHBIX OCTEOHEKPO30B
npu BI' Habiwganu y mnanydeHTOB C UHQPEKIHOHHOU
NpPUPOAOH MOpaKeHHUsI KOCTeH, B YaCTHOCTH IPU KOCTHO-
CyCTaBHOM TybepKyse3e (puc. 5).

B uccienyemoii rpynne MeysipHble OCTEOHEKPO3bl
OblIM CBsI3aHbl C HaJIUYUEM OCTEOJUTUYECKHUX OYaros.
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Puc. 4. MauueHT J1., 30 ner, BI' | Tna. (A) MPT koneHHbIx cyctaBoB B pexunmMe T1-BU yepes 9 net achpektnBHom 3DT (oTcyTCTBME MHDUIB-
Tpauum KOCTHOrO MO3ra M o4aroB OCTEOHeKpPO30B). (6) MPT koneHHbIx cyctaBoB B pexume STIR nocne 2 ann3ogoB KOCTHOrO Kpu3a
Ha choHe 3DT (o6LWMpPHbIE O4arn MeaynnsipHbIX OCTEOHEKPO30B)

Fig. 4. Patient L. with GD type 1, aged 30 years. (A) Knee T1-WI MRI after 9 years of ERT (no bone marrow infiltration and no osteonecrosis).
(b) Knee STIR MRI after 2 episodes of bone crisis on ERT (gross lesions of medullary osteonecroses)

Puc. 5. (A) MPT B pexume STIR nauneHtkn X., 31 roa, c BI' | Tna (1eBOCTOPOHHWMIA TyGEepKyne3Hbli KOKCUT 1 cakpourneuT). (b) KT naunen-
Ta K., 27 net, ¢ BI' | TMNa (ABYCTOPOHHUI Ty6epKynesHbln cakponneut). CTpesnikaMmn ykasaHbl KOCTHble CEKBECTPbI 04aroB MeaynaspHbIX
OCTEOHEKPO30B

Fig. 5. (A) STIR MRI of female patient H. with GD type 1, aged 31 years (left-sided tuberculous coxitis and sacroailiitis). (6) CT of patient K. with
GD type 1, aged 27 years (double tuberculous sacroiliitis). Arrows indicate the bone sequestra of medullary osteonecrosis lesions

Y Bcex 30 maLueHTOB C OCTEOJUMTHYECKHMMH Oudaramu
NpPUCYTCTBOBA/IM MeAy/UIsipHble 0OCTeOHeKpo3bl. B To xe
BpeMsl y NMallMeHTOB 6e3 OCTeOoJUMTUYEeCKHX 04aroB Me-
JIYJUISIPHBIA OCTEOHEKPO3 ObLJI JUAarHOCTUPOBaH B 75 %
cayyaes (p = 0,0004).

OcTeoHekpo3bl anUhn30B
OcTeoHeKkpo3bl 3NUGU30B B JIy4eBOH CEMUOTHUKE
HeI/IHcl)e}(L[I/IOHHbIX OCTE€OHEKpPO30B BKJIIOYE€HbI B I'PyNIy

KOPTHKOMe Y IIIPHBIX, 3aXBaThIBAIOLIMX IOMUMO Tpabe-
Ky/JIIPHOM KOCTH KOPTHKa/IbHYI0 IJIAaCTUHKY CYCTaBHOM
noBepxHocTu [11]. Ucxoass U3 3TOro, K KOPTUKOMEAYJI-
JIIPHBIM CJIelyeT OTHOCUTb OCTEOHEKPO3bl Ta30BbIX KO-
CTel, CBSI3aHHbIE C CyCTaBHOM NOBEPXHOCTbIO BEPT/IYKHON
BNaAMHbI UM KPECTL0BO-N0/|B3/[0IIHBIM COYJIeHEHHEM, a
TaK>Ke TeJsl I03BOHKOB U GOKOBBIX Macc kpecTua. PaccMma-
TpUBasi KOCTHble NposiBaeHUs BI' kak opTomneanyecKy:o
po6JieMy, OCTEeOHEKPO3bl YKa3aHHBIX JIOKaJIU3aL N OblIN


https://bloodjournal.ru/index.php/coh

100 B.E. MamoHoB u ap.

OTHeCeHbI K rpynne MeAy/UIPHBIX, T. K. UX KJIMHHUYeCKoe
TeyeHUe U M3MeHeHUs JyyeBOW KapTHHbI 60JibIle COOT-
BETCTBOBaJId HMEHHO MeJyJ/UIIPHBIM OCTEOHEKpO3aM,
XapaKTepU3YyILUMMC OTCYTCTBUEM CeKBECTpallUH, KOJI-
JIalica ¥ BTOPUYHOI'0 apTpo3a CMEKHOI'0 CyCTaBa.

Kak u npu MeayansspHoM, NIpU OCTEOHEKpO3e 3IU-
$U30B BBIJIEJNAOT CTa[UI0 OTEeKa KOCTHOrO Mo3ra H
craguio MHpapkTa ¢ popMUPOBaHHEM NATOJIOIMYECKOTO
oyara. B ominune OT MeAy/IIpDHBIX OCTEOHEKPO3bl
3n1M}U30B HepeJKO NPUBOJUIN K CEKBECTPALUU 04Yaros,
KOJIJIANCY CYCTaBHOW IOBEPXHOCTU KOCTH, CTOMKOMY
OrpaHMYeHHI0 (QYHKIMU CycTaBa M HWHBAJHWAU3ALUU
nanyeHTa.

[Ipy paHHel AMAarHOCTHKe OCTEOHEKPO30B 3aNUPH30B
VHOI/la Ha6J/10/la/10Ch 0OpaTHOe pasBUTHE TpabeKyJsp-
HOro oreka 6e3 ¢$OpMHpOBAaHMUSI oyara OCTEOHEKpo3a
NPy CBOEBpeMEHHOM Ha3HAYeHUH JieYeHHs Y allueHTOB,
nony4aBwux 3PT. AHasorMYHble CUTYallMd OTMeYaJrcCh
OpU TpaBMax CpefHel CTeNeHU TsHKECTU JIMOG0 U30bI-
TOYHBIX CIIOPTUBHBIX HAarpy3Kax.

OcTeoHekpo3bl 3MUPU30B ObLIU BbISABJIEHBl y 74
(27,72 %) vu3 267 mauueHTOB, BKJIOUYEHHbIX B HCCIe-
JloBaHUe. B 6oabLIMHCTBe HabJOAeHUN anudusapHble
OCTEOHEKpO3bl BO3HHUKaIU A0 Hadajsa 3PT. Tem He
MeHee U3BECTHO O Pa3BUTHUM acCeNTHYeCKOro HeKposa
roJIOBKU OeZipeHHON KOCTH y 6 NalUeHTOB, AJUTEJbHO
nosydyaBuux 3®T. B 2 HaboAeHUAX 6oJblIast MI0LAAb
NOpa)eHUs1 M TMocJeAylollas CeKBecTpalus ouara
OCTEOHEeKpOo3a MOCJAYKUJIU MOKa3aHUEM K TOTaJIbHOMY
3H/JIONIPOTE3UPOBAHUIO Ta300eJpeHHbIX CycTaBoB. Y 4
13 6 NMalMeHTOB He6oJIblIMe 10 pa3Mepy o4aru oCTeoHe-
KpO30B U CBOEBpeMeHHO HauyaTas Tepanus (Ha cTajuu
OTeKa KOCTHOTO M03ra), BKJ/IOYaBllasl OpToleJUYecKUun
OXPaHUTEJbHbIM pexuM (KOCTBLIM C OrpaHUYeHueM
Harpysku He 6oJiee 30 % Macchl Tesa), aHTUKOATYJISHTbI
(Hu3KOMOJIEKY/IIpHbIE TellapUHbl B CTALlMOHApe U Nepo-
paJibHble aHTUKOATY/IsIHThI B aMOyJIaTOPHbBIX YCA0BHUAX),
npenapartbl KaJjblius, XoJekaabludeposa u 6uchocdo-
HaThbl (30/1eJpOHOBAst KMC/I0Ta 5 MI' OJHOKPATHO), 103BO-
JINJIY M36exaThb KoJljlanca roJIOBKY 6eipeHHOMN KOCTH.

dnudusapHbie ocTteoHekpodbl y 70 (95 %) wus
74 manyeHTOB ObIM JUATHOCTHPOBAaHbI OJJHOBPEMEHHO
C MeAy/UIIpHbIMM OCTEOHEKpO3aMH. Y MalMeHTOB C
MeJyJUISPHBIMKM OCTEOHEKpPO3aMM 3HauMMo 4allle JHa-
THOCTHPOBAJIU OCTEOHEKPO3bl 3NM(U30B 10 CPaBHEHUIO
C rpymnmoi 6e3 MeAy/JsIpHbIX OCTEOHEKPO30B. B rpynmne c
MeJyJUISPHBIMU OCTeOHEeKpo3aMHy 3nuU3apHble 0CTeo-
HeKpo3bl ObLIM JuarHoctupoBaHbl y 40 % (70/206)
60JIbHBIX, B IpyInIe 6e3 MeJyJIAPHbIX OCTEOHEKPO30B —
y 7 % (4/57) (OLUI 7,33; 95% /JIN 2,55-21,04; p < 0,0001).

OcTteoHekpo3 anudusos BcTpevancsay 43,3 % (13/30)
MallMeHTOB C OCTEOJIUTHYECKUMM ouyaraMu. ¥ 56,6 %
(17/30) 60/1bHBIX C OCTEOJUTUUECKUMU O4araMu anudu-
3apHBIX OCTEOHEKPO30B He 3adukcupoBaHo (p = 0,0519).

Kosnanc snudusos kocTelt Habofanca y 42 /267 na-
nyeHToB C BI.

Mepenombl KocTen npu 6onesHu MNowe

[lepesoMbl KOCTell ObLIM AUArHOCTUPOBaHbI y 18
(6,7 %) 13 267 nauueHTOoB C BI.

CorsiacHo aHa/IM3y AaHHbBIX U3 Pocculickoro perucrpa
BI, Bce nepesioMel npu BI' uMenn MecTo y nmayueHTOB C
MeayAASPHBIMU OCTeoHeKpo3damMu — y 18/206 (9 %).

K/TMHNYECKAA OHKOTEMATO/ON 4

Y nanueHToB 6e3 MeAy/JISAPHBIX OCTEOHEKPO30B Iepe-
JIOMOB He HabJtofanock (p = 0,0162).

[Ipy Ha/JMYUU OCTEOJHUTHYECKUX OYaroB INepesoMbl
6bl1M AuardHoctupoBanbsl ¥ 30 % (9/30) 6oabHBIX, B
rpynmne 6e3 OCTEOJTUTUYECKHUX 0YaroB — TOJIBKO ¥V 4 %
(9/237) (011 10,86; 95% /11 3,89-30,30; p < 0,0001).

Bcero y 18 u3 267 nayueHTOB ObLIO BbISIBJEHO
64 nepesoma, B cpefHeM 3,5 mepesioMa Ha 1 manueHTa,
YTO CBU/IeTeJbCTBYeT 06 UX MaTOJ0IrMYeCKOM XapaKTepe
B YCJOBUSIX HAapyLIEHHOT0 KOCTHOTO PeMOJeJIMPOBaHMUs,
CBSI3aHHOI'0 C OCTEOJIUTHYECKHMMM OdaraMu MU o4araMu
MeJyJIISIPHOTO OCTeOHeKpo3a. B rpynny nepesoMoB He
OTHOCW/IM CJlydyau [JUCJOKallM¥ CeKBeCTPUPOBAHHOIO
anudusa, paclueHrBass UX KaK BTOPHUYHble NPOSIBJIEHUSA
0CTeOHeKpo3a.

[Io yacToTe M JIOKaJU3alMU IepesioMbl pacnpefe-
JISIJIACh CleyI0IUM o6pa3oM: 6efjpeHHast KOCcTb — 17,
mjiedyeBass KocTb — 13, GoJibliebeplioBast KOCTb (KpoMe
goabikek) — 11 (B 3 HabJIIOIeHUSIX OTMeYeH IMepeyioM
00erx KOCTe{ ToJieHH), Tesla NMO3BOHKOB — 6, KOCTHU
npejiiedybss Ha ypoBHe Auadus3oB — 4, AUCTalbHbIN
MeTasnudu3 1y4eBoi KOCTU — 3, TOKTEBON OTPOCTOK —
2, MSICTHbIE KOCTU — 2, Kjaw4ula — 1, JoAblKKU — 1,
IJIIOCHEBbIE KOCTH — 1.

OTKpbITble NepesoMbl UMeJHd MeCcTO y 3 GOJIbHBIX:
IepesioM KOCTeH rojieHu Ha ypoBHe Auadusa — y 2 U
nepeJioM KocTel npeAniedbs —y 1.

BosibinHCTBO nepesioMoB (70 %) BO3HMKAJIO Y NaLU-
eHTOB, He noJiy4yaBiux paHee 3OT.

Xupyprudeckoe JieyeHHe NepejioOMOB ObLIO NpUMe-
HeHo npu 18/64 nepesioMax pas3IMuHOMN JIOKATU3ALUH.

KoHconupanuw mnepesoMoB y mnanudeHToB ¢ BT
HabJloJald B CTaHZApTHble CPOKU [JJs KaXKJOoro IIo-
BPEX/EHHOT0 CerMeHTa KaK IpU KOHCepBAaTHBHOM,
Tak U NpU XUpPypruyeckoM JjedeHud. B 1 Hab/oneHUU
dopMUpoBaHUe IICeBAOAPTPO3a Ha YpPOBHe HWXKHeH
TpeTU Auadusa 6eJpeHHON KOCTU INOC/e BbINOJHEHUS
OCTEOCHHTe3a NOoTpeb0oBaj o NMOBTOPHOM onepanuu. B
JpyToM cJiy4yae C UCT0JIb30BaHUEM TPaHCIeJUKY/ISPHOTO
¢uKcaTopa npu nepesiome Tesa nosponka Th,, oTrmeya-
JIOCb IporpeccMpoBaHue KudoTudeckoil fedpopManuu c
MUTpaLMell cTep>kHeH B Tesla COCEJHUX MO3BOHKOB, UTO
noTpe6oBaJo yAaJeHUs MeTaJJIOKOHCTPYKLMU MocJe
KOHCOJIMJaluY nepesoma (puc. 6).

Pa3BUTHe XpOHUYECKOTO OCTeOMHEeNUTA HabIoanu
B 1 ciyyae OTKpBITOro IepesoMa KOCTell roJieHM Ha
ypOBHe HIKHel TpeTu. B ApyroMm ciaydyae vMesn MecTo
CHuLEeBOM ocTeoMUeUT 6eipeHHON KocTU. HecpaleHue
nepesioMa ¢ GOpMHUpPOBaHMEM IICeBA0ApPTpo3a 3aduK-
CUpOBaHO ¥ 1 60JBHOrO C OCTEOCUHTE30M IepejioMa Ha
ypoBHe Auadu3a ayyeBol KOCTHU.

Haubosiee yacTble coyeTaHUsl KOCTHBIX NMPOsIBJIeHUN
Y KOCTHO-CYyCTaBHBIX oc/loxkHeHUH BI' mpejcTaB/ieHb! B
Tab6s1. 1.

Ha ocHoBaHMM MHOr0JIETHETO OMNbITA CHelHaJu3U-
poBaHHoro llenTpa loue aBTOpBl pa3paboTaad OpPUTH-
Ha/lIbHYI0 KJIMHUYEeCKyl KJjaccupUKalUio KOCTHO-CY-
CTaBHBIX OCJIO)KHEHUH JaHHOT0 3a60J1eBaHUs.

Knaccudmkaumsa KocTHO-CyCTaBHbIX OC/TIOXHEHUA

npu 6onesuu Nowe

1. KocmHo-cycmaeHwble O0C/A0MCHEeHuUs omcym-
cmeylm: BoBJeueHWe KOCTHOH CHUCTeMBbl OT-
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Puc. 6. Mauwment LW, 34 roga, ¢ BI' | TMNa Ha ypoBHe naTonorunde-

CKOro nepesnoma Tena nossoHka Th,, (nocneacteus murpauum
TPaHCNeAMKYNAPHbBIX BUHTOB C (DOPMUPOBAHMEM KUDOTUYECKOW
pedopmauunm). (A) PeHTreHorpamMmbl B MPSAMOA 1 GOKOBOM NPOEK-
umax. (b) KT nocne yganeHus TpaHCNeanKynsapHOW CUCTEeMbI (CO-
XpaHsieTcsa ctabunbHaa kKudotnyeckasa gecopmaLms)

Fig. 6. Patient Sh. with GD type 1, aged 34 years, showing pathologic
Th8 fracture (consequences of transpedicular screw migration with
kyphotic deformation). (A) X-ray front and lateral views. (6) CT after
removal of the transpedicular system (persisting stable kyphotic
deformation)
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Ta6nuua 1. KOoCTHble NPOSABNEHNSA U COOTBETCTBYIOLLME UM KOCTHO-
CyCTaBHbI€ OC/IOXHEHWS Y NauneHToB ¢ 6onesHbto Nowe | TMNa
(n=267)

KocTHble nposiBneHus KocTHO-CycTaBHbIE OCNOXHEHUS

MHunbTpaums KoCcTHoro
Mo3ra (06paTMMoe KOCTHOe
nposiBneHune)

HapyLueHue KocTHOro pemogenu-
poBaHns:

® OCTeO/ITUYECKMe oYaru

® 0CTeonopos

OrcytcTBytOT

[Matonormyeckue nepenombl

MegnynnspHbli OCTEOHEKPO3 WHekuusa nocne xmpypruyeckmnx
BMELUATeNbCTB.
KomnpeccnoHHble nepenomsl

MO3BOHKOB

OcTeoHeKpo3 anngu3os Konnanc cyctaBHO NOBEPXHOCTH,

BTOPUYHBIN apTPO3

CYyTCTBYeT WJHM IpeJCTaBJeHO 6eCCUMITOMHOM
JgydeBoi kapTuHo WUKM OGeapeHHBIX KOCTeH,
NebopManueit 6eJpeHHbIX KOCTEH M0 TUIY KOJIO
JdpJieHMelepa, BO3MOXXHO Ha/lu4ue eJNHUYHBIX
MeJyJIJIIPHBIX OCTEOHEKPO30B.

2. KocmHo-cycmagHble  OC/AOMCHEHUSI  J/1e2Koll
cmeneHu: KJIWHUYeCKU — O6ecCHMNITOMHOe Te-
YyeHHe UM UMEeIOTCS YCTaJ0CTHasA KoCTHasA 60Jb,
e/JMHUYHble KOCTHble KPU3bI; JiyyeBass KapTHHa
npeacraBieHa UKM 6efjpeHHbIX KocTel, fedop-
Maluei o Tuny kosab IpJieHMelepa, MeaysLIsAp-
HBIMU OCTEOHEKPO3aMH.

3. KocmHo-cycmagHbvle 0C/A0XMCHEHUs1 cpedHell
cmeneHu msdcecmu: UMeEKTCS XpOHHUYecKas
yCTaJI0OCTHasl KOCTHas 60J1b, KOCTHble KPU3bI; JIy-
yeBasi KapTuHa npeactaBieHa UKM 6eapeHHbIX
Koctel, agedpopmanued mo TUMY KOO IpJieH-
Melepa, MeAy/UIIPHBIMU OCTEOHEKpO3aMH, a
TaK»Xe 0OCTeOHeKpo3aMHU 31 $U30B 6e3 KoJIJIaICa,
W/WIM KOHCOJIMJUPOBAaHHBIM NaTOJIOTHYECKHUM
nepeyjoMOM, M/WJU KJMHUYECKH KOMIIEHCHPO-
BaHHBIM OCTE0APTPO30M.

4. Tadxcenvle KOCMHO-CYCMABHbLIE OC/A0MCHEHUS,
npusodsaujue K UH8AIUAU3AYUU: KTUHUYECKU —
JleKOMIIEHCHPOBAaHHbIA apTpo3 B UCXOJe OCTeo-
Hekpo3a 3nudusa U/UIM MHOXKeCTBEHHbIe Nepe-
JIOMBI JIM60 HEKOHCOJIMJWPOBAHHbIE IepeoMbl;
JlyyeBasi KapTHUHa OT/JIM4YaeTCsl HaJWYUeM OCTeo-
HeKpo3a 3n1M($HU30B € KOJLIJIAIICOM, NaTOJI0TUYECKUX
nepesioMOB U/WJIM YTPO30i MAaTOJIOTUYECKOTO Ie-
peJioMa B 30HaX OCTEOJIUTUYECKHX 04aroB JIM60 Ha
¢doHe TsaKe0ro 0CTeoNnopo3a, HaIu4reM KOCTHBIX
rouepoM U/uiu KOCTHO-CyCTaBHOM MHEKIUU.

Cnenyer oTMeTuThb, uTo UKM 6GefpeHHBIX KoOcCTel
OTHOCUTCA K OOpaTUMBIM JIy4eBbIM NPOSBJEHUAM BO-
BJleyeHUs1 KocTel npu BI' u, kak npaBuso, perpeccupyer
Ha ¢oHe 3PT, Torga Kak TSKECTb KOCTHO-CYCTaBHBIX
OCJIOKHEHUH oOmpefessieTcsl HCKIIOUYUTENbHO Heobpa-
TUMBIMU MpOSIBJIEHUSMU: OCTEOHEKpPO3aMHM 3NUQH30B,
NaToJIOrMYeCKUMHU NepesloMaMHu, NPUCOeJMHEHNEM KOCT-
HO-CYCTaBHOU UHEKIUU.

Ko BpeMeHM aHa/iM3a [JaHHBIX KOCTHO-CYCTaBHble
OCJIOKHEHHUS OTCYTCTBOBaIU ¥ 35 % nmauueHToB (n = 93).
KocTHo-cycTaBHBIE OC/I0KHEHHUS JIETKOW CTeNleHU UMeJn
Mecto ¥ 30 % 6GosabHbIX (n = 80), cpefiHel cTeneHU Ts-
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Tabnuua 2. TaxecTb KAMHUYECKUX U NyYEBbIX NPOSIBAEHNA

K/TMHNYECKAA OHKOTEMATO/ON 4

KOCTHO-CYCTaBHbIX OC/TOXHEHWI Npu 6onesnu MNowe (n = 267)

KnuHuyeckue n nyyeBble NposiBNeHUA KCO orcyrcTByioT Jlerkas creneHb CpepHss cTeneHb Tsixenas cTeneHb
YcranoctHas KoctHas 60/1b - +/— +/— +/—
KocTHble Kpu3bl B aHaMHe3e - + +— +—
KomneHcnpoBaHHbI apTpo3 B ucxoge S0H - = + +/—
[lekomMneHcMpoBaHHbI apTpo3 B ncxoae 0H - - - +
KocTtHo-cycTaBHas uHdekuns - = — +
MHdmnbTpaums KM +— +/— +/— +/—
Mo Tuny kon6 dpneHmeiiepa +— + + +
MOH +/— + + +
90H 6e3 konnanca = — + +—
KoHconnaupoBaHHbIi nepenom - - + +
90H c konnancom = - - +
OcCTeonMTMYEeCcKnid o4ar ¢ yrpo3oi nepenoma - - - +
KpynHas rowepoma - = — +/—
Yacrora, % (n) 35(93) 30 (80) 10 (27) 25 (67)

KM — kocTHbIn Mo3r; KCO — KOCTHO-CyCTaBHble 0CnoxHeHUs; MOH — MegynnspHblii octeoHekpo3; 30H — anndu3apHbIii 0CTEOHEKPO3.

)kecTd — y 10 % (n = 27), Tsxesiolt ctenenu — y 25 %
(n=67) (Tabn. 2).

KocTHO-cycTaBHble 0C/IOXHEHUS U UHBanMAn3auma

nauueHTos ¢ 60se3Hblo lNowe

[Ipy olLeHKe OpTOIELUYECKOro CTaTyca NalUeHTOB C
BI, a ©MeHHO Npu olpejiesleHUH HaJIUYUA WHBAJUAU3U-
PYIOLIMX KOCTHO-CYCTaBHBIX OCJIOKHEHHUH, Mbl HCIOJIb-
30BaJid MHJEKC aKTUBHOCTU M0 Likaje KapHoBckoro.
Croiikoe orpaHuueHue U3NYECKON aAKTHUBHOCTH, CBSI-
3aHHOe C Topa)keHHeM OIOPHO-/BUTaTebHOTO annapaTa
Y UHJEeKCcOM 1o mkale KapHosckoro menee 70, onpefe-
JISIJIM KaK pU3HaK MHBAJUAHOCTHU. [lojo6HOe cocTosiHUE
Hab6J110/ja/10Ch KaK MMHUMYM IIPU OHOM K3 BUSUTOB Y 58
(21,72 %) u3 267 60o1bHBIX BI.

Y 42 u3 58 nanueHTOB UHBAIHAU3aI1s OblIa CBSI3aHA
C U3MEHEHUSIMU B NPOKCHMMaJIbHOM OTZeJie OGeJpeHHOH
KocTH. Y 9/58 nanueHTOB WHBaJUAU3UPYIOLUMU aK-
TOpaMM CJIY>XUJIU [1IepesIoMbl, B T. Y. B 30HE OCTEO0JIUTHYe-
ckoro oyara (n = 2).

HHbek1ys KOCTHO-CYyCTABHON CUCTEMbI Y 6 GOJIbHBIX
6bl1a  GaKTOpPOM, ONpeAesioUUM CTOUKYI yTpaTy
¢dusuyeckoit aktuBHOCTU. Tosibko y 3/267 manueHTOB
VIMeJl MeCTO JlereHepaTUBHbIN TOHAPTPO3, He CBSI3aHHbIN
HanpsMYI0 ¢ KOCTHBIMU NPOsiBJeHUsAMHU BI.

B rpymiie ¢ TsKes1bIM IOpaXkeHHeM KOCTHO-CYCTaBHOM
CUCTeMbl HepeJKO OTMeyaJd HaJudue HeCKOJbKHUX
VHBAJHUAU3UDPYIOLIUX GAKTOPOB, HAIPUMEP BTOPUYHOIO
KOKCOapTpO3a ¥ MaToJI0rMYecKoro nepejoma o3BoHKa.

OnepaTuBHBIE BMelllaTe/AbCTBA 10 TOBOAY HHBAJINAU-
3UPYIOLIUX KOCTHO-CYCTAaBHbIX OCJI0KHEHUH BBINOJTHEHDI
y 40 GoJIbHBIX, OCTaJbHbIM 18 malueHTaM HpoBeAeHa
KOHCepBaTUBHas KOPPEKL s OpToNeAudecKux epeKToB.
B ucxope xupypruyeckoro Jjeyenus y 37 /40 nanueHToB
(92,5 %) yzmanoch BOCCTaHOBUTb QYHKIUOHAJIBHYIO aK-
TUBHOCTD B I10JIHOM 06'beMe. Y 3 MaljMueHTOB COXPaHAJINCh
TsKeJsIble OpToNeAudecKre AedeKThl: y 2 — N0C/1e/CTBUSA
KOCTHO-CyCTaBHOM MHeKI MU Ta306e/JpeHHbIX CYCTaBOB
Ty6epKy/se3HON 3THOJI0THH, ¥ 1 — NocIeACTBUA OTKpPHI-
TOTO IlepesioMa KOCTe rojieHHu.

TakuM 06pa3oM, KIMHUYECKYI0 KapTHHY NOpaKeHUs
KOCTHO-CyCTaBHOM cucteMsbl nipu BI' onpepensoT cieny-
IolIl1e OCJI0’KHEHUS:

® BTOpPUYHBIA apTpo3 B HCXO[e
anudu3a KOCTH;

® [aTOJIOTUYECKHUE [TEPEJIOMBI;

® KOCTHO-CYCTaBHasl UHQEKIUS.

OCTEeOHeKpo03a

3AK/TIOMEHUE

KocTHo-cycTaBHbIe OC/IOKHEHHS pPa3BUBAIOTCA Y Nalu-
€HTOB C HeO6GPAaTUMBIMU 10 OTHOLIEHUIO K 3P T KOCTHBIMHU
nposiBieHUussMU BI, TakuMM Kak HapylleHHe KOCTHOIO
peMo/ie/ITMPOBaHUS U OCTEOHEKPO3b.

HUKM kak MPT-npusHak — o6paTUMoOe KOCTHOe
nposiBieHue BI' ¥ cama no cebe He onpefessieT TAKECTb
KOCTHO-CYCTaBHBIX OCJIO)KHEHUH, OJJHAKO KOppeupyeT
C NATOJIOTUYEeCKMMM IepejjoMaMHd U HHBaJWJU3alMed
NaLKEeHTOB.

[IposiB/leHUsT HapylleHUH KOCTHOTO peMojesu-
pPOBaHMUSl OTPAKAIOTCA B JydyeBOW KapTHHe HaluyueM
JebopManuu Mo TUIY KoJ6 IJpJeHMeillepa, pacuiu-
peHueM/B3ayTHEM JAuadU30B AJHUHHBIX Tpy6YaThIX
KOCTeH, OCTeOJIMTUYECKMMH O4YaraMd U OCTEeONOpO30M.
[laToslorudyeckre MnepesoMbl KOCTEH — 3TO MNpsMoe
CJ1eiCTBUE HapyllleHUsI KOCTHOTO peMo/Je/IMpOBaHusl pU
BI. BHyTpHUKOCTHbBIE rolIepoMbl — KpalHssl CTeleHb ero
MpOsIBJIEHHUS.

TsokecTb HapyllleHUsi KOCTHOTO peMoJe/MpOBaHUsA
otpaxkaeT KUBH. 3ToT MHAekc u3Mepsijici Ha YpOBHe
BepxHel TpeTu Avaduza GeJpeHHON KOCTH, MOCKOJbKY
yKasaHHas JIOKaJW3alMs BCerja OTYETJIMBO BU3yaslu-
3upyeTcsa NpU 06caef0BaHUU 1o npoTokoay lome. CHU-
»keHUe noKasaTesa KUBH y manueHTOB acconuupoBanoch
C MHBAJIWAU3al e, 0OCTe0JIUTUYeCKMMHU oyaraMu 1 UKM.
Ces3u KUBH c ocTeoHekpo3aMu 10601 JIOKaIU3alMU He
BbISIBJIEHO. DTO MOXET CBU/IeTeJbCTBOBAThb O PAa3/JIMYHbIX
MexaHU3Max pa3BUTUSA TAaKUX KOCTHBIX NposiBaeHUN BI,
KaK OCTEOHEKPO3bl U HapyllleHHOe KOCTHOe peMOo/JeJINpo-
BaHUe.

CnenyeT OTMeTUTb, YTO BCe CTPYKTYpHO-aHaTOMM-
yecKHe U3MeHEeHHsl KOCTeH, CBS3aHHble C HapylleHHBbIM
KOCTHBIM pPeMOJieJIMpOBaHMeM, BO3HUKAlOT M Iporpec-
cupyoT o Hadasia 3PT. Y nmanueHToB, PEry/asipHO U JJIU-
TesibHO noJsyvarwouiux 3T, He BO3HUKAeT HOBBIX U He IIPo-
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IpeccUpyloT CylliecTBOBaBIIMe Ha Havyaao 3PT kocTHble
VM3MeHeHMs, OOYC/IOBJeHHble HapylleHueM KOCTHOIO
peMojienvpoBaHus. OJHaKO 3TO He KacaeTcsl IaToJioruye-
CKHUX [1epe/IoOMOB KOCTeH, KOTOpble BOSHUKAIOT BTOPUYHO,
Ha QOHe yKe CYIeCTBYIOIUX KOCTHBIX U3MEHEHUH, U He
3aBUCAT OT pexxuMa U fanTesabHocTH 3OT.

B oTsinune OT ApyTrux KOCTHBIX NposiByieHui BI' ocTeo-
HeKpOo3bl, Kak MeyJ/lIApHble, Tak U anvMdU3apHble, MOTYT
BO3HUKATbh Yy MallUEHTOB, AJUTENbHO nojydaroiux 30T
MeaynnsipHble OCTEOHEKPO3bl OTJMYAIOTC OT OCTeOHe-
Kp030B 3NM(HU30B OTCYTCTBHEM CeKBeCTpalMd O4aroB B
acenTHUYECKHX YCJIOBUSAX U OTCYTCTBMEM KoJLJIAIcCa o4ara
OCTeoHeKpo3a ¢ AedopMaliviedl CycTaBHOM MOBEPXHOCTH.
Bo3MoxHO, eJMHCTBEHHbIM HEeMH(EKLHOHHBIM OC/I0XKHe-
HUeM MeJy/JIIPHBbIX OCTEOHEKPO30B SIBJISIOTCS NaTOJ0I M-
YyecKHe NepesioMbl TeJl I03BOHKOB. Meay sipHble 0CTeo-
HEeKpOo3bl, CONPOBOXKJAOLIecss KJIWHUYECKOH KapTHUHOW
KOCTHOTO KpH3a, HepejKO CJy>XaT NPUYMHOW HeolpaB-
JIAHHBIX XUPYPrUYeCKUX BMeIIaTeJbCTB, NPUBOAALINX
K XpOHMYECKOMY ocTeoMMHeauTy. CeKBeCcTpal{io 04aroB
MeJyJIIIPHOT0 ocTeoHeKpo3a npu BI' MoxkHO HabJtoAaTh
B CJIy4yae NpHcoeMHeHHUs] KOCTHO-CyCTaBHON MHQEKIHH.

Ocrteonekpo3 anudusoB npu BI' npuBoaut k ¢op-
MHPOBAaHHI0 BTOPHUYHBIX apTPO30B CMEXHBIX CYCTaBOB,
YTO CJAY>KUT OCHOBHOH NPUYMHOW HHBaIUAU3ALUU
NalnMveHToB. XHUpPypruieckoe JiedeHHe HWHBAJHUAU3U-
pPYIOLIMX KOCTHO-CYCTaBHBbIX OCJIO)KHEHHWHM I03BOJISIET
3HAYMTEJIbHO YAYYIIUTb QYHKLHOHANIbHYI0 aKTHUBHOCTb
0O0JILIIMHCTBA NalueHTOB ¢ BI.
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