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JlyueBas u Mopdonormyeckas KapTuHa Shocktor
acenTMYecKoro HeKpo3sa rosioBKM 6epeHHON KOCTH
npu 6onesum MNowe | TMNa

B.E. MamoHoB, A.A. ConosbéBa, [l.M. Yebotapes, P.B. lNoHomapés,
B.A. HakoHeuHbIn, E.A. JlykuHa

HauuoHanbHbIN MeaWLIMHCKMIA MCCnefoBaTeNbCKUI LEHTP reMaTonorum, Mockea, Poccus

AHHOTALIMA

06ocHoBaHMe. AcenTUYeCKU HEKPO3 ronoBKY belpeHHolt KocTv npu bonesnu Mowe | TMRa — 3To0 HeobpaTUMoe KoCTHoe
nposieneHne 3aboneBanms. MpuumHa 1 MexaHU3Mbl BO3HUKHOBEHMS OCTEOHEKPO30B Npyu bonesHu lowwe 1o HacTosLLero Bpe-
MEHU HEW3BECTHBI, @ UX KITMHUKO-PEHTTEHONOMMYECKas KapTUHA UMEET CBOM XapaKTepHble 0COOEHHOCTH, KOTOpble HeobXoam-
MO YYUTbIBaTb NPY BbIBOpE TAKTUKK NEYEHMS.

Lienb. MpoBectut aHanus ny4eBoi 1 MophoNOrM4ecKon KapTUHbI U3MEHEHUI NPOKCUMaNbHOro oTaena beapa npu acentuye-
CKOM HEKpo3e rofoBKkM beApeHHON KOCTU Y NaumeHToB ¢ onesHblo Mowe | Tvna.

Marepuanbl u MeTogpl. B uccnegosanme BrITOUEH 251 B3pocbii naumeHT ¢ bonesHoto Nowe | Tuna u3 Poccuitckoro Haum-
OHanbHOro PerucTpa; BbIMNOIHEHO TUCTONOMMYECKOE UCCNEA0BaHNe 22 yAANEHHBIX hparMeHTOB BeApeHHbIX KOCTEN, MoNY4eH-
HbIX NpU TOTafIbHOM 3HA0MNPOTE3UPOBaHUM Ta3obepeHHoro cyctasa y 20 naumeHToB ¢ bonesHblo [owe, U 9 — y naumueHToB
KOHTPOJIbHOM rpynnbl.

Pe3ynbratbl. AcenTnyeckuin HEKpo3 ronoBku beapeHHOM KOCTU BbisiBneH Y 30% B3pocnbix mauMeHToB ¢ bonesHbto lowe,
a'y 20% naumeHTOB OH COMPOBOXAANICA KOMNancoM rofoBku begpa. Octeocknepo3 rybyatoin Koct Metadu3aa, pacumpenie/
B3[yTWE KOCTHOMO3roBO# MOJIOCTW C BTOPUYHOW OCTEOMEHUEN U OCTEOMOPO30M MPOKCMMANbLHOrO OTAeNa avadusa beapeH-
HOM KOCTM HepeaKOo COMPOBOXAANM OCTEOHEKPO3 ronoBKM beapa, cO3AaBas TEXHUYECKUE TPYAHOCTM MPU XUPYPTUYECKUX
BMeLuaTeNbCTBax. B ructonornyeckoii KapTuHe 0bHapyXeHa XpOHMYECKas ULIEMMSA KOCTHOM TKaHW NPOKCMMANbHOTO MeTas-
nudu3a benpa, KoTopas NOATBEPKAANACH BbIABNEHUEM PACNPOCTPAHEHHBIX Y4ACTKOB OCTEOCKSIEPO3a MPU PeHTreHorpaduu
1 MPT-uccnepoBanum. uddysHo-oyaroBas MHOUALTPaALMSA KOCTHOTO Mo3ra KieTkamm [oLLe B rUCTONOMMYecKUX npenapatax
COXpaHsnacb He3aBUCUMO OT AJIMTENBHOCTW 3aMEeCTUTENBHONM (hepMeHTHOI Tepanuu Ha GoHe COXPaHHOTO pereHepaTUBHOMO
noTeHLmMana KOCTHOM TKaHMW.

3aknoveHue. BoisBneHHble 0c0BEHHOCTU peHTreHonoruyeckoi, MPT- 1 rMCTONOrMYeCKOi KapTuHBI He0bX0AUMO YUMTLIBaTL
NPy NJIaHMPOBaHMM M NPOBELEHUM OPTOMEANYECKIUX OMepaLin Mo NOBOAY acenTUYECKOr0 HEKPO3a ro0BKM 6eipeHHOI KOCTH
y nauueHToB ¢ 6onesHbto Mowe | Tuna.

KnioueBble cnoBa: 6onesHb lowe; acentuyeckui HEKpPOo3 roJioBKK 6e,U,p8HHOI71 KOCTW; rMcTonorn4yeckoe mnccienoBaHue,;
Jly4yeBoe uccnepnosaHue.
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Radiological and morphological
characteristics of the femoral head osteonecrosis
in type | Gaucher disease

Vasily E. Mamonov, Anastasia A. Solovyova, Dmitry . Chebotarev, Rodion V. Ponomarev,
Vladislav A. Nakonechny, Elena A. Lukina

National Medical Research Center for Hematology, Moscow, Russia

ABSTRACT

BACKGROUND: Osteonecrosis of the femoral head in Gaucher disease type | is an irreversible bone manifestation of the
disease. The cause and mechanisms of osteonecrosis in Gaucher disease are still unknown, and their clinical and radiological
characteristics must be taken into account when choosing treatment strategy.

AIM: To analyze the radial and morphological changes in the proximal femur after osteonecrosis of the femoral head in type |
Gaucher disease.

MATERIALS AND METHODS: The study included 251 adult patients with type | Gaucher disease from the Russian National
Registry; histological examination of 22 removed femoral bone fragments obtained during total hip replacement in 20 patients
with Gaucher disease and 9 in patients of the control group was performed.

RESULTS: Aseptic necrosis of the femoral head was found in 30% adults with Gaucher disease, and in 20% patients it was
associated with femoral head collapse. Osteosclerosis of the cancellous bone of the metaphysis, enlargement / swelling
of the medullary cavity with secondary osteopenia and osteoporosis of the proximal femoral diaphysis often accompanied
osteonecrosis of the femoral head, causing technical difficulties during surgery. The histological findings revealed a picture of
chronic bone tissue ischaemia of the proximal femoral metaphysis, which was confirmed by the detection of widespread areas
of osteosclerosis on radiography and MRI. Bone marrow infiltration by Gaucher cells in histological preparations persisted
regardless of the duration of enzyme replacement therapy against the background of preserved regenerative potential of bone
tissue.

CONCLUSIONS: The features of the radiological, MRI and histological picture should be taken into account when planning and
performing orthopaedic surgery for aseptic necrosis of the femoral head in patients with type | Gaucher disease.

Keywords: Gaucher disease; femur head necrosis; comparative histology; radiology.
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OPUTHATTBHBIE VICCTIE JOBAHNA

OB0CHOBAHUE

AcenTuyeckuin Hekpo3 ronoBku 6eapeHHom koctn (AHIBK)
npu 6onesHu lowe (BI) — 3To0 HeobpaTMOe KOCTHOE Npo-
fiBNeHWe 3aboneBaHns, HepeKOo NPUBOAALLEE K TAKENbIM
OpTOMEAMYECKUM NOCNEACTBUAM. B ycnosuax nonHoueHHo-
ro obecneyeHus NaLMeHTOB NpenapaTaMu 3aMecTUTENbHOM
depMeHTHo Tepanuu (3MT) yacToTa ero BO3HUKHOBEHUS 3Ha-
UUTENbHO CHUXKAETCS, OfHAKO He WCKIYaeTcs MONMHOCTbI
[aXe Ha [UIUTeNbHbIX CpoKax nevenus. 3tum AHIBK otnnya-
eTcs 0T ApYruX KOCTHbIX nposienenuid bl kotopble nnbo pe-
rpeccupyioT, 6o He BO3HMKAIOT U He MPOrpeccupyioT y na-
LMeHTOB, Hayaslumx nonyyatb 3@T. MpuumHa M MexaHW3Mbl
BO3HWKHOBEHMS 0CTEOHEKPO30B Mpu Bl Ao HacToswero Bpe-
MEHU HEU3BECTHBI, @ KJIMHUKO-PEHTIEHONOMMYeCcKas KapTuHa
AHIBK npu BI' uMeeT cBoM xapaKTepHble 0COBEHHOCTH, KOTO-
pble He0bX0AMMO YUMTLIBATL NPK BbIOOPE TaKTUKYW NEYEHHUS.

bl — 310 depmeHTONaTHsA, 0bycnoeneHHas aeduuMTOM
aKTUBHOCTYW KuCnon B-rnioKo3upaasel (rokouepebposnaassl,
I'Ub), HacnepyeMas no ayTocOMHO-peLieccuBHOMy TUMy. OHa
AIBNSETCA OJHOW U3 Hanbonee pacnpocTpaHEHHbIX HOpM nu-
30COMHBbIX OonesHeil HakonneHus. OTHOCUTCA K peaKuM 3a-
boneBaHuaM: pacnpocTpaHéHHocTb BN B Poccum coctasnsiet
1 cnyyait Ha 370 Teic. B3pocnoro Hacenenus [1-3]. OcHoBHble
KNMHMYeckne nposeneHus bl cBA3aHbl ¢ yBenMueHMeM Ko-
NM4ecTBa TKAHEBbIX MaKpo(aroB B MecTax ux Gusnomnoruye-
CKOro oMa (cene3eHKa, neyeHb, KOCTHbIW MO3T) U BKITKOYaloT
CrIeHOMErannio, renaToMeranuio, LMTOMEHMIO U NOpaXeHue
KocTen [4—6].

06LuenpuHsTa KIMHUYeCKas Knaccudukaums bl cornac-
HO KOTOpO BbIAENSAIOT TPU TUMa B 3aBUCMMOCTY OT BOB/EYe-
HWS LIeHTpanbHoi HepBHoi cuctembl (LIHC):

« TN | — Hanbonee pacnpocTpaHEHHbIN, BCTPEYaeTCs

B 94% cnyyaeB, xapaKTepu3yeTcs OTCYTCTBUEM HEBPO-
NOTMYECKUX NPOSIBIIEHNN;

« Tun Il (oCTpbI HeMpOHONATUYECKMI) — BCTPeYaeTCs
y LeTell paHHero Bo3pacTa, 0TIMYaeTcs TSHENbIM No-
paxennem UHC, npuBoaswmM K netanbHoMy ucxomy
B TEYEHME NEPBbIX ABYX JIET XU3HU;

« Tun Il (XxpoHUYECKMIA HEMpOHONATUYECKUIA) — 06b-

enuHaeT 6onee pasHOPOAHY rpynny NauMeHTOB,
Yy KOTOpbIX HEBPOJIOrMYECKWE OCIOKHEHUS MOTYT Mpo-
SBNATbCA KaK B paHHEM [IETCKOM, TaK U B MOApPOCTKO-
BOM Bo3pacTe [/-9].

Bl | Tuna — Hanbonee YacTblif KIMHUYECKUA BapUaHT
3aboneBaHus, KOTOpbIN NPOSBIAETCA BUCLEpanbHON (rena-
TOMeranus, CnieHoMeranus), reMaTonorieckomn (LMToneHus)
n KocTHon natonoruent [10, 11]. [ebioT KnMHMYECKON MaHK-
dectaumnm 3aboneBaHna MOXKET HabNIOAATLCA KaK B IETCKOM,
TaK 1 BO B3pocfioM Bo3pacTe [2]. TpyaHOCTM yCTaHOBNEHUS
AvarHosa bl obycnoBneHbl BapnabenbHOCTbH KITMHUYECKNX
NpOsIBIEHUIA Ha paHHMX cTaguax. CoBpeMeHHoe naToreHeTH-
yeckoe nieveHue bl — 3amecTutenbHas epMeHTHas Tepa-
nua — no3BonseT B TedeHne 1-2 net pobuTbcA OCHOBHbIX
Leneil — 3HaUMTENbHO PefyLMpoBaTh reMaToNorM4ecKue

T.32.N21,2025

DOL https://doiorg/10.17816/vt0632131

BecTHwK TpaBMaTonoriv 1 opToneami uM. HH. Mproposa

U BucLepanbHble nposenenns [12-14]. OgHako cdopMmpo-
BaBLLUasACA Ha MOMeHT Hadana 30T opToneguyeckan natoso-
rus 0cTaeTca HeobpaTMON, a TaKue KOCTHbIe 0CNOXKHeHMs B,
KaK 0CTeOHeKpO3bl, HabnoaaloTCa Aaxe Nocsie MHOTONETHEro
neyeHus], KOra BCe TepaneBTUYeCKUe LieNin AoCTUrHYTHI [15,
16]. [laHHble OTeYeCTBEHHbIX M 3apybexHbIX UccnenoBaHui
rOBOPAT 00 OTCYTCTBUM JOCTOBEPHOW KOPPENALMW TAXECTH
MOpaeHMs KOCTHO-CYCTaBHOM CUCTEMBI Kak C TUNOM MyTa-
umm reHa LB, Tak U ¢ OCTaTO4YHOW aKTUBHOCTbHO (epMeHTa
y naumenTos ¢ bl | Tuna [17].

AHIBK npw BI" pa3suBaetcs B noboM Bo3pacTe, CNOHTaH-
HO, KaK MpaBwuno, BHe CBA3M ¢ TpasMoii [18, 19]. B uccnepo-
BaHuM K.A. JIyKMHOM He BbISIBNEHO JOCTOBEPHOI KOppenaumm
MEX[Y TAKECTbH NOPAKEHUA KOCTHO-CYCTAaBHOW CUCTEMBbI
npu bl n HannumeM TpoMbodMAMYECKUX MyTaLMiA, OHAKO
Yy NaLWEHTOB C OTCYTCTBUEM OCTEOHEKPO30B HAC/ECTBEHHOM
TpoMbodunMn HY B 0AHOM ciydae He Bbino BhisiBNEHO [7].

B pspe pabot, BK/loYas 3KcnepuMeHTasbHble Ucche-
[0BaHNUS Ha XWBOTHbIX, NpeAN0XeHbl 06bACHEHUA OBYX
Hanbonee yacTbix npuumnH pa3sutua AHIBK — ankoronb-
HOW W CBSA3aHHOW C NMPUEMOM TTIOKOKOPTUKOCTEPOMIHBIX
ropMoHoB [20-22]. OHK CBOAATCA K MHAYLMPOBAHUIO ANG-
(epeHLMPOBKM ME3EeHXMMHBIX CTPOMAJIbHBIX KIETOK KOCT-
HOrO0 MO3ra B HampaB/IEHWW afiMMNOreHe3a C YBeSIMYEHNEM
MX KONWYeCTBa M pPa3MepoB, YTO MOXKET MMeTb CXOXWe
¢ Bl MexaHu3Mbl. KneTouHble CTpYKTypbl, 3aHUMaloLue
BHYTPUKOCTHOE BHECOCYAMCTOE MPOCTPAHCTBO, TaKME KaK
agunounTbl Unu KneTku lowwe, MoryT npeAcTaBnATb coboil
3TMonornyeckue GaKkTopbl pa3BUTUA OCTEOHEKPO3a, CO3a-
Bas BHYTPUKOCTHYK BHECOCYAMCTYH KOMMPECCHI0, KOTopas
MOXeT BbITb 06bACHEHA KoHLenLMel peancTopa CTapnnHra,
COrNacHoO KOTOPOW MOBLILLEHWUE LaBIEHUS B KAMEpE C XKECT-
KMMU CTEHKaMM MOXKET YMEHbLUNTb TOK UAKOCTM B TpyOKe
C rMBKUMM CTEHKaMW, NPOXOAsLLel Yepe3 Kamepy. BHyTpu-
KOCTHbIN BHECOCYAMUCTBIA KOMMNAPTMEHT MOXKET QYHKLIMOHU-
poBaTh KaK KaMepa C XECTKUMM CTEHKaMU. BHyTpuKocTHas
TUNepPTEH3Us UM 3aHUMAIOLLLAA NPOCTPAHCTBO TKaHb MOXKET
B JOCTAaTOYHOM CTEMEHU OrPaHNYMBATL MUKPOLIMPKYIALMIO,
BbI3bIBas Uwemmio [23-25].

WmeeTca orpaHuyeHHoe uucno nybnukaumidi, noces-
LLEHHBIX TMCTONOrMYECKOMY MCCNENOBAHUI0 KOCTHOW TKaHU
Npy pa3BuTUM 0CTeOHeKPo30B Ha doHe 3OT Bl [26, 27]. OpHa
3 Haubonee npepctaBuTenbHbIX — Uccneosakme E. Lebel
W COaBT., BbINOSIHEHHOE Ha 26 obpa3uax ronoBoK 6eapeHHbIX
KOCTel, NosTy4eHHbIX 0T 22 naumeHToB ¢ BI, onepupoBaHHbIX
B cBA3n ¢ AHIEK. B paborte bbino nokasaHo, 4to UHGWUNL-
TpaumMs KOCTHOMO Mo3ra KneTkamu [owe B rUcTonornieckux
npenapaTax He KOppenupoBana ¢ AeMorpaduieckuMu AaH-
HbIMU 1 TAXKECTBIO KIIMHUYECKUX NPOSIBNIEHUI; bbina oTMeye-
Ha CBA3b MEX[Y CHUXEHWEM CTeneHu UHOWbTpaLmMKM Knet-
Kamu owe n 30T; noKasaTenm pereHepaLmm KOCTHON TKaHM
He KoppenupoBaim ¢ 30T uamM ApyruMM xapaKTepucTUKaMm:
BonbLuMHCTBO 06pa3L0B NPOAEMOHCTPUPOBANW HEOKUAAHHO
XOPOLLMIA pereHepaTUBHbIN OTBET HA OCTEOHEKPO3, HECMOTPS
Ha TAXKENYI0 MHOUNLTPALMIO KneTKamu lowe [27].
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B moctynHom nutepatype OTCYTCTBYIOT AaHHbIE, MOMAYYEH-
Hble Ha GonbLon rpynne nauueHToB ¢ BI, obbeauHslowme
flyyeBble METOMbI UCCIIEA0BAHNA M aHalU3 MUCTONOTUYECKUX
npenapartos npu AHIBK, KoTopble MoryT 060cHOBaTb TaKTU-
Ky OpTOMeAMYECKOro fIeYeHms, BKIIK0Yas Bblbop MMNnaHTaToB
1 cnocob ux hu1KcaLmy Npy ToTanbHOM 3HLONPOTE3UPOBAHUN
Ta300eApeHHOro CycTaBa.

Lenb uccnepoBaHMss — nNpOBECTM aHanuU3 Ny4eBOM
1 MopdOOrMYecKon KapTUHbI M3MEHEHUI MPOKCUMANbHOTO
oTena beapa Npu acenTMHECKOM HEKPO3e rofI0BKM beapeH-
HOI KOCTW Y maumeHToB ¢ 6onesHbio lowe | Tvna.

MATEPWUAJIbI U METObI

Jln3aiiH uccneposaHus

AHanus nyuyeBbIX AaHHbIX — MPT 1 peHTreHorpamm
npoKcuManbHoro otgena beppeHHbx KocTed — Bbin
BbINOJIHEH B paMKax OAHOLEHTPOBOr0 CMJIOLIHOTO He-
KOHTponupyeMoro HabnwgaTenbHOro WcciefoBaHus
C MCMOJIb30BaHUEM [AaHHBIX 3NIEKTPOHHON MeJULMHCKON
uHdopMauuoHHon cucteMbl OFBY «HMUL, rematonorumn»
MuH3gpaBa Poccun n PoccMincKoro HaumMoHanbHoro peru-
cTpa 6onbHbix MoLwe.

AHanu3 rucTonorMyeckMx AaHHbIX COOTBETCTBOBA KpU-
TEpPUSM OJHOLIEHTPOBO0 NPOCNEKTMBHOMO KOHTPO/MPYEMOrO
HepaHLOMWU3MPOBAHHOIO CMJIOLLIHOM0 HabnoLaTeNbHOMo Mc-
CnefoBaHus.

N3 umcna naumeHtoB ¢ 60ne3Hbi0 fowe, BKAKYEHHBIX
B PoccwiicKuiA HauMOHanbHbIM perucTp, OblM oTOOpaHbI
bonbHble, KOTOPbIM paHee bbinu BbiNofHeHbl MPT u peHT-
reHorpadusa TasobegpeHHbix cyctaBoB. OueHuBanun MPT-
“306paXeHMsa U peHTreHorpaMMbl Ta30befipeHHbIX CYCTaBoB
naumeHToB ¢ bonesHbio fowwe. [McTonoruyeckoe uccnenosa-
HWe BbINOHANM Ha OMepaLyoHHOM MaTepuarne, Nosy4eHHOM
Mpu TOTaNIbHOM 3HA0MPOTE3MPOBaHMK Ta30bepeHHOro cycTa-
Ba, BbinosHeHHoro no nosogy AHIBK. B ructonormyeckom
UCCNeAoBaHUM OLEHMBANIM MUKpOMpenaparbl, NoNyYeHHbIe
U3 rofIoBoK befpeHHbIX KOCTel naumeHToB ¢ bl M B KOHTpONb-
Hou rpynne (6e3 BI).

MauneHTbl UMeNn pasnnyHyto anuTensHoctb 30T,

KpMTepMM cooTBeTCTBUA

B uccnegoBaHue BKIKOYanM B3pOC/bIX MALMEHTOB C yCTa-
HOBNEHHbIM AuarHo3oM Bl | TMna, HannuueM AaHHbIX peHT-
reHorpadum TaszobeapeHHbIX CYCcTaBOB B MPAMON MPOEKLMHN
1 MPT-uccnepoBaHus Ta306eapeHHbIX CYCTaBOB.

Ycnosus npoeeaeHusa

WccnepnoBanue nposeaeto B PrbY « HMUL, rematonorum»
Mwun3gpasa Poccuu.

HPOAOH)KMTEHbHOCTb uccnepoBaHua

[McTonornyeckoe UccnenoBaHue ronoBoK beapeHHbIX Ko-
CTeit: Hayano Habopa Matepuana — 2006 ron, OKOH4YaHWe
Habopa Matepuana — 2024 rog,
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DOl https://doiorg/1017816/vto632131

NN. Priorov Journal of Traumatology and Orthopedics

Bce mauueHTbl, BKIIOYEHHBIE B UCCIE0BaHME, NPOLLX
obcnenoBaHve, BK/IOYaBLUEe B TOM YMC/e PeHTreHorpa-
¢uio n MPT TasobeppeHHbIx cycTaBos, B nepuog ¢ 2004
no 2024 rog.

OnucaHne MeAMLMHCKOrO BMeLLaTesbCTBa

PeHtreHorpaduio Ta3obefnpeHHbIX CYCTaBOB B MPAMOM
NPOEKLMN BBLINOMHANM HA CUCTEMAX PEHTrEHOLMArHOCTUKU
Prestige SI n Proteus XR/a ¢upmbl «General Electric» (na-
paMeTpbl CbEMKM — 65 KB 1125 MAC pnis npoKcUManbHbIX
otzenoB beapeHHbIX KocTer, 60 KB, dokycHoe paccTosHue —
1 ™).

MarHuTHo-pe3oHaHCHyl0 ToMorpaduio TasobepeHHbIX
CyCTaBOB BbIMOJHANM Ha [BYX annaparax: Signa Profile ¢up-
Mbl «General Electric» ¢ uHaykumeit MariutHoro nons 0,23 T
¢ ucnonb3oBaHneM Katywek Body Flex Coil (M/L) u Ingenia
¢upMbl «Philips» ¢ nHayKumeir MariuTHoro nons 1,5 T ¢ npu-
MeHeHWeM 32-KaHanbHbix Katywwek dS FlexCoverage Anterior,
dS FlexCoverage Posterior. Mcnonb3oBanu pa3paboTaHHblil
B OI'BY «HMULL rematonormm» Munsgpasa Poccum npotokon,
af,anTUpPOBaHHbIN AN CKPUHUHTA W MOHUTOPUHIA KOCTHBIX
nposienieHnin 6one3nu [owe, KOTOpbI BKOYaN creaytoLimne
napameTpbl:

* MNIOCKOCTb CKAHUPOBaHUS — KOPOHasIbHas;

* TOJLLMHA CKAHUPYEMOTO COSl — 4 MM;

+ UMNynbCHble nocnepoBatensHoct — T1-BU, T2-BU,

STIR.

N3 makponpenapaToB ronoBoK 6eApeHHbIX KOCTen
Ha rUcToNOrNYecKoe uccnefoBaHue 3abupanu ciydanHbIM
06pa3oM BblbpaHHble dparMeHTbl TpabeKynspHOW KOCTM.
N3roToBneHue rucTonorMyeckux npenapatos: GuKcauus
B 10% dopmanuHe, 3abydepeHHOM B TeueHue 24 yacos,
AeKanbLnHaums B TedeHue 7 AHeit B pacTBOpe MypaBbUHOM
KWCNOTbI C AUCTUINIMPOBAHHON BOLOW U hOpManbaernioM,
00e3B0XMBaHME B CMMPTax W HacbieHne (GopManuHOM
C UCMONb30BaHMEM aBTOMATa [JIA TUCTONOrMYecKoi obpa-
0oTKM TKaHel Leica Peloris Il, MukpotoMus (3—4 MuKpoHa)
C NpuMeHeHneM MuKpoToMa Leica RM2235, ctaHaapTHas
OKpacKa reMaToKCUIIMHOM M 303UHOM, MUKPOCKOMMS TUCTO-
NOTUYECKMX NpenapaToB NPOBOAMIAck Ha CBETOBOM MMKPO-
ckone Leica 3000.

Mpn MopdonornyeckoM uccnefoBaHUW MoNyKonuye-
CTBEHHBIM METOAO0M OLeHMBaIN:

* MpU3HaKW NepecTporKU KOCTHbIX Banok (pesopbuus

banoK/npu3HaKky ocTeoHeoreHesa);

+ Hanuume ocTeobnacTMyecKoW peakumm (0TCyTCTBY-
eT/efMHNYHbIE (OKYCbl Ha OTAENbHbIX KOCTHbIX
bankax/BblpaxkeHHas, BOBNEKawLWas HECKONbKO
banok);

* Hanuume OCTEOKNIAcTOB (aa/HeT);

* MOLWaAb KOCTHOMO3rOBbIX MONIOCTEH B MCCNefoBaH-
HOM MaTepuane, 3aHMMaeMas MHPUNLTPATOM U3 Kile-
ToK lowe (<25%, 26-50%, 51-75%, >75%);

* XapaKTep pacnpefeneHns HeKPOBUOTUUECKMX U3MEHE-
HWI KOCTHOrO Mo3ra.
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JTnyeckas JKCnepTusa

HayuHas cTatba «JlydeBas u Mopdonornyeckas KaptmHa
acenTM4eCKOro HeKpo3a rofoBKM beapeHHo KocTu npu 6o-
neshm lowe | TMNa» ogobpeHa K NybnuKauum Ha 3acefaHum
3Jmyeckoro kommuteTa IEY «HMUL, rematonorum» MuH3ppa-
Ba Poccum N2 179 ot 25.04.2024 1.

PE3YJIbTATbI

06beKTbl (YHacTHMKM) Uccnef0BaHuUSA

BbinonHeH aHanu3 peHtreHorpamMm U MPT-u3o6paxeHuit
MPOKCUManbLHOro oTaena benpeHHbIX KocTel y 251 B3pocno-
ro naunenta ¢ bl | Tuna. MyxumH 6bino 103 (41%), xeH-
wuH — 148 (59%). CpegHuit Bo3pacT coctaBun 38 net
(ot 18 mo 85 neT).

Y 20 naumeHToB (9 MyxuuH, 11 MeHWMH) npoBeneHo
TUCTONOrMYECKOe UccneaoBaHne 22 ronoBoK benpeHHbIX KO-
CTeW, NOSTyYeHHbIX NpU 3HAOMNPOTE3VUPOBAHUM Ta306eapeH-
Horo cyctaBa no moogy AHIBK. U3 Hux 7 monydanu 30T
po onepauuu MeHee 1 ropa. KoHTponbHas rpynna coctosna
13 9 naumenToB 6e3 Bl, KoTopbIM 6bl0 BEIMOHEHO TOTaNb-
Hoe 3H[OMNpoTe3npoBaHMe Ta3obenpeHHOro cycTaBa no no-
Boay AHIEK.

OcHoBHble pe3ynbtatbl UCCNief0BaHUA

N3 251 naumenTa y 75 (30%) BhisBneHo Hanuume AHIBK,
npuyeM y 17 — c aByx cTopoH. M3 atux 92 cnyvaes AHIBK
B 35 (38%) He Habmopanu pedopmaunio ronoBku beppa
W pa3BuTUe BTOPMYHOTO KOKcapTpo3a. M3amMeHeHus bbinm Bbi-
ABneHbl Ha MPT v peHTreHorpamMmax npu nepeu4HoOM obcne-
[0BaHWM NaLMEHTOB, a Y4acTKM OCTEOHEKPO3a COOTBETCTBO-
Bam TMnam 2 u 3A no knaccudmkaumm ARCO ¢ pa3Mepom
MeHee 15% nosepxHoctu (puc. 1). B auHaMuKke npu KoH-
TposbHbIX MPT-uccnepoBannax He bbino oTMeYeHO yBemu-
YeHWe pa3MepoB BbISB/IEHHbIX paHee 04aroB. B ocTamnbHbIx

Puc. 1. MPT Ta3obeapeHHbIx cycTaBoB (T2-B3BeLLeHHOe U306pa-
JKeHue, KopoHarnbHas npoekums). |l cTagus KopTuKoMeaynnspHoro
0CTEOHEKPO3a FOSIOBKM JIEBOM GeAPEHHOI KOCTH (CUMMNTOM [1BOHOIA
nmHMm), ™an 2A no knaccuduraumm ARCO.

Fig. 1. MRI of the hip joints (T2-WI, coronal projection). Stage Il

corticomedullary osteonecrosis of the left femoral head (double line
symptom), type 2A to ARCO classification.

T.32.N21,2025
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57 cnyyasx Habntopanack AeopMaums ronoBku beapeHHo
KOCTH, MPUYEM KITMHWUYECKAs U PEHTIEHONOrMYeCKas KapTUHa
3HauMTENbHO pasfMyanack y naumentoB ¢ Aebiotom AHIBK
B aetctee (11 60n1bHbIX) 1 B3pOCioM Bo3pacTe (46 HOMLHBIX).

Y 11 B3pocnbix naumeHToB, nepeHécumx AHIBK B pet-
CKOM Bo3pacTe, cOpMMPOBaNNCL U3MEHEHUS MO TUMY COXa
magna C TUMUYHBIM YKOPOUEHWEM LLEWKM beapeHHol KocTH
u rpuboBuaHoN aedopmaumeii ronosku. B 8 cnyyasx Mbl Ha-
bniogany paBHOMEpPHYIO, HOPMasibHbIX Pa3MEPOB PEHTIEHOMO-
TMYECKYH) CYCTaBHYKO LLENb B COYETAHMMN C KOHMPYIHTHOCTbIO
CYCTaBHbIX NMOBEPXHOCTEN Ta300eapeHHOro cycraBa (puc. 2).
B KnuHWYecKol KapTuHe oTcyTcTBOBan 60neBOM CUHAPOM.
OrpaHnyenus 0bbEMa OBUKEHMIA OTCYTCTBOBANM 1ubo Obiu
KJIMHUYECKM HE3HAYMMBIMU. YKOpPOUYEHWE KOHEYHOCTM Noaa-
Banocb KOppeKuun optoneauyeckoi 0byebio. Ho y 3 mauu-
eHTOB ¢ AedopMaLyeli coxa magna Bo B3pOC/IOM Bo3pacTe
Habnoaanm BTOPUYHBINA KOKCapTPo3, NoTpeboBaBLUMiA onepa-
TMBHOIO BMELLIATeNbCTBA.

AcenTuyeckuit HeKpo3 ¢ KonnancoM roniosku beapa u dop-
MWUpOBaHWEM BTOPUYHOTO KOKCAPTPO3a Y B3pOCbIX NALMEHTOB,
Kak npaBwio, Bo3HMKan o Havana 30T. MaroreHeTnueckoe
NeYeHUe He BMANIO Ha TeYeHWe OpToneaMyeckoi MaTonoruu.
Hanpotus, B Tpéx cnyyasx (y ABOMX NaLMEHTOB) Mbl Habniopanu
nedtot AHTBK uepes 4, 14 1 15 net ot Hayana 30T (puc. 3).
Y opHoii naumeHTKM, AnuTenbHO nonydatowen 30T, otMeya-
nn obpaTHoe pa3BUTME OCTEOHEKPO3a, AMArHOCTMPOBAHHOMD
Ha CTafm OTEKa KOCTHOMO Mo3ra, Nno AaHHbIM MPT.

Y naumenToB ¢ bl, Kak 1 B 0bLen nonynauum, Konnanc
ronoeku benpa passuBancsa npu pasMepax ovara acentu-
yecKoro Hekposa 6onee 30% NOBEPXHOCTM C JIOKanM3aLmell
Ha Harpy»aeMblX y4acTKax.

AHIBK HepepKo coveTtancs ¢ ApyrMMM KOCTHbIMW NpOSiB-
neHusMM 3aboneBaHus. 310, B NepBylo o4epesb, HapyLueHue
KOCTHOMO PEMOLENMPOBaHUS B BUAE LMIMHAPUYECKOTO pac-
MpeHns (MK B3aYTUS) NPOKCUManbHOMo oTAena Avadusa
BenpeHHON KOCTW € BTOPUYHOM OCTEOMEHWEN M OCTEONOPO30M
TOM JKe noKanusauum (puc. 4, 5). Mpu Bl paclumpenme/B3ayTve
KOCTHOMO3roBOW NMOMOCTM MPOKCMMANBHOMO oTAena aunadusa
Benpa He pacnpoCTpaHANOCh Ha LUEKY W FONOBKY, rAe, Hanpo-
TUB, HEPELKO HabNIAanM CKepo3npoBaHue rybuaToii KocTy.

OcTeocknepo3 rybyaTon KOCTM NPOKCMManbHOM0 MeTa-
¢u3a benpa (WeiKa U MexBepTeNbHasA 30Ha) Obin BbISBNEH
B 63% cnyyaeB AHIBK (puc. 6). U Tonbko B 15% crydyaes
OCTEOCK/Iepo3 MPOKCUManbHOro MeTadusa, CONPSMKEHHBIN
¢ AHTBK, coyeTancs ¢ paclumpeHneM/B3ayTMEM KOCTHOMO3-
roBOM MOJIOCTM MpOKCMManbHOro otaena Avadusa beppa.
YBenuueHne pasmMepoB paclLMpeHus/B3ayTUs B MPOKCMMAanb-
HOM oTAene avadusa befpeHHONM KOCTU Y NaLMeHTOB nocne
Hayana NaToreHeTUYECKOro JieYeHUs He Habnofanu, B OT/n-
une ot AHTBK.

Mpun ructonormyeckoM MccnenoBaHUM B OMbITHOW rpyn-
ne knetku lowe 3aHumanm ot 10 go 90% (Megmana — 30%)
MNOLaAN KOCTHOMO3roBbIX nonocteid. OyaroBble Hekpobuo-
TMYECKWEe U3MEHEHMs KNeToK [owe Ha pasHbIX y4acTKax WH-
(unbTpaTa BCTpeyanu Bo BCEX UCCIeAYyeMbIX CydasX, B IBYX

m
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Puc. 2. MPT Ta3o6eapeHHbIx cycTaBoB: @ — T1-B3BeLLeHHOe U300paXKeHUe, KOPOHasbHasA NPoeKUMs, b — peHTreHorpaMMa npaBoro Ta-
30benpeHHoro cycTaBa B npsMoii npoeKuuu. [ledopMaums ronoBKky npaBoii befpeHHOI KOCTH No TUMY coxa magna y B3pocioro nauueHTa
¢ bonesHbio [owe, NepeHECLLEro acenTUYECKUIn HEKPO3 roNoBKY beipeHHOI KOCTU B LETCKOM Bo3pacTe.

Fig. 2. MRI of the hip joints: @ — T1-WI, coronal projection, b — X-ray of the right hip. Right femoral head deformity of the coxa magna
type in an adult patient with Gaucher disease who suffered osteonecrosis of the femoral head in childhood.

Puc. 3. ®parment MPT Ta3obeapeHHOro cyctaBa Yepes 9 neT 3aMmecTutesibHONM depMeHTHO Tepanum (T1-B3BeLLeHHOe U30bpaKeHue,
KopoHarbHas npoekuus) (a). MPT yepes 14 neT 3aMecTuTeNbHOM epMeHTHOI Tepanum (b — T1-B3BelueHHoe u3obpaxenue, ¢ — STIR,
KOPOHanbHbIe NPoeKUMM). PeHTreHorpaMMa Toro ke TasobefpeHHOro cyctaBa B MPAMOIA NPoeKLMK yepes 14 neT 3aMecTuTenbHON dep-
MeHTHo# Tepanuu (d). CTpeniKom yKasaH y4acToK KOpTUKOMe Y/ IPHOTo 0CTEOHEKPO3a C cekBecTpaLmedt (un 3B no knaccuduraummn ARCO).

Fig. 3. MRI of the hip after 9 years of enzyme replacement therapy (T1-WI, coronal projection) (a). MRI after 14 years of enzyme replacement
therapy (b — T1-WI, ¢ — STIR, coronal projections). X-ray of the same hip after 14 years of enzyme replacement therapy (d). The arrow
indicates the site of corticomedullary osteonecrosis with sequestration (type 3B to ARCO classification).

C/yyasx onpenensnm obLMpHbIe Nofs HeKpo3a KieToK [oLe.
B 13% cnyyaeB onpenensnn nons OTEKA «OMYCTOLLEHHOW»
CTPOMBI KOCTHOIO M03ra, Hanbosee BEpPOSITHO — peaKTUBHbIE
M3MEHEHMS, PacnofioeHHble NepUdOKanbHO MO OTHOLLEHMIO
K yyacTKaM Hekposa. Bo Bcex cnyyasx BbiSIBNANM Mo3auy-
Hblli rpybOBONOKHMCTLIN GUOPO3 CTPOMBI KOCTHOTO MO3ra,
NpeuMyLLIECTBEHHO C BOB/IEYEHWEM NepUBACKYNSpHbIX 00-
nacteii. B 87% cnyyaeB onpenenssv npusHaKu peakTUBHOM

DOL: https://doiorg/10.17816/vt0632131

NepecTPOMKU KOCTHbIX 6anoK ¢ yyacTKamu aKkTUBaLWW Haf-
KOCTHUUbI M (OKycaMu OCTEOKNacTU4ecKoi pesopbuum.
Mpu cnenoM MeTode WUCCNENOBaHUS He MPOC/EXMUBANOCh
3aBMCUMOCTN COYETaHMS U CTEMEHU BbIPAXKEHHOCTU 0BHapy-
KEHHbIX 0cODeHHOCTel MOphOMOrUYECKON KapTuHbI, PaBHO
KaK W MNOLaAM KOCTHOMO3rOBbIX MONOCTEH, 3aHMMaeMoii
KneTkamu [oLe, OT HaM4MA U BJIMTENbHOCTU NPOBOAUMON
30T (puc. 7, 8a, 9a).
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Puc. 4. PeHtreHorpamMMa Ta3obeapeHHOro cycTaBa B npsiMoi Npo-
ekumn (a) u dparmeHt MPT T1-BU (b) npokcumarbHoro otaena
beapeHHon KocTu. KopTMKOMeAYnnsApHbIA OCTEOHEKPO3 rONI0BKM
beapeHHoit Koctu, TMN 4 no knaccudukaumm ARCO. Paclumpenue
MoioCTU KOCTHOMO3rOBOrO KaHana B MpOKCMManbHOM Auaduse
BepeHHOI KOCTU C HETOMOTEHHBIM Pa3peKeHNeM KOCTHOW TKaHM
Ha peHTreHorpamMMme, a TaKKe y4acTKamu NoCTUHGhApKTHOro Mefyn-
NAPHOTO 0CTEOHEKPO3a Ha MPT.

Fig. 4. X-ray of the hip in direct projection (a) and an MRI T1-WI
(b) of the proximal femur. Corticomedullary osteonecrosis of the
femoral head type 4 to ARCO classification. Expansion of the bone
marrow canal cavity in the proximal diaphysis of the femur with
inhomogeneous bone thinning on the X-ray, as well as areas of
postinfarction medullary osteonecrosis on MRI.

Puc. 6. PeHTreHorpaMMa Ta3obeapeHHOro cycTaBa B NpsiMoi Npo-
ekumm (a), dotorpadus nonepeyHoro onuna wenku deapa (b).
Pe3Ko BbipayeHHbII KOKCApTPO3 B UCXOAE KOPTMKOMELYN/SPHO
OCTEOHEKPO3a FOMOBKK N1eBON BefpeHHOI KOCTU € YacTUYHLIM eé
paspyLLeHneM. YHacTKuU MeLyNnspHOro 0CTEOHEKPO3a C 0CTEOCKIIe-
pO30M B NPOKCMMANbHOM MeTaduse.

Fig. 6. X-ray of the hip in direct projection (a), photograph of the
transverse sawdust of the femoral neck (b). Pronounced hip
osteoarthritis in the outcome of corticomedullary osteonecrosis of
the head of the left femur with partial destruction. Areas of medullary
osteonecrosis with osteosclerosis in the proximal metaphysis.

DOL https://doiorg/10.17816/vt0632131

Puc. 5. PeHtreHorpamMma Ta3obefpeHHbIX CYCTaBOB B MpPAMOM
npoeKuyum. [onoBKM BefpeHHbIX KOCTEN paspyLLeHbl, BEPTIYKHbIE
BraauHbl AedopMUpoBaHbl, CYCTaBHbIE LLEMU HEe MPOCTEKMUBAIOT-
cfi. BblpaxeHHas nepecTpoiika BUAMMBIX KOCTEN C HaNMuMeM He-
OZHOPOAHBIX Y4aCTKOB YN/OTHEHMS, pasHOKanMOepHbIX (8o 4 cM)
Y4aCTKOB paspexeHus 0e3 YETKUX KOHTYpOB. Pe3Koe MCTOH4YeHMe
KOPKOBOIO CNOSi MPOKCMMarbHOro Avadmsa beppeHHbIX KocTel
(ykasaHo cTpesnkon).

Fig. 5. X-ray of the hips in direct projection. The femoral heads are
destroyed, the acetabulum is deformed, and the articular crevices
are not visible. Pronounced restructuring of visible bones with the
presence of heterogeneous areas of compaction, various-sized (up
to 4 cm) areas of rarefaction without clear contours. Sharp thinning
of the cortical layer of the proximal diaphysis of the femoral bones
(indicated by the arrow).

H&E, x50

Puc. 7. MukpodoTorpaMMa ructonoruyeckoro npenapara CroHru-
03HOI KOCTU roNnoBKM beapa naumeHTa ¢ 6onesHblo [owwe, oKpacka
reMaToKCUIIMHOM U 303UHOM, yB. x50. BugHa o4aroBo-uHTEpCTULM-
anbHas MHGWLTpaLMa KOCTHOMO Mo3ra KneTkamu fowe ¢ dokyca-
MW NEPEeCTPOMKY KOCTHBIX 6aN0K U MO3aWYHBIM NEepUBACKYNSPHBIM
CKNEpOo30M.

Fig. 7. Microphotogram of histological preparation of the spongy
bone of the femoral head in patient with Gaucher disease, stained
with hematoxylin and eosin, x50. Focal interstitial infiltration of bone
marrow by Gaucher cells with foci of bone girder reconstruction
and mosaic perivascular sclerosis is visible.
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Puc. 8. MukpodoTorpaMMbl rMCTONOTMYECKUX NPenapaToB CPe30B CMOHMMO3HOM KOCTW rofloBKU Oefpa naumeHTa ¢ bonesHbto lowe (a)
W KOHTPOJIBHOM rpynnbl (b), OKpacka reMaToKCUITMHOM UM 303uHOM, yB. x200 (a) u x100 (b). OnpeaensioTcs: @ — NOKabHbIE Y4aCTKU He-
Kpo3a (0603HaueHbI 3BE3[04KOIA), b — 0BLUIMPHBIE NONA HEKPO3a KOCTHOMO MO3ra B ONepaLvoHHOM MaTepuane NaumUeHToB U3 KOHTPOSbHOI
rpynnbl.

Fig. 8. Microphotograms of histological preparations of sections of the spongy bone of the femoral head in patient with Gaucher disease
(@) and the control group (b), staining with hematoxylin and eosin, %200 (@) and x100 (b). The following are determined: @ — local areas of
necrosis (indicated by an asterisk), b — extensive fields of bone marrow necrosis in the surgical material of patients from the control group.
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Puc. 9. MukpodotorpaMMbl MACTONOMMYECKMX MpenapaToB CPe30B CMOHTMO3HOM KOCTU rofoBKW beapa nauueHTa ¢ bonesHbio lowe (a)
M KOHTPOJIbHOM rpynnbl (b), OKpacka reMaToKCMIMHOM UM 303KHOM, YB. x100. Onpeaensiorcs: @ — MO3anyHbIA, NPEUMYLLECTBEHHO NepuBa-
CKYNApHbINA Grbpo3 (yyacTku Gprbposa 0603HaueHbI 3BE3A0UKAMM), b — Nnonis rpyDOBONOKHMCTON COeAMHUTENBHOM TKaHU B ONepaLMOHHOM
MaTepuarne NaLMeHTOB U3 KOHTPOSIbHON rpynnbi.

Fig. 9. Microphotograms of histological preparations of sections of the spongy bone of the femoral head in patient with Gaucher disease
(@) and the control group (b), stained with hematoxylin and eosin, x100. The following are determined: @ — mosaic, mainly perivascular
fibrosis (areas of fibrosis are indicated by asterisks), b — fields of coarse fibrous connective tissue in the surgical material of patients
from the control group.

B KoHTpOsbHOI rpynne NauueHToB ObiIN BbIABNEHDI 04a-
M 1 0OLUMpPHbIE NONSA HEKPO3a KOCTHOTO MO3ra Ha pasHbiX
3Tanax opraHusauuu, ¢ hopMMpoBaHMeM nofeii rpyboso-
NOKHUCTOro ¢ubpo3a M BbiNaLEHWEM CoMeit Kanbums (ne-
TpudmKatbl). MepudoKanbHO ObiN BbIpaXeH OTEK CTPOMBI,
BCTpeyanucb remopparum U GOKycbl rManMHo3a CTPOMbI
W NepUBACKYNAPHOIO CKIEpO3a, YTO OT/INYAN0Ch OT KapTHHBI
Mo3auyHoro Gubpo3a, 0bHapyXKEHHOro B OMbITHOW rpynne.
OTMeueHbI OTCYTCTBUE WK cNabas BbIpaXeHHOCTb NPU3HaKOB

DOl https://doiorg/1017816/vto632131

PeaKTUBHON NEPECTPOMKM KOCTHBIX BanoK, eanHUYHble GoKy-
Cbl aKTMBaLMM HaKOCTHULbI (puc. 8b, 9b).

ObCYXOEHWUE

PestoMe ocHoBHOro pe3ynbTata uccsiepoBaHuA

AHIBEK BobisiBnsetcs y 30% naumentoB ¢ Bl a y 20%
DoNbHbIX OH COMPOBOXAAETCA KONMancoM rojoBku be-
Apa, uYTO0 AenaeT ero Bejylleid WHBaNUAU3MPYIOLLEN
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OpTONEAMYECKOW MaToNIorMei U ONPeAensieT CoUUabHyH
3HaYMMOCTb B 3TO¥ rpynne 60NbHbIX.

AHanu3 rucTonoruyeckux npenapaTtoB KOCTHOM TKaHM
MOATBEPAMUN HaNMuMe UHGUNLTPALMM KOCTHOMO Mo3ra KneT-
Kamu oLLe y NauMeHTOB Ha BCeX CPOKax NaToreHeTUYecKoro
neyeHus. BoaMoxHo, conneHns KneTok lowle B KOCTHOMO3-
roBbIX MOMOCTAX MPOKCUMANbHOMO oTAeNna 6eapeHHoON KocTh
B MEHbLUEN Mepe AOCTYMHbI ANs 3K30TeHHOro hepMeHTa.

OGCY)KD,EHME OCHOBHOro pe3ynbrarta uccsiepoBaHusa

B pesynbTate rucTonornyeckoro uccnefoBaHus BbISIBNEHDI
pasnuuma ¢ KoHTponbHoi rpynnoit AHIBK 6e3 BI. Mosanu-
HoCTb obnacteit Hekpo3a W ¢mbpo3a, paBHOMEPHO pacnpe-
LenéHHbix B rpynne Bl no cpaBHeHWo ¢ KpynHOOYaroBbiM
XapaKTepOM W3MEHEHMIA B KOHTPONbHOM Fpynne no3BonsieT
NPeanonoXuTb pasfiMumMs natoreHesa MLLIEMUYECKUX NO-
BpexaeHun. KpynHoouaroBblil xapakTep MLUEMUW B KOH-
TPONBHOA FpynMe XapaKTepeH ANA NOBPeXAeHNs/06CTpyKLmMK
(Hanpumep, NMyTEM 3Mb0ONWM) COCYAOB KPYMHOMO U CpeAHero
Kanubpa, 4To NPUBOAWT K HapYLUEHUIO KPOBOTOKA Ha OAHOM
KPYMHOM Yy4acTKe, Ha mepudepun KOTOPoro HepaBHOMEpPHO
BbIpaXEHbl HEKpPOBUOTUYECKUE U3MEHeHUs, YTo 0bycnoB-
NIEHO HepaBHOMEPHLIM pacnpefeneHeM KpoBoobpalleHus
Mo KosnaTepakHeIM cocynaMm. B cBoto ouepesib, MO3aUiHOCTb
pacnpefienieHns Npu3HaKoB Uwemun — ¢ubpo3a, ouaros He-
Kpo3a 1 HeKpobKo3a HebonbLIMX pa3MepoB, BCTPEYAIOLLMXCS
CpeAn HeM3MEHEHHOI TKaHW, NpegnoaraeT yyacTue B nato-
reHese COCYLOB MeJIKOTo Kanubpa u MUKpOLMPKYNATOPHOTO
pycna. CuHXpoHHOe noBpexaeHWe uiv aMbonus MHorounc-
NIeHHBIX COCY0B MENKOro Kanubpa B JaHHON aHaTOMUYECKO
obnacTu ManoBeposTHbI, YTO TpebyeT oTaaTh NpUOPUTET Te-
OpuM 00 MHOM MeXaHu3Me HapyLueHus KpoBoToka. Cpeau
npounx MexaHusmoB natoreHesa AHIBK npu BI" MoxHO oT-
AaTb MPefnoyTeHNe KOHLENUMU BHYTPUKOCTHON BHECOCYAU-
CTOI KOMMPECCMM, COMNTAacHO KOTOPO NPOUCXOANT CAAB/EHME
COCy#oB MH(UNLTPATOM W3 KneTok [owe, BCneacTBue Yero
pa3BMBAETCA WLIEMUS, KOTOpas MoTeHuMpyeT (ubporeHes
W [anbHelilee yXyALLeHWe KpoB0ObpaLLEHUS B BOBMIEUYEHHOI
obnacTu, 4o, B CBOK 04epefb, NPUBOLUT K (hOPMUPOBaHMIO
yyacTka Hekpo3a [20-22]. lMepudoKanbHO MO OTHOLLEHWIO
K Y4aCTKy HeKpo3a pa3BMBAETCA PEAKTUBHLIA OTEK TKAHEW,
yTo, CO CBOEW CTOPOHbLI, MOXKET OKa3blBaTb BAUSHME HA CO-
cefHue oyarv uHbMILTPaLKKM KieTok [oLwue, 3amycKas LienHyto
peaKLmio, NPUBOAALLYI0 K Pa3BUTUI0 aceNTUYECKOM0 HEKPO3a
ronoBkM beapeHHoN KocTu. bonbluas BbIpaxeHHOCTb Npu-
3HaKOB PeaKTUBHOM MepeCTPOMKK KOCTHbIX Bamnok B rpynne
bI' no cpaBHEHMIO C KOHTPONBHOW FPYNMOM TaKXKe No3BonseT
npeanonoxuTb bonee NPOACHUTENbHBINA NEpPUoS, Pa3BUTUS
WULLIEMUYECKMX M3MEHEHMIA B COMOCTAB/IEHUM C OCTPLIM pasBi-
TUEM WULLIEMIW NPY NOBPEXAEHNI/3MOONN KPYMHOTO COCyAa.

[nuTenbHas UWeMWS KOCTHOM TKaHW NpOKCMMasbHO-
ro Metasnugusa beppa npu AHIBK noarteepxpaetcs Bbi-
SIBNEHUEM PacnpoCTPaHEHHBIX YYacTKOB OCTEOCKJIEpPO3a
npu peHtreHorpadum u MPT-uccnepoBanuu. OcTeockne-
po3 TpabeKynspHOM KOCTU BUAEH HEBOOPYMEHHBIM 71a30M
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NP OMepaTUBHbLIX BMELLATeNbCTBAX, 3aTPYAHASA, HanpuMep,
UMnMNaHTaumio befpeHHOro KOMNOHEHTa 3HA0NpoTe3a.

OcobeHHOCTM KpoBOCHabMeHMs roloBKM beapa v BbICOKMIA
penapaTvBHbIA NOTEHLMAN B AETCKOM BO3pacTe Onpefensior
0COOEHHOCTW KJIMHUKO-PEHTreHONor4eckol KaptuHel AHIBK
y LeTeii ¢ Bl, korga MoxHo Habniogate opMupoBaHMe coxa
magna 6e3 TAXKENOro BTOPMYHOIO KOKCapTpo3a [23, 24].

Takoe nposeneHne Bl Kak paclumpeHne/B3myThe KOCTH,
MOET coyeTaThCsa ¢ ocTeocksiepo3oM npu AHIBK, Ho HuKor-
3 He pacnpoCTPaHAETCA Ha FONOBKY U LLeNKy beapa, Yto Mo-
XeT yKa3blBaTb Ha Pas3nnyHble MaTonoruyeckue NpoLecchl,
MPUBOASALLME K UX BOSHUKHOBEHUIO. TEM He MeEHee coyeTaHue
AHIBK ¢ ocTeockniepo3oM MeTam3apHOi KOCTM, pacLumpe-
HWeM/B3yTUEM KOCTHOMO3TOBOW MOJIOCTU MPOKCUMAIbHOIO
oTaena anadmsa beapa ¢ BTOPUYHOW OCTEOMEHMEN M OCTEO-
Mopo30M MPUBOJMUT K CTPYKTYPHO-aHaTOMUYECKUM WU3MEeHe-
HWAM, 3HAUYUTESIBHO 3aTPYLHAIOLLMM BbINOSIHEHWE OpTONeau-
YecKux onepauui [13].

BbisiBNeHHOE Npy rUCTONOMMYECKOM MCCef0BaHMM OTCYT-
CTBME CHWUXKEHUS pereHepaTUBHOM NOTeHLManNa KOCTHOW TKa-
HW npu Bl cornacyetcs ¢ AaHHbIMKM paHee onybnnKoBaHHOrO
uccnepoahus E. Lebel u coasr. [27]. 3To no3BonseT ucnonb-
30BaTb NpW 3HAOMPOTE3MPOBaHUM Ta30bepeHHOro cycTaBa
y nauueHnToB ¢ bl" beceMeHTHble KOMNOHEHTLI, TpebytoLme
JarnbHeNLLeN 0CTEOMHTErpaLmp.

3AKJIO4YEHUE

TakvM obpasoM, K BosHMKHoBeHMto AHIBK npu Bl npu-
BOAWUT ANWUTENIbHAA ULIEMMS KOCTHOW TKaHU NMPOKCUMabHO-
ro Metasnudusa beapa Ha GoHe MHPUNBTPALUM KOCTHOIO
Mo3ra KneTkamu owwe HesaBucuMo oT aautensHocT 30T,
HepeaKo COMpOBOMAAIOLLAACA Pa3sBUTMEM OCTEOCKIEpO3a.
Y naumenToB ¢ bI' He 0TMEYEHO CHUKEHMSA pereHepaTMBHO-
ro MoTeHUMana KoCTHOW TKaHU B MPOKCMMANbHOM MeTaduse
Geapa, 4To NO3BONISET PacCUMTLIBATb HA OCTEOMHTErpaLMIo
MMMN/1aHTaToB Npu opToneamnyeckux BMeLuatenscTBax. AHIBK
npu Bl MoXeT coyeTaTbCs € APYrMMU KOCTHBIMU NpOsBNe-
HWUAMU, TaKUMW KaK pacLuMpeHue/B3ayTE KOCTHOMO3OBOVA
MonocTM NPOKCUMAanbHOro otaena Avadusa c passBuTUEM
OCTEOMeHUM W 0CTeonopo3a, YTo TpebyeT MHAMBMOYaNbHOMO
noaxoda Mpu NNaHUPOBaHWUM OMEpPaTUBHOIO JIEHEHUS OPTO-
neAuYecKoi NaTonorum.

AOMO/IHUTE/IbHO

Brnap aBTopoB. Bce aBTopbl 006pnnn huHanbHyto Bepcuio nepen,
nybamMKaLpen, a TakxKe Coracunmcb HeCTV OTBETCTBEHHOCTb 3a BCe
acneKTbl paboTbl, rapaHTUpys Haasexalliee pacCMOTpeHue u pe-
LLeHWe BOMPOCOB, CBSA3aHHBIX C TOYHOCTBIO M [OOPOCOBECTHOCTbIO
nobor eé yactu. Hanbomblumin BKNaA pacnpefenéH creaytoLm
obpa3zom: B.E. MaMoHOB — xupyprudeckoe neyeHne NaLMeHToB,
0630p nuTepatypsl, cbop M aHanu3 AaHHbIx Poccwiickoro peru-
cTpa naupenToB ¢ b, aHann3 MPT 1 peHTreHorpamm, HanucaHne
TEKCTa U pefakTvpoBaHue ctathu; A.A. ConoebéBa — pa3paboTka
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npotokona MPT-uccrnepoBaHus npu bonesww [olue, BbINOMHEHWE
n aHanm3 MPT-m3obpaxennin 1 pentreHorpamM; .M. Yebora-
pEB — MpoBefieHWe rucTonornyeckoro uccnenosanus; P.B. Mo-
HOMapéB — cbop AaHHbIX, BeLleHV e 1 NPefoCTaBMeHMe BbIKNALKM
[JaHHbIX M3 Poccuiickoro pernctpa naumenTos ¢ bl B.A. HakoHeu-
HbI — KypaLus 1 y4acTue B XMPYPriiecKoM NeYeHnn NaLmeHToB,
cbop MPT-130bpaxeHnit M peHTreHorpamMM 13 basbl MeMLMHCKON
MHbOpMaLMoHHOM cucTeMbl; E.A. JlykuHa — pefakTupoBaHue Tek-
CTa CTaTbu, 06LLee PyKOBOLCTBO UCCME[0BAHNEM.

WUcTouHunkm dmuHancmpoBanus. OTcyTcTByioT.

PackpbiTie MHTepecoB. ABTOpbI JEKIAPUPYIOT OTCYTCTBUE ABHBIX U
MOTEHLMaNbHbIX KOHDJIMKTOB MHTEPECOB, CBA3aHHbIX C MPOBEAEH-
HbIM MCCNeJ0BaHMEM W NYBIMKaLWMEN HACTOSALLEN CTaTby.
PaccmotpeHue M peueHsupoBanue. Hactosias pabota nofaHa
B )KYpHaN B MHULIMATVBHOM NMOPSIKE 1 pacCMOTPEHa Mo 0bbI4HOM Npo-
Lenype. B peLeH3vpoBaHuv y4acTBoBaM ABa BHELLHWX PELIEH3eHTa,
usleH pefaKLMOHHON KOMNErviv U HayYHbIA pefjakTop U3LaHus.
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