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HaumoHanbHbIi MeAMLMHCKUIA UCCe0BaTesbCKUN LIEHTp TpaBMatosorum 1 optoneany um. H.H. Mpuoposa, Mockea, Poccus

AHHOTALMA

MpenctaBneH 0630p nUTepaTypbl, MOCBALEHHON W3YYEHWIO XPOHWYECKOrO PELMAMBMPYIOLLEr0 MHOr004aroBoro 0CTEOMM-
enuta. 310 opdaHHoe 3aboneBaHue, nopaatolLee NPeUMyLLECTBEHHO AEeTel U NOAPOCTKOB, KOTOpoe 00M1afaeT LUMPOKUM
CMEKTPOM KIIMHUYECKMX NPOSIBNEHMIA U MHOXECTBOM BOMPOCOB B acneKTe AMArHOCTUKM, NatoreHe3a 1 neyexus. 063op Hocut
aHaNMTUYECKUI XapaKTep WU NPOBEAEH C MCMOMb30BaHWEM 0a3 AaHHbIX MeAMLMHCKONM NUTepaTypbl U MOMCKOBbIX PECYpcoB
PubMed (MEDLINE), Google Scholar u eLibrary. B 0630pe 3aTpoHyThl cnefytoLme acnekTbl: 3MMAEMUONONUS, KIIMHUYeCKas
KapTuHa, NaToreHes, AMArHOCTUKA, JIeYeHe, reHeTUYeckue GaKTopbl B NaTOGM3MONIOMMN XPOHUYECKOTO PELMAVNBUPYIOLLETO
MHOr004aroBoro 0CTeOMWeNNTa Yy YenoBeka. Llenbio faHHoro o63opa sBnseTca yrnybneHne 3HaHWNA MPAKTUKYIOLWMX Bpayeil
0 AaHHOM 3ab0M1eBaHMM, YTO NO3BOSMT UM CBOEBPEMEHHO BbIABNIATL GONBHBIX M Ha3HaYaTb afleKBaTHOE JIeYeHue.

KnioueBble cnoBa: XpoHuueckud HebaKTepuanbHbIA OCTEOMMENNUT;, XPOHUYECKUA PeLMAMBUPYIOLLMIA MHOr00YaroBbIi
ocTeoMuenuT; bucdocdoHarsbl.
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Chronic recurrent multifocal osteomyelitis:
aspects of epidemiology, pathogenesis, clinical
manifestations, diagnosis and treatment:
literature review

Alexander A. Ochkurenko, Alexander A. Kuleshov, Gazinur N. Tairov, Marchel S. Vetrile,
Igor N. Lisyansky, Sergey N. Makarov, Yuriy V. Buklemishev, Nikolay A. Aganesov

Priorov National Medical Research Center of Traumatology and Orthopedics, Moscow, Russia

ABSTRACT

The paper presents a literature review on chronic recurrent multifocal osteomyelitis. This orphan disease, which primarily
affects children and adolescents, has a wide range of clinical manifestations and presents various diagnostic, pathological, and
therapeutic problems. An analytical review was performed using medical literature databases and PubMed (MEDLINE), Google
Scholar, and eLibrary search systems. The review addresses the following: epidemiology, clinical presentation, pathogenesis,
diagnosis, treatment, and genetic factors in the pathophysiology of chronic recurrent multifocal osteomyelitis in humans. The
review aimed to improve clinicians' understanding of this disease, allowing for timely diagnosis and appropriate treatment
initiation.
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0B30PHI

BBEJEHUE

XpoHUYEeCKMIA peLmaMBUPYIOLLMIA MHOMO0YaroBLIM 0CTEO0-
Muerut (XPMO), unm XpoHUYecKuii HebaKkTepuanbHbIA 0CTeO0-
muenut (XHO), u3BecTHbIM B OTEYECTBEHHOM NUTepaType
KaK MepBWUYHO-XPOHUYECKUIA MHOM00YAroBbI 0CTEOMUENNUT
(NMXPMO), npeactaenseT coboii ayToBocnanuTeNbHoe 3abone-
BaHWe KOCTEN, KOTOPOEe NopakaeT NpeuMyLLeCTBEHHO AeTei
1 noapoctkoB [1-3] ¢ NMKOM Hayana NaTonoruyecKoro npo-
Lecca Mexay 7 v 12 rogamu, Ho MOXKeT BCTPeYaThCs BO BCEX
BO3paCTHbIX FPynnax v oTHocuTCA K opdaHHbIM 3aboneBa-
HuaM (ORPHA: 324964). CneKkTp KNMHMYECKMX MPOSIBAEHUI
pa3Hoobpa3eH U BapbMpyeT OT eLUHWYHBIX 6ECCUMMTOMHbIX
MnopaXKeHui KocTen [0 Haubonee TAXENbIX HOPM, CONPOBO-
HOAIOLLMXCA MHOXECTBEHHBIMU MOPAXKEHUSIMU KOCTEN, Cy-
CTaBOB, KMLLEYHWKA M KOXHBIX NOKpoBoB [1-8].

Matodmsnonorns XPMO HeocTaTouHO M3Y4eHa, HO UMe-
toTcst paboTbl, CBUAETENLCTBYIOLLME O TOM, YTO OCHOBHO
npuymMHOi 3ab0N1EBaHNA ABNAKTCA HApYLUEHUS B KJIETKax
BPOXAEHHOr0 MMMyHuTeTa [1, 3-5]. MoHouuTbl noaen
C AaHHbIM 3aboneBaHMeM He cnocobHbl NpPOAyUMpoBaTh
B OCTaTO4HOM 06bEMeE NPOTUBOBOCMANMTENbHBIE LIUTOKM-
Hbl, TaKkue Kak uHTepneikuu (UJ1) 10, UJ1-19. 310 npueo-
[MT K aKTUBaLMUKU NPOBOCMANUTENbHBIX LIUTOKMHOB, TaKUX
Kak UJ1-1b, UJ1-6, dakTop Hekposa onyxonu anbda (PHO-a),
KoTopble BO3AeWCTBYIOT Ha peuentopbl RANK ocTeokna-
CTOB, aKTMBUPYA UX. [M0BbILIEHHAsS aKTUBHOCTb OCTEOK/a-
CTOB MPUBOAUT K pe3opbuum KOCTHOW TKaHM M acenTuye-
CKoMy Bocnanenuio [1, 3-6].

B HacTosLlee BpeMs OTCYTCTBYKOT NPOCMEKTUBHO LOCTO-
BEPHbIE W LUIMPOKO NMPU3HAHHBIE AMArHOCTUYECKUE KPUTEPUM,
B CBA3M C YeM 3aboneBaHve XPMO sBnsetca amMarHo3oM uc-
Kntouenus [1, 6]. B cpegHeM oT MOMeHTa MOSBNEHUS CUM-
NTOMOB [0 MOCTaHOBKM JWarHo3a npoxoguT okono 1-2 ner,
YTO OTPMLATENBHO CKa3bIBAETCS Ha KAYECTBE XU3HU NaLyeH-
TOB U MOXKET NPUBOAMTD K BO3HUKHOBEHUIO HEOBpaTUMBIX M-
CefCTBMI CO CTOPOHLI OMOPHO-ABMraTesIbHOro annapara [2].

Ha naHHbIi MOMEHT He CyLLiecTByeT 3TMOTPONHON Tepanum
XPMO. Jleyenue naupentoB ¢ XPMO onucaHo Ha OTHOCUTESb-
HO HeBONbLUMX CepUsAX KITMHUYECKUX CNyYaeB U B HACTosLLee
BPEMS YalLle HOCUT AMMUpUUIecKmiA xapaKTep [2, 7]. OHo 0bbluHo
BKJIKOYAET HeCTeponaHbIe NPOTUBOBOCMANMTENbHbIE Npenapa-
bl (HMBIM), KopTuKoCTepoMAbl, 6asncHbIE NPOTMBOPEBMATHYE-
CKvie npenapartbl (CynbdacanasvH uim MeToTpeKcar), briokato-
pbl ®HO-a [1-3]. B nocneaHue roapl BCE bonbluee BHUMaHWe
CTanu yoenstb npuMeHenuto bucdocdoratos [1-3].

METOA0/10r 14 NOUCKA UCTOYHUKOB

WcTouHnKoM uHbOpMauMM SBNSANCH MOJHOTEKCTOBbIE
nybAMKaLuMM B MHOCTPaHHBIX M OTEYECTBEHHbIX JKYpHanax,
oToOpaHHble Mo 6a3aM aaHHbx PubMed (MEDLINE), Google
Scholar u eLibrary npu ucnonb3oBaHuM crepyowWwmx Kiio-
yeBbIX TepMuHOB: «chronic non-bacterial osteomyelitis
(CNO)», «chronic recurrent multifocal osteomyelitis (CRMO)»,
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1 HayuHon anektpoHHoun 6ubnuotekn eLIBRARY (eLibrary.Ru)
Mo KJ/IIOYEBLIM C/I0BaM «XPOHMYECKWUW HebaKTepuanbHbIi
octeomuenut (XHO)», «XpOHUYECKUN peLMaUBUPYIOLLIMI
MHOroo4aroBbIi octeomMuenut (XPMO)».

OBCYXAEHUE

Inuaemuonorus

Bnepeble faHHOe 3aboneBaHue bbino onucaHo B 1972 r.
A. Giedion KaK NOAOCTPLIA U XPOHMYECKUIA CUMMETPUYHBIN
ocTeoMuenT [8]. TepMUH «XPOHMYECKUIA PeLUaUBUPYIOLLMIA
MHOroo4aroBblii octeoMuenut» Beenn EP. Probst u coasrt.
B 1978 r. [9]. B HacTosllee BpeMs B AuTepaType OMMUCAHO
okono 500 cnyyaes XPMO, npenMyLLECTBEHHO B BUAE CEpum
cnyyaeB [2]. CywiecTBylT pasnnyHble CBEAEHUS O pacnpo-
cTpaHéHHocTn XPMO. CornacHo nuTepaTypHbIM UCTOYHMKAM,
OHa Bapbupyet oT 1 1o 4 ciyyaes Ha MunnmoH [1, 10], Ho uc-
TMHHYIK0 PacrpOCTPAHEHHOCTb TPYAHO OLEHUTb, TaK Kak 310
Manou3BecTHoe 3aboneBaHue 1, BEPOSATHO, B 3HAUMTENTbHOM
cTenenn He auarHoctupyetcs [11]. PacnpocTpaHéHHocTb 3a-
BoneBaHus cpeay AeBOYEK B 2 pa3a BbiLLe, YeM CPeAM Mab-
umkos [9, 12, 13]. UmetoTcs pacoBo-3THUYECKME 0COBEHHOCTM
ero pacnpocTpaHeHus B BUAe NpeobnasaHus eBponeouaHol
pacbl [2, 14-17]. Mk MaHudecTaumm 3aboneBaHns yalle
BapbupyeT Mexay 7 u 12 rogamu, HO MOKeT BCTpeyaThCs
BO BCex BO3pacTHbIx rpynnax [1-3, 18-20]. U3-3a uHoraa
NETKNX U HECTIELMGUYECKNX KITMHUYECKWX NPOSIBNEHNIA Y He-
KOTOpbIX [leTeN AMAarHOCTUKa MOXET BbiTb 0TCPOYEHa; onpoc
B CLLIA BbISIBUN CpefHIo 3aaepxKy npuMepHo B 2 rofa [21].

KnuHuka

KnuHuueckas KaptuHa u taxects XPMO y naumeHToB
3HaUMTENBHO Pas3nMUaloTcas — OT BECCMMMTOMHOIO TeYeHUs
[0 MHOXECTBEHHBIX MOPaXeHUN KOCTel, CONpOoBOKAAIOLLINX-
CS BblpaXKeHHbIM 60NIEBBIM CMHAPOMOM, OTEKOM, rMnepemMu-
€M, HapyLLleHneM QYHKUMM MOpaXKEHHBIX CErMeHTOB, Cylue-
CTBEHHO CHUKAIOLIMM KA4ecTBO KM3HW. KpoMe OCHOBHbIX
NPOABNEHNUA JIOKANbHOTO BOCMaNEHUs KOCTel, 3aboneBaHue
MOXET COMpoBOXAaThca CybdebpunbHoil TeMnepaTypoil,
MOpaeHNEM KOXKHbIX MOKPOBOB, KULLEYHMKA, CycTaBoB. [1o-
pakeHMe KOXKHbIX MOKPOBOB, BKJOYaloLLee akHe, NafoHHO-
MOAOLUBEHHBINA NYCTYNE3, ncopuas, BcTpeyaetca B 8% ciy-
uae. lNopaxeHune K1WeyHWKa (Jawwe Bcero 6onesHb KpoHa)
otMevaeTcs B 10% cnyuaes. lNopaxeHne cycTaBoB B BULE
CUHOBMTa 06bIYHO MaHWbeCcTUPYeT B KPECTLIOBO-MOAB3AOLL-
HOM U TPYAMHO-KIIOUMYHOM COYNIEHEHUSX, Ta300eApeHHbIX
U KomeHHbIX cyctaBax [6]. XPMO, conpoBoxpaatoweecs no-
PaXKeHUEM KOMXHbIX MOKPOBOB M CUHOBMTOM, B JMTepaTy-
pe yalle paccMaTpuBaeTcs Kak cuHapoM SAPHO (akpoHum
oT Synovitis — cuHoBuT, Acne — akHe, Pustulosis — nycTy-
neés, Hyperostosis — runepoctos, Osteitis — octeuT) [6, 11].

XPMO valLe Bcero nopaaet MeTadu3sbl JJIMHHBIX KOCTEN,
KOCTM Ta3a, NO3BOHOYHMKA UnKM nneyeBoro nosca [14, 17, 22].
Jlokanusaums o4aroB nopaxKeHus y B3poc/biX U LeTeN pasnu-
yaeTcs: TaK, cornacHo uccneposanuio A. Skrabl-Baumgartner
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¥ coasr. (2019 r.) [23], y neTel yalle NOpaXaroTCA KIoYULbI
(61,7% y netent, 10% y B3pocnbix) M MeTadu3bl ANMHHBIX KO-
cTen (33,3% y neten, 10% y B3pocnbix). BoBneyeHue rpyauHbl
yalle BcTpeyaetcs y B3pocnbix (8,3% y peteid, 50% y B3poc-
TbIX), PaBHO KaK 1 NopaxeHue No3BoHKOB (21% y petent, 50%
y B3pocnbix) (puc. 1).

Mpyn oTCYTCTBUM TepanuW AaHHOTO 3aboneBaHus, a TaKke
MpY TSXKENOM TEYEHWUM MOTYT BO3HWKATb HEOBpaTUMBble Mocnes-
CTBMA CO CTOPOHbI OMOPHO-ABMraTe/bHOMO anmnapata B BUAE
MaToNorMyecKuX NepenoMoB, AedopMaLmi KOHEYHOCTEN U No-
3BOHOYHMKA, KOCTHBIX pa3pacTaHui/rnepocTosa, TpebyroLumx
BbIMOJHEHMS XMPYPrUYECKUX BMELLIATENbCTB [24, 25].

MatoreHes

3a nocnepHue rofbl HayyHble UCCNELOBAHUS YMyuLLIWM
noHMMaH1e MonekynsapHoii natodmsuonorun XPMO. OaHako
U3-3a CNOMHOCTW 3aeiCTBOBAHHbIX MEXaHM3MOB, a TaK-
e KJ/IMHUYECKON U MOJIEKYNIAPHOW BapuabenbHOCTU Mexay
naumeHTamMu To4Hasa natoguamonorns XPMO po cux nop
ocTaétca HemssectHoW [1]. [pepnonaraBluasics nepBoHa-
YanbHO WMH(EKUMOHHAA npuuuHa passutusa XPMO Obina
UCK/loYeHa B HECKONbKMX uccnepoBanusax [1, 26]. Kpome
TOro, JIeYeHMe aHTUOMOTMKAMM He NMPUBOAMIIO K PEMUCCUM
y naumeHtoB ¢ XPMO [26-36]. lepBoHauanbHble OTHETHI
o Propionibacterium acnes, MUKoNAa3MaXx UM CTaMIOKOKKax

Orbital roof 4% ~__
Mandible 4% —__

Clavicle 42% ——
Sternum 8% ——
Ribs 4%

Humerus 8%
Radius 4% —____
Ulna 4%  —_

<

Vertebrae 21% ,71

S
Pelvis 21% g
Femur 17%
Patella 4%

Tibia 21% —

Fibula 8%

Feet 17%
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B 6VIOI'ITaTaX KOCTH, BGpOFITHO, 6blﬂl/| CBA3aHbl C KOHTAMUHA-
LIMEN KOXHbIMKU KoMMeHcanamu [1, 11, 13, 26-31].

B HacTosLlee BpemA naToreHes AaHHOrO 3aboneBaHus
CBA3LIBAIOT C MOJEKYNAPHBIMKA HAPYLLUEHMAMU B KJIETHAX
BPOMAEHHOMO MMMyHWUTETa. BocnaneHue KocTeil BO3HMKaeT
B pesy/bTaTte AuchbanaHca 3KCpeccun LIMTOKMHOB KIeTHaMu
BPOM/IEHHOM0 MMMYHWUTETA, YTO NMPUBOAUT K anddepeHum-
POBKE U MOBbILIEHHOI aKTUBHOCTY OCTEOK/IACTOB, BCIEACTBUE
Yero BO3HUKAET PEMOAENMPOBaHNE KOCTHOM TKaHM C IM3MCOM
1 acenTYecKuM BocnaneHumeM [5, 9, 19, 38-42].

MonekynspHas natogusmonorus
XPOHMYECKOr0 peLuanBUpYIOLLErO
MHOroo4yarosoro ocreoMuesiMTa

BocnaneHnue npeacraenset coboi MOLLHBIA U HEHanpaB-
NeHHbIA MEXaHWU3M 3aLUMTbI OT IK30TEHHBIX MATOrEHOB MK 3H-
[OTEHHBIX areHToB (TaKMX KaK WMHGEKLMW, NOBPEKLEHHbIE
TKaHu). Bocnpusatue 3TuX areHTOB MPOMCXOAMT C MOMOLLbIO
peLienTopoB pacno3HaBaHus 06pa3os (PRR), Takux Kak acco-
LMMpoBaHHble ¢ MembpaHoii Toll-nonobHble peuentopsl (TLR)
¥ NPEUMYLLECTBEHHO LIMTOMIa3MaTUYECKU JIOKANM30BaHHbIE
NOD-nopmo6bHble peuentopbl (NLR). Mocne pacnosHaBaHus
ONacHbIX CUMrHanoB MOHOLMTaMW/MaKpodaramMu akTUBUpY-
10TCAA My/IbTUOENKOBBIE KOMMEKCHI, Ha3blBaeMble MHbNaM-
macoMamu. B coctaB NLRP3-undnammacomsl Bxogst NLRP3,

__— Clavicle 10%
——— Sternum 50%
—— Ribs 30%

™~ Vertebrae 50%

Pelvis 20%

Femur 10%

= Feet 10%

Puc. 1. Pacnpe,u,eneHMe HOpa)I(EHVIVI KocTen Y NaumneHToB C XpOHUYECKUM pelmManBupyoLiuM MHOMO04YaroBbiM 0CTeOMUENTUTOM: CneBa —

MaumeHTbl AEeTCKOro BO3pacTa, CnpaBa — B3pOCble naumeHTbl [23].

Fig. 1. Distribution of bone lesions in patients with chronic recurrent multifocal osteomyelitis: on the left — pediatric patients, on the

right — adult patients [23].
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ASC v npokacnasa-1. [ocne akTMBaUmu MHGIAMMacoMbl Ka-
cnasa-1 pacwennset npo-WUJ1-1B 1 npuBoaMT K BblLENeHMIo
aktuetoro WJ1-1B. B MoHoumtax naumentoB ¢ XPMO Hapy-
weHa curHanusaumsa MAP-kuHas Erk1 u 2, yto cnocobetayet
CHUKEHMIO 3KCMPECCUM MMMYHOPETYNATOPHbIX LMTOKWHOB
WIT-10 n UN-19. JNK n p38MAPK He 3aTpoHyTbl, 4TO NpuBO-
JMT K 3KCMpEeccun NpoBocnanuTenbHbIx LmtokuHos (PHO-a,
nN-6, WI-1B, UN-20). CHukenue skcnpeccum UIT-10 u UIT-19
cnocobCcTBYeT YCUNEeHMI0 aKTMBaLMKU MH(IaMMacoM 1 noce-
aytoweMy Bbicoboxaenuio WJ1-1B. MpoBocnanutenbHble
untokuHbl ®HO-a, WUN-6, UN1-20 n UN-1B ycunueatoT B3a-
UMogencTBre MeMbpaHHbIX peuentopoB RANK ¢ ux pacteo-
puMbiM nraHaoM RANKL Ha KneTKax-npepLecTBeHHUKaxX
OCTEOKJ1aCTOB W BbI3bIBAIOT AU(HEpPeHLMPOBKY M aKTUBALMIO
ocTeoknacToB (puc. 2) [6]. MoBbilEHHas aKTUBHOCTb OCTEO-
KnacToB, onocpefoBaHHas AucbanaHcoM Mexay npoTuBO-
W MPOBOCMANMUTENbHBIMU LUTOKMHAMU, CNOCOBCTBYET XPOHU-
YECKOMY acenTUYeCKOMY BOCMAIEHMI0 KOCTEN C SBNEHUSMU
nm3unca unm ckneposa [32].

Jlmarnoctuka

IwnarHoctvka XPMO saBnsetca akTyanbHon npobnemoii
BBUZY TOTO, YTO B CPELHEM OT MOMEHTA NOABIEHUA CUMNTO-
MOB [0 NOCTAHOBKM AyarHo3a npoxogut okono 1-2 net. [laH-
Hblii aKT OTPMLATENbHO CKA3bIBAETCA HA KayecTBe MU3HM
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NaUMEHTOB M MOXET XapaKTepu30BaTbCA BO3HWKHOBEHWEM
HeobpaTMMBbIX NOCNEACTBUN CO CTOPOHBI OMOPHO-ABUraTENb-
Horo annapara [2, 16, 21, 33].

InarHoctnyeckue Kputepuu XPMO 6bin npeanoeHsl
A. Jansson u coasr. ewé B 2007 rogy (tabn. 1) [34, 35]. Co-
rnacHo umM XPMO nofTBepaaeTca Npu Hanu4mm aByx 6onb-
LUMX WM OLHOIO BONBLLIOTO M TPEX MasbX KpUTEPHEB.

HecMoTps Ha BbILIEW3NOXKEHHBIE KPUTEPUM, HA LaHHBIA
MOMEHT OHW He SBNISIOTCA MPOCMEKTUBHO AO0CTOBEPHLIMM
W LUMPOKO NPM3HAHHBIMW, B CBSA3M C 3TUM 3abonesaHue
XPMO npencraBnsiet coboi amarHo3 ucknouenus [1, 6].
KnuHuueckue nposeneHus 3abonesaHus He sBAKOTCA na-
TOFHOMOHWYHBIMU M NO3BONSAIOT NULLb 3anof03puTh 3abone-
BaHUe, TaK e KaKk W NnabopaTopHble NoKas3aTenu, KoTopbie
[aloT Hecneunduyeckue pesynbTathl. 06bIYHO Y MaLUMEHTOB
¢ XPMO npucyTCTBYHOT HE3HAUUTE/bHO MOBBLILIEHHBIE MOKa-
3atesm C-peakTtuBHoro benka (CPB) u ckopocTu ocepaHus
aputpoumToB (C03J) ¢ yacToTom ot 49 o 80% [1, 2, 16, 34].
XoTa 370 ¥ He sBRsAeTcA CneuMdUYHbIM M He UCKIYaeT
XPMO, cunbHo noBbilweHHble nokasatenu CPB n CO3 (6o-
nee YeM B 3 pasa BbllLe BepXHel rpaHuLibl HOpMbI) TpebytoT
UcKNo4eHus auddepeHumancHblx auarHosos [21]. Y petei
C [aHHbIM 3aboneBaHWEM BbIABNAIOTCA AHTUHYKNEapHbIe
antutena ANA (8-38%) u HLA-B27 (2-25%) [2, 14, 16, 34,
L6—-48].

ATP

Puc. 2. NatoreHe3 aKTMBaLMM OCTEOKNACTOB NMPYU XPOHUYECKOM PeLMAVBMPYIOLLIEM MHOrO0YaroBOM ocTeoMuenute [6].
Fig. 2. Pathogenesis of osteoclast activation in chronic recurrent multifocal osteomyelitis [6].

DOl https://doiorg/10.17816/vt0625736

713


https://doi.org/10.17816/vto625736

74

REVIEWS

Vol. 31 (4) 2024

N.N. Priorov Journal of Traumatology and Orthopedics

Tabnuua 1. bonblune 1 Manble KpUTEPUM AMArHOCTUKM XPOHUYECKOTO PELIMAMBMPYIOLLEFO MHOTO0Yar0BOr0 OCTEOMMENMTA (aanTUPOBaHO
u3: A. Jansson, Proposed major and minor diagnostic criteria of CRMO, 2007 [34, 35])

Table 1. Major and minor criteria for diagnosing chronic recurrent multifocal osteomyelitis (adapted from: A. Jansson, Proposed major and

minor diagnostic criteria of CRMO, 2007 [34, 35])

bonblune AuarHocTu4yecKkue Kputepum

Manbie AUnarHocTu4yecKkue Kputepum

1. PeHTreHonornyeckoe NOATBEPXKAEeHNEe 0CTeoIMTUYECKOro
UK CKNEepoTUYECKOro Nopa*KeHna Koctu

A. OTcyTCTBME M3MEHEHWI B NOKa3aTensx 0bLLero aHanM3a KpoBy 1 Xo-
poluee obLlee caMouyBCTBME

2. MHoroo4aroBoe nopaeHue KocTei

B. HesHauuTensHoe unu yMepeHHoe noBbileHKe nokasatenei CPB n CO3

3. JlanoHHO-NOAOLLIBEHHBIN MYCTYNE3 UKW Ncopuas

C. InutenbHocTb 3aboneBaHua bonee 6 MecsLeB

D. Mmnepoctos

E. Accoumaums ¢ ApyrumMu ayToMMMyHHBIMU 3a00/1€BaHUSAMM, KpOMe

4. CrepunbHas BMOMNCHS KOCTU C NpU3HAKaMK BOCTIaNeHus!
u/unn pubposa/ckneposa

JNTaA0HHO-NOAOLLBEHHOIO nyCTyné3a unu ncopuasa

F. OTAroLLEHHbIN HacNeACTBEHHbIA aHaMHe3 B BULE Hannumns

POACTBEHHMKOB NEPBOI M BTOPOI CTeNeHW POACTBA C ayTOMMMYHHBIMM
WM ayToBoCnanuTebHbIMK 3aboneBaHuamu win ¢ XPMO

pumeyarue. XPMO — XpoHUYECKMIA peLmaVBUPYIOLLMA MHOro04aroBbIi octeoMuenut, CPb — C-peaktusHbin 6enok, C03 — cKopocTb ocepanus

3pUTPOLMTOB.

Note. XPMO — chronic recurrent multifocal osteomyelitis, CPb — C-reactive protein, C03 — erythrocyte sedimentation rate.

MoBbILIEHHbIE YPOBHM LIMTOKWHOB B KPOBU MOTYT ObiTh
MOME3HbIMU MHCTPYMEHTaMU ANS AMArHOCTUKY Y NaLMeHTOoB
¢ XPMO B byayweM. YpoHu OHO-a n WUJ1-6 B cbiBopoTKE
KpoBM y yacTu naumentoB ¢ XPMO yMepeHHO noBbiLLeHbI [34,
36]. Ectb pabotbl, CBMAETENLCTBYIOLLME, YTO Y NALMEHTOB
¢ XPMO noBbilweH Habop CbIBOPOTOYHBLIX BENKOB (3 MMEHHO
umTokuH UJN-6, xemokuHbl CCL1T n CCL5/30ToKeumH RANTES,
KonnareH la u pactopumbiin peuentop WI-2/sWUJ-2R) (2, 37,
38]. Tpn cbiBOpPOTOUHbIX BEnKa, a UMEHHO XeMokuH MCP-1,
untokud W1-12 n pactBopumbin peuentop WUJ1-2, obnagator
MOTEHLMANOoM AJ1S OLEHKM aKTUBHOCTW 3aboneBaHus B OTBET
Ha neyenue [38]. OgHaKo 3TV AaHHble TPeBYIOT AaNbHEMLLMX
“ccnefoBaHUiA AN1S NOBLILUEHWS [OCTOBEPHOCTH.

MeTogbl BM3yanu3auuu MMeIOT KIYeBOE 3HayeHue
ana auarHoctukm XPMO u ucknioyenns auddepeHumnans-
Hbix anarHo3oB [30]. K Haubonee MHQOPMATMBHLIM OTHO-
CAT MarHWUTHO-pe30HaHcHy ToMorpaduio (MPT) Bcero Tena
(total body) (puc. 3) u cumHturpadmio Kocten ckeneta [51].
BocnanutenbHble nopaxeHus KocTeir MoryT BbiTb 0bHapy-
JKEHbl Ha 00bIYHBIX PEHTrEHOrpaMMax KaK OCTEONIMTUYECKME
UM cKnepoTudeckue odarn [40—42]. Ho peHTreHonornyeckme
MPOSIBIEHUS MOTYT HE BbISBAATLCA HA HayanbHbIX CTagMsX
B CBSAI3M C OTCYTCTBUEM U3MEHEHUIA B CTPYKTYPE KOCTHOM TKa-
HW. B yacTHoCcTM, Ha paHHUX CTaausx 3aboneBaHus MeTofpl
MarHMTHO-pe30HaHCHOM ToMorpadum U cumHTMrpadum obna-
LAl0T BbICOKOW YyBCTBUTENbHOCTBH. OfHAKO CLMHTMrpadms
obnafiaet Ny4eBoil Harpy3Kom, U B NPUOPUTETE UMEHHO BbI-
nonHenne MPT. C noMOLLbI0 AaHHBIX MCCNIEA0BAHMIA MOXHO
BM3Ya/IN3MPOBaTh OTEK KOCTEN eLLE [0 TOro, KaK Pa3oBbHTCS
OCTEOJIUTMYECKME 0Yary UNW SIBNIEHWS CKIepO3a, U OHU Mo-
YT NOMOYb OLIEHUTb BOCMANIEHUE OKPYXatLLMX TKaHen. T2-
1 T1-pexkuMbl NO3BONSKT BbIABUTb BOCMANWUTENbHbIE MOpa-
YKEHUS KOCTEN M OKPYXaloLMX TKaHel [54—58]. MNopaeHHble
0Yary KOCTHOW TKaHU MPUBOAAT K (QOPMUPOBAHUI0 HWU3KOTO
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curHana Ha T1-B3BeLLeHHOM M306paxeHnu, BbICOKOTO Ha T2
U B PEXMMe XuponoaaeneHus. Bo BpeMs noctaHoOBKM aua-
rHO3a CNnedyeT BbINOMHUTL BU3yanu3auumio BCEro Tena € Uc-
nosnb3oBaHneM MetofoB MPT ans BbISBNEHWA KIMHUYECKU
BeccMNTOMHBIX mopaxeHuid [43]. MeTtogbl BU3yanusaummn
MPT Take BaHbl 4S8 OLEHKM aKTUBHOCTW 3aboneBaHus
BO BpeMs MNoc/ieaytoLlero HabniogeHus U Ans BbiSBNEHUS
1 MOHWUTOPUHIA HOBbIX 04aroB nopaxenus [43].

Mo naHHBIM [OCTYMHOM NMTEpaTypbl, BUoncMio KOCTM
BbinonHaAoT y 60—-80% naumentoB ¢ XPMO [14, 34, 44, 45].
XoTa B buonTatax Kocten nauueHtoB ¢ XPMO He bbino 3a-
PerucTpmpoBaHo cneunduyeckux ana 3aboneBaHus MapKe-
POB, OHM MOFYT MCK/IOYUTb XPOHUYECKYI0 DBaKTepuasnbHyto
npupoAy, 3M0KayecTBEHHbIE HOBOODpa3oBaHuUs WK Jpyrue
cUcTeMHble 3aboneBaHus. Mo HalleMy MHEHMIO, BBINOSHEHME
Mop(hOIorMyecKoro M MUKPobUONOrMYECKOro UCCNefoBaHUS
ABnseTcA 06s3aTeNbHbIM B AMArHOCTUKe 3aboneBaHus.

Pesynbtatbl buoncum koctei naumeHToB ¢ XPMO Bruitova-
10T NAOTHbIE MHGOWILTPATHI UMMYHHBIX KNETOK, JIM3UC KOCT-
HOM TKaHu, GpuUbpPO3 U/MNM HopManbHyIo KOCTHYH TKaHb [20,
34]. KneTouHble MHOMALTPATLI MOTYT MEHATLCA C TeYEHUEM
BpPEMEeHW U pa3BuUTus 3aboneBaHus. B 0CHOBHOM Ha paHHMX
cTapusix 3abonesaHus NpeobnagaioT HeMTPOGUITBI U MOHOLIM-
Tbl/MaKpodary, Ha bonee No3gHUX CTagUAX — NMMAOLMUTHI,
BKJ/IlOYaA Nyas3MaTuyeckue KieTku. Makpodaru sensiotcs
MOCTOSHHBIM KJIETOYHBIM KOMMOHEHTOM BO BpeMs 3TuX (a3
[46]. OnHaKo MHOMNLTPaTBI HA pasHbIX CTAAMUAX Pa3BUTUA —
peMmnccm 1 060CTpPEHMS — MOTYT COCYLLLECTBOBATb, OTpaast
aKTUBHOCTb 3aboneBaHus [25, 46].

XPMO sBnsieTcs auarHo3oM uckntodenns. OuddepeHum-
anbHas AMarHoCTUKa NpoBOAMTCS C MH(DEKLMOHHBIM (Hecne-
unduryeckne 1 cneumduyeckmne MHGEKLUM) 0CTEOMUENTUTOM,
3/710KaYeCTBEHHBIMU M [06pOKaYecTBEHHbIMKU 0bpa3oBaHu-
AMW, MeTaboNMUECKUMM W ApYrMW ayTOBOCMANUTENBHBIMU



https://doi.org/10.17816/vto625736

0B30PbI T.31, N2 4, 2024 BecTHvK Tpasmatonoriv v opToneaui uM. HH. Mpuoposa

Puc. 3. MPT Bcero Tena B pexkuMe STIR Kak cTaHAapT AMArHOCTUKM XPOHUYECKOTO PeLiMAMBMPYIOLLEr0 MHOrO04aroBoro octeommenuta. MPT-
KapTMHa MHOroo4YaroBoro nopaxeHus Koctei nauuenta K., 13 net. Ha cepum STIR Bcero Tena BoisiBnseTcs AMddY3HbIA OTEK CTEpPHANBHOM
KOHLIa IeBOM KJlounLbl (@), AMCTaNbHOrO MeTasnudusa npaBom fy4eBoi KocTh (b), OOKOBbIX Macc KpecTua € ABYX CTOPOH (C), CMeXHbIX
0TAE/10B TeN NOAB3AO0LIHON U CefanuLLHOM KocTeli cripaBa (d), NpoKCUManbHbIX MeTaanndm3oB bonbluebepLioBbix KocTei (Bonblue cnpa-
Ba), MPOKCMMasbHOM0 MeTasnudu3a ManobepLoBoi KOCTU cnpasa (e), AUCTabHbIX MeTaanugu3oB HonbliebepLoBbIX U ManobepLoBbIx
KocTeii (f), KocTelt npeanntocHbl 0benx cton (Bosblue crpasa) (g), NOCHEBbLIX KocTel NeBoi cTonbl (h). Takke onpeaenseTcs OTEK 3aaHe-
BepxHero otaena Th8 nossoHKa, nepegHero otaena Th10 no3soHKa. OnpenensioTcs CHUKeHWe BbICOTbI Ten no3soHkoB Th7 ao 1/2 u Th8
B NepefHeM W cpeaHeM otaene fo 1/3, aedopMaumsa BepxHeit 3aMblKaTeNbHOW NacTUHKK Thé. MHTeHCHBHOCTL curHana ot ten Thé, Th7
B MepefHUX U cpedHux otaenax Tena Th8 no3BOHKOB He M3MeHeHa — 3acTapesible KOHCONMAMPOBaHHbIE KOMMPECCUOHHbIE NEepenoMbi
(MocneacTBMS XPOHUYECKOTO PELIMAMBMPYIOLLErO MHOMOO4aroBoro octeoMuennTa). Ha faHHoM ypoeHe Thé-Th8 onpenensieTcst nokanbHoe
ycuneHue GU3K0IorMyecKoro Kudosa rpyaHoro oTAena no3BoHOYHMKA (/).

Fig. 3. Whole body MRI in STIR mode as the standard for diagnosing chronic recurrent multifocal osteomyelitis. MRI picture of multifo-
cal bone lesions, patient K., 13 years old. Whole body STIR series reveals diffuse edema of the sternal end of the left clavicle (a), distal
metaepiphysis of the right radius (b), lateral masses of the sacrum on both sides (c), adjacent parts of the bodies of the ilium and ischium
on the right (d), proximal metaepiphysis of the tibia bones (more on the right), proximal metaepiphysis of the fibula on the right (e), distal
metaepiphysis of the tibia and fibula (f), tarsal bones of both feet (more on the right) (g), metatarsal bones of the left foot (h). Edema of
the postero-superior part of the Th8 vertebra and the anterior part of the Th10 vertebra is also determined. A decrease in the vertebral
bodies of Th7 to 1/2 and Th8 in the anterior and middle sections to 1/3, and deformation of the upper endplate of Thé are determined. The
intensity of the signal from the Thé, Th7 bodies in the anterior and middle parts of the Th8 vertebral body is not changed — old consoli-
dated compression fractures (consequences of chronic nonbacterial osteomyelitis). At this level Th6-Th8, a local increase in physiological
kyphosis of the thoracic spine is determined (j).

3aboneBaHuaMM (Hanpumep, cuHapoM Mapxupa) [47-50], * 3aperucTpupoBaHHbIE OMUCaHWA CilyvaeB 3aboneBaHuMs

DIRA (akponum ot Deficiency of interleukine-1 receptor XPMO BHyTpW HECKOJTBKMX MOKOSIEHW 04HOM ceMbh [1];

antagonist syndrone — peduuMT aHTaroHucTa peuenTopa * Hanuume npubnusutensHo y 50% nuy ¢ XPMO B aHaM-

uHTepnetikua 1) [51] unn PAPA (akpoHuM ot Pyogenic arthri- He3e ApYrux ayTOMMMYHHbIX/BOCNANMTENbHBIX COCTOS-

tis, Pyoderma gangrenosum, Acne conglobata — nuoreHHbli HUIA, BKIlOYas Ncopuas, BocnanuTesbHoe 3aboneBaHue

apTpUT, raHrpeHo3Has nuoLepMus U akHe) [52]. KMLLEYHMKA W/unu BocnanuTenbHbli apTpuT [1, 14, 20,
34, 53];

leHeTU4ecKue dJaKTOPbI B ﬂaTOd)MBMOHOFMVI
XpoHU4ecCKoro peunausupyrolero

 Hanuume MoHoreHeTuyeckux QopM AaHHoro 3abone-
BaHMs, TaKuX Kak cuHgpoM Mamxupa [47-50], DIRA

MHOroo4yaroBoro ocreoMuesiutTa y 4yejioBeka [51] unm PAPA [52].
CywwiecTBytoT ybeauTenbHble [OKa3aTenbCcTBa reHeTUYe- CywecTByet Tpu 3aboneBaHua 4enoBeKa, CBA3aH-
CKOIA npupoabl faHHoro 3aboneBanus [1]: HbIX C XPOHMYECKMM MHOr004aroBbIM HebaKTepuasibHbIM
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0CTEOMMESITOM, KOTOPbIE BbI3bIBAOTCA MYTaLMAMM 04-
HOTO reHa:
« cuHapoM Mapgxwmaa (LPIN2-myTaumm);
« peduumt aHTaronucta peuentopa U-1 (DIRA, myTa-
umm B ILTRN) [47, 54, 55];
¢ THOWHbIW apTpWT, raHrpeHo3Has NUOAEPMUS U CUH-
apoMm akHe (PAPA, mytaumm B PSTPIP1).

CunppoM Mapxupa (Majeed syndrome)

CvnpopoM Mapxupa — 3T0 My/bTUCMCTEMHOE BOCMa-
nvTenbHoe 3aboneBaHWe, NMopaaloLLee YeNoBeKa, KOTopoe
MPOSBASAETCA XPOHUYECKUM MYTbTUQOKANbHbIM 0CTEOMH-
€/IUTOM, BPOXAEHHOW AWN33PUTPONOITUHECKOW aHEMMEN
C HeWTPOdWUNbHLIM AepMaTo30M MK be3 Hero. 3aboneBaHue
ABNSAETCA ayTOCOMHO-PELIECCMBHBIM, BbI3BaHHbIM MyTaLms-
mu B reHe LPIN2, koaupytoweM docdatuaHyio kucnoty doc-
darasy LIPINZ [56]. HapywweHue aktBHOCTM docdaTmaHoi
kucnotbl pocdartassl B LIPINZ npuBoaut K MMMyHHOW amc-
perynsumm u3-3a abeppaHTHOW aKTMBaLMM MH(IIAMMaCcoMbl
NLRP3 v runepnpogyKumm npoBOCManuTeNIbHbIX LIMTOKWMHOB,
Broyan WIT-1B. Kpome Toro, aedmumt LPIN2 ctumynupyet
npoBocnanuTenbHble M2-Makpodaru 1 ycunuBaeT o0CTeoKa-
CTOTeHe3, YTO YKa3blBaeT Ha KPUTMYECKYIO POSib JIMMUHA-2
B KOHTPOJIe rOMeocTa3a KOCTHO# TKaHu. B otnume ot XPMO
AebloT 3aboneBaHMs BO3HUKAET B paHHeM [LeTCTBE, CpeAHHUid
BO3pacT Ha4ana 3aboneBaHus cocTaenfeT 12 Mecsies. [eH-
AEPHbIX Pasnnyni B pasBuTUM 3ab0NeBaHNUA He BbISIBEHO.

[lanHoe 3aboneBaHve BCTpeyaeTcs KpaiiHe pegKo, B Nu-
TepaType coobLiaetca TonbKo 0 24 nuuax u3 10 cemeit ¢ re-
HETUYECKW NOATBEPMKAEHHBIM CMHAPOMOM Mamkmpa [56].
B onucanmsax cuHppoma Mapxupa coobluaetcs o Taxeno
MOPAXEHHBIX AETAX C PELMANBUPYIOLLIEN JIMXOPALKOM, TAKE-
MOV AM33PUTPONOITUHECKON aHEMUEN U TAXENBIM MyNbTU-
(OoKanbHbIM 0CTEOMUENUTOM, 3aAEP3KKOI POCTa M BblpaXKeH-
HbIM MOBBILIEHNEM MApKEPOB BOCMANEHUS B KPOBM, a TakKe
yacto ¢ renarocnneHomeranvein. B otnnume ot XPMO onu-
CaHbl TONIbKO MOPAXEHUA LNIMHHBIX TpybYaThiX KOCTEN, npe-
MMYLLIECTBEHHO HUXHUX KOHEYHOCTEN B MeTadu3apHbIX 30-
Hax. B neyeHun paHHoro cuHApoOMa B CBSA3M C NATOreHe30M
3ddeKTMBHO Ucnonb3oBaHue brokatopos WI1-1, B To Bpems
Kak 6nokatopbl ®HO-a npaKTUyeckun He fencTBytoT [57].

Cunapom DIRA

CuHgpoM DIRA — 3aboneBaHue ¢ ayToCOMHO-peLec-
CMBHbIM TUMOM HacNe[0BaHNA, BbI3BaHHOE Ae(ULMTOM aH-
TaroHucra peuentopa WUJ1-1. 3abonesanue nebotupyert yxe
B HEOHATaNbHOM MEPUOLE KIMHUYECKOI KapTUHOI reHepa-
JIN30BaHHOIO MYCTY/E3a, 0CTENUTA C NEPUOCTUTOM, A3BEHHO-
ro NOpaKeHWA CAM3NCTLIX 060M104EK NONOCTU pTa U CUCTEM-
Horo BocnaneHus. [eHe3 3aboneBaHus CBA3aH C MyTaumeil
B reHe IL1RN, KoTopbi KOAMpYeT aHTaroHWUCT peLentopa
WN-1. Mpn nabopaTopHbIX UCCNENOBaHMAX OTMEYaloT Jek-
KouMT03, TpOMbOLMTO3, noBbiweHne CO3 u BecbMa 3Hauu-
Moe noBbileHWe KoHueHTpauun CPb. Jiuxopapka sensetcs
TUMUYHBIM KIIMHUYECKUM CUMNTOMOM, O[JHAKO B HEKOTOPbIX
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C/lyyasx MOXET pa3BUTbCA Mo3aHee. [lopaxeHne onopHo-
ABUraTenbHOro annapara B BULE OCTEMTA MHOXECTBEHHOM
NIOKanM3aumn NpUCOeaMHAETCS Yepe3 HECKONbKO Hepenb
nocrie MaHudecTauumM KoxHoro nopaxeHus. lNopaxenue
KOCTEM BbIPAXKEHO MyNbTUDOKANBHLIM 0CTEOMUENUTOM
u nepuoctutoM. Hanbonee yacto B matonormyeckuin npo-
LLecc BOBMEKAKOTCA AJMHHblE TpybuaThle KOCTW, Tena no-
3BOHKOB, KJ0UMUbl, TPyAMHHbIE KOHUbI pébep. MMocessl,
B3AATbIE C KOXM, KOCTEH U KPOBM, CTEPUIIbHBI, @ aHTMOaKTe-
puanbHas Tepanus Hea@heKTUBHA, KaK U WUCMOMb30BaHUe
B JIeYeHMM AaHHOI0 CUHAPOMA TIIOKOKOPTUKOWZO0B U MeTo-
Tpekcara [24]. Mpu oTcyTcTBMM NeyeHus 3aboneBaHue npu-
BOAMT K TSENOMY CUHIPOMY CUCTEMHOM BOCNANIUTENIbHOI
peakuMu U AblxaTenbHOW HeAOCTAaTOMHOCTU [54] U3-3a OT-
cyTcTBMA (YHKLMOHANBHOrO aHTaroHucTa peuentopa UI1-1
W, CNefoBaTeNbHO, HEKOHTPONIMPYEMOW Nepesayn CUrHanos
WN-1pB. NleyeHne peKOMOWHAHTHBIM aHTarOHUCTOM peLen-
Topa W/T-1 poctatoyHo 3 dEeKTMBHO M MO3BONSAET AOCTMYb
DJMTENTBHOM KITMHUYECKOM peMuccum [54, 58].

PAPA-cuHppom

PAPA-cuHapoM — 370 ayTOCOMHO-OMUHAHTHOe 3abo-
neBaHue, Bbi3BaHHOe MyTauueit B reHe PSTPIP1, yyacTsy-
l0LLEM B perynsumu BocnanutenbHoro npouecca. PSTPIP1
CBA3bIBAETCA € 6EIKOM MUPUHOM, LLEHTPANbHBIM PETYNATOPOM
uHpnamMmacomel NLRP3, KoTopblii perynupyeT aKTuBaumio
MPOBOCMANWUTENbHbIX areHToB. [MPWUH TakXKe OTBETCTBEHEH
3a pasBuTWe 4pyroro ayToBoCManuTeNbHOro 3aboneBaHns —
ceMeliHoi cpeamseMHoMopcKon iuxopagkm [59]. Cuuapom
XapaKTepu3yeT TpUaja CUMMTOMOB, KOTOPas BKIIOYAET rHOM-
HbIli apTpWT, FaHrPEHO3HYI NWOLEpMUMI0 U akHe. HecMotps
Ha TO, YTO BOCMANMTENbHOE MOpaMeHWe ckeneta (ocTe-
UT/0CTeOMMENUT) He BXOAMT B abbpesuaTypy 3abonesaHus,
OHO onucaHo Yy 6onblwKHCTBA NaumeHToB. Tepanus PAPA
BKJI04AET MECTHbIE U/ CUCTEMHBIE CTEPOMAbI, OOKaTopbI
®HO-a u bnokatopsl UJT-1 [52, 60].

Ha paHHblii MOMeHT MonekynsapHasa ocHosa XPMO sB-
nsaeTcs He[OCTaTOYHO M3Y4eHHOM. XoTa U uMetoTcs pabo-
Tbl, KOTOPbIE CBA3bIBAT pa3BuTHe crnopagnyeckoro XPMO
c reHom FBLIM1 [6, 61], oHM onpoBepralTcs AanbHeRLLnMmu
UCCNeA0BaHUAMM, NOKA3bIBAKOLLMMM OTCYTCTBUE B3aUMO-
CBA3U MEX Y MyTaLMAMM JaHHOTO FeHa U BO3HUKHOBEHWEM
3aboneBanus [62]. MoaToMy AaHHbIA Bonpoc TpebyeT aasnb-
HeMLLero U3y4eHus Ana onpefefieHns reHeTUYecKol npu-
poabl M natoreHe3a 3aboneBaHus C Lenbio nocnefyrLle
BO3MOXHOCTW FEHETUYECKOr0 CKPUHUHIA M NaToreHeTuye-
CKOrO JIeYEHMS.

MUWKpPo6UOM M XpPOHMYECKUI peLuaMBUPYIOLLUN
MHOr004aroBblA 0CTEOMUENTUT

CywiecTBylOT WUCCNefoBaHUs, KOTOpble LEMOHCTPUPYOT
0MocpeAoBaHHOCTb ayToBOCMANMTENbHBIX 3aboneBaHuit Mu-
KPOBMOMOM KMLLEYHWKA M XapaKTepoM nutaHus [19]. YuéHble
BbIBESIA [PYNMY MbILLIEHA C FOMO3UIOTHOM MUCCEHC-MyTaLy-
eit Leu98Ppro, cnocobcTayioLLeit pa3BUTUIO OCTEOMUENUTA,
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KOTOPbIN HamoOMUHAeT XPOHUYECKUA PeLMUBUPYIOLLNNA
MHOroo4aroBhIi octeoMuenut y ntogen (XHO-mbiwwm). MMeHe-
TPaHTHOCTb BO3HMKHOBEHMA 3aboneBaHus paBHsanacb 100%.
Koraa XHO-MblLLen KopMUIM NULLLEN C BbICOKUM COLEPIKaHM-
€M XMWPOB, MPOUCXOAMII0 YBENUYEHWE KOTMUECTBA 3aLLMTHBIX
DaKTepuid, TaKMX Kak naktobakTepum (Lactobacillus), v no-
LaBNEHNE pPoCTa MUKPOOOB, CBA3aHHLIX C D0ME3HBI, TaKMUX
Kak Prevotella, 4To CHUXano KIMHUYECKME NPOSABNEHMUS 3a-
bonesaHus. Kpome Toro, HeTpodubl MblLLei, NONyYaBLLMX
AVETY C BbICOKUM COfEepXKaHWeM KWpOB, MPOAYLMpOBaIy
MeHblwe WJI-1B no cpaBHEHWMIO C MblaMM, MoyYaBLUMMM
OMETY C HU3KWM COAEpaHueM xupoB [55]. Hanpotus, amneta
C HU3KMM COlepXKaHNEM XMPOB CocobCTBOBaNa yBENMYEHUIO
KONM4ecTBa Takux bakTtepuid, Kak Prevotella, n ysenuyenuto
npoaykumu W1-1P Helitpodmnamu. Mepepada ctyna ot XHO
60/1bHOI MbILLK, NOSTY4aBLUEH AMETY C HU3KUM COAEPKAHNEM
¥upos, Monogon 3n0poBoit XHO-Mbilwn ycKopsno TeyeHue
3abonesanus. U Haobopor, nepeHoc ctyna ot XHO-Mbiwwm, no-
Jly4aBLUEN OMETY C BbICOKUM COLLEPIKAHMEM KMPOB, MOJOL0M
3a0poBoi XHO-MbILM CHUXaNo Konnm4ecTo baKTepuii, acco-
LMMpOBaHHBIX C BOCMaNneHneM, Takux Kak Prevotella, v 3awu-
wano peunnueHTa oT bonesuu [19]. [laHHble uccnemoBaHus
LEMOHCTPUPYHOT CBA3b MUKPODOMOMA KULLIEYHMKA C pa3BUTUEM
ayToBOCMa/MTENbHBIX 3ab0/1EBaHWN M MOKa3bIBaKOT Heobxo-
AMMOCTb NpOBELEHNSA UCCIIe0BaHMUIA B AaHHOM obnacTu.
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JleyeHue

Jleyenne naumenToB ¢ XPMO B 3HaumMTeNnbHOW CTeneHu
OCHOBaHO Ha MHEHWM 3KCMEPTOB U HOCUT 3MMUPUYECKUN
XapaKTep, OCHOBaHHbIM Ha OTHOCUTENbHO HebonbluMx ce-
pusix ciyyaeB [2, 7]. OHO 0BbIMHO BK/OYAET HECTEPOMAHbIE
NPOTMBOBOCNANMTENBHbIE NPEnapaTsl, KOPTUKOCTEpoUAbI, ba-
3MCHbIE NPOTMBOPEBMATMYECKWE Npenaparthl (CynbdacanasmH
unm MeTotpekcar), anTn-OHO-a [1-3, 63]. B nocnegHue roapil
Bce bonbluee BHUMaHWe CTanu yaensTb NpUMeHeHuo buc-
doctonaros [1-3, 43, 63-67].

Yawwe Bcero npuMeHsetcsa cxema Nieuenuss XPMO, npu-
BE[EHHas Ha puC. 4.

lpuMeHenue HIBI1 B neveHun XPMO bbino Hayato 3M-
MUPUYECKM eLLE Ha 3ape U3y4eHUs NpobneMbl AaHHOTo naTo-
noruyeckoro npouecca [7, 13]. OHn ncnonb3ylotca B KayecTse
npenapaToB NepBOM JIMHUM Y NALMEHTOB 0Ge3 nopaxKeHus
nossoHouHuKa. HMBI obecneunBalT oTHOCUTENBHO 6bl-
cTpoe obneryeHne cumnToMoB [25, 28, 34, 38, 68, 691 n ad-
(heKTMBHBLI B bopbbe ¢ BOCManeHWeM KOCTei Yy NalMeHToB
¢ XPMO. OgHako HEeCKONbKO PETPOCMEKTUBHbIX aHaNW30B
U 0JHO NpocreKTMBHOe HabnogeHue nokasanu, yto HIBI
3QheKTMBHbI Yy BONbLLOKA FPyNMbl NAUWMEHTOB B TeYeHWe
nepebix 1-2 net neyenus [1, 25]. HecMoTpa Ha pnuTtenb-
HOCTb NpUMeHeHUs, B fanbHenwweM 3ddextusHocTb HIBI
CHUXKAeTCs, NMepuofbl PEMUCCMM COKPALLLAKTCS, a yacToTa

[ Jleuenne XPMO J

XPMO 6e3 nopaxeHus No3BOHOYHWKA

v

XPMO ¢ nopaeHneM No3BOHOYHWKA UK PUCKOM

MnaH neyevus B
BucoocoHarte

ecdopMaLmn 1 NepesioMoB
L HRBH Redopmal p
L PeMuccus 1 t OtcyTcTBUE pEMUCCUM
* A

Y v v

MnaH neyexms A MnaH neyenusa b

basucHble [eHHO-UHKEeHepHbIe
NpoTUBOpEBMaTMYECKUe npenaparsl 1. MamugpoHat
npenaparbl WHrubutopsl ®HO-a 2. 3oneppoHar

1. Metotpekcar

1. Ananumymab

2. CynbdacanasuH 2. 3TaHepuent [ononHutensHo
[lononHutensHo 3. pyrve HMBIN

1. HNBN JlononHuTeNnbHO MKC

2.TKC MeToTpekcar

Puc. 4. CxeMa nieyeHnst XpOHUYECKOTO PeLMaVBUPYIOLLLET0 MHOMO04YaroBOro 0CTeOMUeNUTa (aAanTpoBaHo U3 [4]).
pumeqarue. XPMO — XxpoHUYECKUIA peLmanBMpYOLLIMIA MHOroo4aroBblin octeommenit, HIBI — HecTeponaHble NpoTMBOBOCNANMTENBHbIE
npenapartsl, F’KC — rmtokokopTukocTteponabl, ®HO-a — dakTop Hekposa onyxonm anboa.

Fig. 4. Treatment regimen for chronic recurrent multifocal osteomyelitis (adapted from [4]).
Note. XPMO — chronic recurrent multifocal osteomyelitis, HMBM — non-steroidal anti-inflammatory drugs, TKC — glucocorticoids,

®HO-a — tumor necrosis factor alpha.
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obocTpenuii yeennumsaetcs. bonee ueM y 50% naumeH-
TOB Yepe3 2 rofa HabnogeHus BO3HMKaOT peunamssl [1, 7,
25]. Yawe B neyeHnn XPMO npuMeHAOT HaNpoOKCeH B [03e
10—15 Mr/Kr B CyTKM B Te4eH1e NPOAOSIKUTENLHOMO Nepuoaa,
B cpeaHeM ot 12 po 25 mec [24, 70]. B cBsisu ¢ 3tum HIIBI
aensoTcA 3hMEKTUBHBIM METOAOM JIeYEHUS KaK npenaparbl
NepBoii IMHUW, 0COBEHHO NPW 0HO0YArOBOM MOPAXEHMM.

Koptukocteponabl 6bicTpo 1 3deKTUBHO BAMSIOT Ha BOC-
Ma/MTENbHYK0 aKTUBHOCTb, HO PEAKO BbI3bIBAKT ASMUTENBHYH
PeMUCCUI0 C PasBUTMEM CMMMTOMa OTMeHbl. Hekotopble aB-
TOpbl NpeAiaraloT Nocne Hayana CHWKEHWs LO3VPOBKM rop-
MOHaJIbHbIX MPenapaToB HasHauyaTb MOAAEPHUBAIOLLMA KYpC
HIBI, uto 3HauMTeNLEHO YBENUYMBAET ASMTENBLHOCTL Nepuoaa
pemmccum [7, 25]. MeTotpeKcart u cynbdacanasuH NpyMeHsTCA
npu 3ab0NIEBaHNSAX CO CXOXMM NATOreHe30M, TaKUX KaK aHKU-
NO3UPYIOLLMIA CMIOHAWNOAPTPUT, NCOPUATUHECKUIA apTPUT, 3H-
TE3UT-aCCOLMMPOBaHHbII apTpwT, BOCNanuTeNbHble 3aboneBa-
HUS KMLLEYHMKA, M MOIYT BbITb MCMO/b30BaHbI NPU HETSKENbIX
(opMax HebaKTepuranbHOro 0CTeOMUENUTa, 0C06eHHO B CiTyya-
fIX, acCOLMMPOBaHHbIX C 3TMMM 3aboNieBaHNAMM, U, KaK npa-
Buno, B KoMbuHaumm ¢ HIBI1. [aHHble npenapatbl aKTMBHO
NPUMeHAOTCA peBMarosioramu npu HeadgdektueHoctu HIBI
W NpU OTCYTCTBUM NOPaXKEHMA NO3BOHOYHMKA KaK Tepanus BTo-
poit ninHum [22, 71]. Yawle Bcero ucnonb3yloTcs cnepytolume
CXeMbl JIeYeHUs: MeToTpeKcaT (NepopasibHo WM MOAKOMKHO)
15 Mr/m2 (MaKcuMyM 25 Mr/[03a) eXeHefesbHo Wik Cynbga-
canasuH (nepopasnbHo) 50 Mr/kr/cyT (MakcumyM 1 Mr/pnosa) aga
pa3a B fAeHb [/2]. [laHHbIX 0 NPUMEHEHMM 3TMX NpenapaToB
B ieyeHnn XPMO He Tak MHoro. Tak, B uccnegoBaHum J. Wipff
1 coasr. (2015 r.) [16] apdeKTMBHOCTL NeYeHus cynbgacana-
3MHOM cocTaBuna 41%, MeTotpekcatoM — 37,5 %, K ToMy e
Habnoaanack noxas NepeHoCcMMOCTb MeToTpeKcarta. B apyrom
uccnenosaHuK, nposenéHHoM A. Borzutzky u coasr. (2012 1),
coobLuanoch 06 oxupaemoi IGPEKTUBHOCTM Tepanun CyIb-
(acanasuHomM B 66% cnyyaes [17]. B uccnemosaHum M.M. Ko-
CTUK 1 coaBT. (2016 r.) coobLuaeTca 0 LOCTUMKEHUN PEMUCCUM
y 57% naumeHTOB NpW NPUMEHeHUN cynbdacanasuHa u 'y 44%
MpW NpUMEHeHUM MeToTpeKcarta [71].

B nocnepnHee BpeMs BCE bBonblle BHUMaHMA yaoensetca
npuMeHeHuto brucocdonatos B nevennun XPMO [1-3, 73, 75].
0aHaKo Mx BNMsIHWE Ha KOCTHYI0 TKaHb npu XPMO octaétcs
He [0 KOHLa u3yyeHHbIM. [laToreHes 3aboneBaHus, Kak bbino
CKa3aHo BblLLe, CBOAUTCA K 0MOCPe0BaHHON Yepes LUTOKU-
Hbl aKTMBaLMK OCTEOKNIACTOB, MaTONIOTMYECKas aKTUBHOCTb
KOTOpbIX NPUBOAMT K pe3opbLmm KOCTHOM TKaHM W acenTuye-
ckomy BocnaneHuio [1, 3, 4—6]. buchocdoHarel ke UHIMOK-
PYHOT aKTUBHOCTb OCTEOKNIACTOB, TEM CaMblM OCTaHaB/MBas
BOCMANUTENbHYH NOTEPH) KOCTHOW Macchl. Takxe W3BECTHO,
uto bucdochoHaTel 06naaaloT NPOTMBOBOCNANIUTENBHBIM -
(eKToM (MexaHu3M He ycTaHoBneH) [3, 4, 19], 4to npuBoamT
K AJMTENbHOM peMuccim y bonblumHeTBa nauueHToB ¢ XPMO
[19, 48, 64, 73-75]. B cnyyasx nopaxeHusi No3BOHOYHMKA
Tepanuen nepeoi NIMHUM ABNSeTCA HasHauyeHue bucdoc-
doHaToB A1 NPOdUNAKTUKW KOMMPECCUOHHBIX NEPESIOMOB
1 BO3HMKHOBEHMA fedopMaumn [24, 76]. Ha paHHbIN MOMEHT

Vol. 31 (4) 2024

DOl https://doiorg/10.17816/vt0625736

N.N. Priorov Journal of Traumatology and Orthopedics

CYLLECTBYET HECKOJIbKO CXEM JIEYEHMS, KOTOpble 0BbIYHO MC-
MoNb3YIOTCA B KIIMHMYECKOI NpaKTuKe. Yalle Bcero B iMTepa-
Type BCTpeyaeTcs CredyloLias cxemMa neyeHus: naMuapoHar
BHYTPMBEHHO KanenbHo no 1 Mr/Kr/cyT (MakcumyM 60 Mr/cyT)
B TeyeHue 3 OHen Kaxpable 3 MecAua B TeueHue 9-12 Me-
caues [1, 24, 77, 78]. C 2018 rona AMepUKaHCKOM Konneru-
eN [eTCKUX PeBMaToIoroB OHW BKJKOYEHbI B PEKOMEHALMK
no neyeHunto XPMO B KauecTBe TPETLEN JIMHUW Tepanuu, a Npu
BepTebpanbHoil hopMe — peKoMeH/0BaHbI B KauecTBe nep-
BOM JIMHWM, LEMOHCTPUPYS BbICOKYH 3QMEKTUBHOCTb B A0-
CTUXKEHWUM peMuccun AaHHoro 3aboneBams [1].

besonacHocTb ¥ 3pdeKTUBHOCTL NpuUMeHeHns ducgoc-
(oHaToOB MoKasaHa B cucTeMaTuyeckoM o063ope B.B. Mety-
X0BOW W coaBT. (2021 r.), BKNlovatoweM 2545 fetelt, B TOM
uncne 238 naumentoB ¢ XPMO. OcHoBHbIMM N06OYHBIMU 3¢-
(ektamu bucdhocdoHaToB y AeTel ABNAIOTCA rpunnononob-
Hblii CUHAPOM W MUMOKanbLMEMUSA, NPOSBNAOLLMECS BO Bpe-
MS MHDY3UM M B HECKONBKO CYTOK nocnie Heé, uto Tpebyet
BpayebHoro HabniofeHUst U MOHUTOPUHrA BUOXUMUYECKUX
nokasatenen [63]. Takxe cywiecTyloT paboTbl, CBULETENb-
cTBylolMe o be3onacHOCTM NpuUMeHeHus bucdocdoHaTtos
LNs CKeneTa nnoja BO BpeMs bepeMeHHocTW. B MeTaaHa-
nu3e N. Djokanovic u coasrt. (2008 r.) 1950-2008 rr. onu-
caH 51 cnyyait [79], a B MeTaaHanu3e S.B. Green u coasr.
(2014 r.) 1945-2014 rr. — 65 [80]. Hn B 0AHOM U3 cnyyaes
He OMMUCaHO CKeNeTHbIX aHOMasuiA UK ApYruX BPOXAEHHBIX
MOPOKOB Pa3BUTUSA Y MNNafeHLEB. TeM He MeHee NMpUMeHeHe
3TUX MpenapaTtoB He peKoMeHJyeTcs Yy bepeMeHHbIX B CBA3N
C HEU3YYEeHHOCTbH JAHHOro BOMpoca.

TakoKe ucnonb3yeTcs reHHO-MHXEHepHas Tepanus, peuMy-
LwecTBeHHo B Buae aHTU-OHO-a. [lokasatenscTea Toro, YTo Lu-
TokuH ®HO-a MoxKeT urpath posb B natoreHese XPMO, 6binm
nonyyeHsl B uccnepoBahun S.R. Hofmann v coasr. (2016 r.),
B KOTOPOM ABe TPeTV MaUMEHTOB C aKTUBHLIM 3aboseBaHneM
MMeny NoBbILLEHHbIE KOHLeHTpaLym OHO-a B cbIBOPOTKE KPoOBY
[38]. 310 B coYeTaHWM C €ro oKa3aHHbIM AENCTBMEM Ha Apyrue
ayToBOCMaNuTeNbHbIE 3abosieBaHUs NPUBENO K TOMY, 4To bno-
Katopbl ®HO-a cTanu npuMensToea ans neveqns XPMO. Mme-
€TCSAl OrpaHMYEeHHbIi OMbIT MCMONb30BaHus bnokatopos GHO-a
Npy AaHHOM 3aboneBaHuy, XoTA B BOMBLUMHCTBE CNy4aeB OT-
MEYaETCA MONOMKUTENBHOE BIUAHUE HA CUMMTOMbI U PEHTTEHO-
NOTMYecKMe NpU3HaKM akTUBHOCTU [3, 15, 64, 65, 81-84]. Jleve-
Hue bnokaTtopamu PHO-a npu XPMO npuMeHsieTca Y NaLMeHToB
KaK Tepanus TpeTbe Huv npu HeaddexTvaHocTv HIBIT, rop-
MOHOB, 6a31CHbIX NPOTUBOPEBMATUYECKMX NpenapaTo. 0aHako
B HacToslLLee BPeMsl HET OMybIMKOBaHHbIX paHAOMU3VPOBaH-
HbIX KOHTPOMMPYEMbIX MCCNen0BaHMA WK CPABHUTENbHBIX UC-
cnefoBaHui ¢ bucdocdoHatamu.

3AKJIO4YEHUE

XPMO sBnsietcs peakuM 3abosieBaHueM, M MHOMMe BOMpo-
Cbl, KacaloLLMecs MaToreHesa, KJIMHUKKM, AMarHoCTUKKM W fe-
yeHus, TpebyloT fanbHeMWmxX paboT u usyyeHnsa npobneMbl.
YuutbiBas 3apepky amardoctukm XPMO, yrnybneHue 3HaHWm
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0 ero K/IMHUYECKON KapTWHe, NaToreHese, AMArHOCTUKe U Nog-
X0ax K Tepanuu no3BosiuT CBOEBPEMEHHO BbISIBNATL BONbHbIX
W Ha3HauaTb afieKBaTHOE JlieyeHne, u3beratb NPoOBELEHNS He-
060CHOBaHHbIX OMEpaTUBHBIX BMELLATELCTB U aHTUbaKTepu-
anbHoOW Tepanu, YNyYLWKTb KaYecTBO MU3HM U CYLLECTBEHHO
CHW3WTb MHBANMAM3ALMIO TaKuX NaumeHToB. [laHHoe 3abone-
BaHuWe ABNAETCA [MArHO30M UCKIIHOYEHMS, U, MO HALLEMY MHe-
HUI0, 00513aTENbHBIM ABMISETCA BLINOHEHWE BMONCUM C LiEMb
MOpONOr1iYeCKoro M MUKPOBMONOrMYECKOro NOLTBEPKAEHMS
pvartosa. MPT Bcero Tena B pexuMe STIR gomxHo cTath 30-
I0TbIM CTaHAapToM B auarHoctuke XPMO, yunTbiBas beccum-
MTOMHOCTb HEKOTOPbIX 0YaroB MOPaXKEHWS, PEHTTEHOMOMMYe-
CKYH 33afiepKy 6—8 Hemenb, OTCYTCTBME JTy4eBOW Harpysky,
YTO HEMANOBAXKHO 18 MALMEHTOB LETCKOro Bo3pacTa. Takke
MPT Bcero Tenla MOXeT NOMOYb B OMPEAENeHUN TaKTUKK fe-
YeHWs B 3aBUCUMOCTM OT KONIMYECTBA M JIOKA/IM3aLMM 04aroB.
B cnyyae peten ¢ BocnanuTenbHbIMM 3ab0NEBaHMAMU KU-
weyHuka (B3K) ponHa ObiTb HACTOPOIKEHHOCTb B OTHOLLE-
Hun K XPMO, Tak KaK naroreHe3 AaHHbIX 3aboneBaHuin CXOX,
1 Npy nosieneHnn boneii B KocTax y nauueHToB ¢ B3K Heobxo-
LVMbI IONONHUTENbHbIe 06cenoBaHus. [ing cucteMatusaumum
W YNyyLLIEHWS NOAX0A0B K JieyeHuto naumentoB ¢ XPMO Heob-
XOOMMbI MyNBTULIEHTPOBBIE M MEX/LYHapPOLHbIE UCCIENOBaHNS
C CO3faHWeM 0a3 JaHHbIX MaUMEHTOB M 0OLLEro npoToKona
AMarHoCTUKM U NeYeHus.
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Brnap, aBTOpoB. Bce aBTOpbl NOATBEPK/AAIOT COOTBETCTBME CBOETO
aBTOPCTBA MeXOyHapoaHbIM Kputepmsam ICMJE (ce aBTopbl BHEC/N
CYLLLECTBEHHBIM BKMa, B pa3paboTKy KOHLENLWKW, NpoBeLeHe UC-
CNeaoBaHUs U NOAFOTOBKY CTaTby, MPOYNM W 0406punv GuHanbHyto
Bepcuio nepep nybnukaumen).

UcTounuk dunaHcupoBaHus. ABTopbl 3asBAl0T 06 OTCYTCTBUM
BHELUHEro (uHaHCKPOBaHWA MpW MPOBEAEHUM UCCNefoBaHUS U
MOAroToBKE MybAMKALMK.

KoHdnuKT nHTepecoB. ABTOpbI JEKIApUPYIOT OTCYTCTBME AIBHBIX U
MoTeHUManbHbIX KOHMMKTOB MHTEPECOB, CBA3aHHbIX C MPOBEAEH-
HbIM MCCNeloBaHMEM W NyBAMKaLMEN HACTOALLE CTaTbU.
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