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PE3IOME

MmnoxcecmeenHbiii HebaxmepuanbHyili ocmeomuenum (MHO ), maxkyce useecmmbili KAk XxpOHUHECKULl peyuousupyoujuli MyabmupoKais-
Helll ocmeomuenum (Max HA3bIBAEMbli «CMEPUIbHBIL» OCMeoMUenum) — aymosocnanumensHoe 3a601e8anue Kocmet Heu38ecmHoli
amuonozauu, npedcmasasioujee coboli Haubosee MaNcenyo Gopmy XPOHUHECKO20 HebaKkmepuaibHo2o ocmeomueauma. 3abonesanue
Xapakmepusyemcst MOHO- U MYJbMU@POKANbHLIM NOPANCEHUEM ONUHHbIX MPYOHamulx kocmel u 6Cmpedaemcs npeumyujecmgeHHo
6 0emcKoM U nNOOpOCMKOBOM 803pacme, 0OHAKO MOYcem 6CmpeyamsCs U Y 63pOCablx nayuenmos. [Ipu Hanuduu MHOMCECMEeHHbIX nopa-
Jcenuli KOCMHOU MKAHU HESCHOU 3MU002UU U MAKUX KOWCHbIX NPOs6IeHuUll, KaK aKHe, 1Ta00HHO-N000W€EH bl nycmyJie3, pejce ncopu-
a3, 3abonesanue Hocum Hazgarue «SAPHO-cunopom». HeodHosnaunocms npedcmagneruii o MHO cozdaem mpyoHocmu 8 noHumMaxuu
€20 KIUHUYECKOL NPUHAONENCHOCMU U €8s3€ll ¢ epynnoli UMMYHOB0CNANUMENbHbIX peemamudeckux 3aboneganuii. [lpoorema MHO
mpebyem 6onee nOOPOOHO20 U3YHeHUS €20 NAMO2eHe3d, KIUHUHECKO20 MEe4eHUs, 0CA0NCHEHUL U KomMnaekcHoi mepanuu. Llenv dan-
Holl cmamysu — 03HAKOMUMb 6paveli mepanesmu4eckux cneyuaipHocmell ¢ COBPEMeHHbIMU NPeOCcmasieHusMu 0 Namo2eHemuyecKux
MEXAHU3MAX, KIUHUYECKUX NpOssaeHusx, oupgepernyuavroli ouaziocmuxe MHO, a makxce 00 0CHOBHbIX NPUHYUNAX €20 NeHeHUS,
OCHOBAHHbIX HA OAHHbIX MENCOYHAPOOHbIX KOHCEHCYCOB, 66U0Y OMCYMCm8Us HAYUOHANbHbIX KIUHUYECKUX PEKOMEeHOayuli no Je4eHuro
MHO. Ocobo ommeyena Heo6X00UMOCMb YHacCmus MyabmuoUCYUNIUHAPHOU KOMAHOb! npu pa3pabomke cmpameauu ae4eHus OQHHO20
3abosesanus.

KitoueBble c10Ba: MHOMCECMBEHHDIL HEOAKMEPUATbHBIL OCMEOMUEUM, XPOHUYECKUL HebakmepuanbHyiii ocmeomuenum, SAPHO-cunopom,
«CMepuJibHbIL» ocmeomueum.
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Chronic recurrent multifocal osteomyelitis (CRMO), also known as chronic recurrent multifocal osteomyelitis (so-called "sterile” osteomyelitis)
is an auto-inflammatory bone disease of unknown etiology, which is the most severe form of chronic non-bacterial osteomyelitis. The disease
is characterized by mono- and multifocal lesions of long tubular bones and occurs mainly in childhood and adolescence but can also occur in
adult patients. In the presence of multiple bone lesions of unclear etiology and skin manifestations such as acne, palmoplantar pustulosis, less
common psoriasis, the disease is called SAPHO syndrome (synovitis, acne, pustulosis, hyperostosis, osteitis). The ambiguity of views about
CRMO brings difficulties in understanding its clinical association with the group of immune inflammatory rheumatic diseases. The problem
of CRMO requires a careful study of its pathogenesis, clinical course, complications and complex therapy. This article aims to familiarize
physicians of therapeutic specialties with modern views about the pathogenetic mechanisms, clinical manifestations, differential diagnosis of
CRMO, as well as the basic principles of its treatment, based on international consensus data due to the lack of national clinical guidelines for
the treatment of CRMO. The need for the participation of a multidisciplinary team in the development of a treatment tactics concerning CNO
was particularly noted.
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BBEOEHME MHO Trakxe M3BecTeH Kak HauOonee Tskenast popma Xpo-

MHosKecTBeHHbli1 HebakTepuainbHblit ocreomuenut (MHO),
WX XPOHWUYECKUi MyJbTUPOKAIbHBI OCTEOMUENUT (aHIII.
chronic recurrent multifocal osteomyelitis, CRMO) — ayro-
BOCMasnUTeNbHOe 3a00JieBaHMe KOCTell  HeMH(EKLMOHHON
TNpUpObl, XapaKTepu3yiollieecs eMHUYHbIM MJIM MHOTooua-
roBbIM TOpa)KeHHEM KOCTHOM TKaHH, MpOSIBIIStOLLeecs Mpe-
MMYLIEeCTBEHHO B JIETCKOM U MOAPOCTKOBOM Bo3pacte [1-3].

HUYecKkoro HebakTepuanbHoro ocreomuenuta (XHO; aHrm
chronic non-bacterial osteomyelitis, CNO), 6bi1 Briepsble
onucad B 1972 r. A. Giedion et al. [4]. Ha ceroausinuii neHp
anarHo3 XHO cTaBUTCSl NPaKTUUECKM TaK JKe 4acTo, KaK U JIU-
arHo3 06aKTepuasbHOrO OCTEOMMENNUTA, HECMOTPSl Ha OTHO-
CUTEJIbHYIO penKocTb camoro 3aboneBanus. MHO kak oxHa
13 ¢opm XHO — nmarHo3 mckioveHus, TpeOyroLmii Tiia-
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TeNbHOro cOopa 5kanod, aHamHe3a, COMOCTABIIEHUST UX C K-
HMYECKOl KapTHHOI 3aboyieBaHMst M HAHHBIMM Jlaboparop-
HO-MHCTPYMEHTAJIbHbIX METOJOB AuarHocTvku. Peluarolee
3HaueHne npuoOperaer nuddepeHLManIbHas IUArHOCTH-
ka MHO c mpyrumu 3a6oneBaHisSIMH KOCTHO-CYCTABHOTO arl-
napaTa ¥ acCOLMMPOBAHHBIX C HUMHM COCTOSIHM, UTO CTaBUT
BOMPOC O MYJIbTUAMCLUMITIMHAPHOM MOAXOZEe K AWarHOCTH-
ke MHO. [1paBunbHO NOCTaBIeHHbIIi AXArHO3, B CBOIO OYepeib,
B/IMSIET HA BBIOODP METO/1a JIeYeHHs! M TAKTUKY BeZIeHHsI MaLyeH-
ta ¢ MHO, uTo onpenensiet nporsos.

Llenbto Hacrosiieit cTaTby ObUIO MPENCTABUTD JJAHHBIE JIU-
Teparypbl MO 3MUIEMHOJIOTHH, NATOreHe3y, KiIacCUpUKaLUH,
OCHOBAM AuarHocTuku u neuenuss MHO.

Vicrounnkom nHdpopmauuu ans 063opa Mociyskuiu nosn-
HOTEKCTOBbIe MyOnuKauuy B 6asax manHbix Pubmed, Medline,
Orphanet ¢ ry6uHoit perpocniektusbl 50 ner (01.01.1972—
01.05.2022) npu MCronp30BaHMK KIIOUEBBIX CJIOB "chronic

non-bacterial ~ osteomyelitis’, "multifocal non-bacterial
osteomyelitis”, "SAPHO-syndrome", ‘"chronic recurrent
multifocal osteomyelitis”, "chronic recurrent “sterile"

osteomyelitis". CymmMapHO npoaHanu3MpoBaHo 275 CCbUIOK,
B TOM 4YuCJIe CTAaTbU B NEYATHbIX NMEPHUOANYECKUX U3NAHUSX.
Bbuto 0TOOGpaHo 25 MOJHOTEKCTOBBIX CTaTeil OTEUEeCTBEHHBIX
¥ MIHOCTPaHHBIX aBTOPOB, YOBJIETBOPSIBLLMX LieJIsIM 0030pa.

Os1ume nreacTABiedus 0 MHO

MHO3KeCTBEHHbIN HeOaKTepHalbHbIii OCTEOMMENIUT BIIEp-
Bble ObLT OMMCAH KaK «aTU14Hast Gopma nojoCTporo, Wim Xpo-
HHUYECKOTO, MHOKECTBEHHOTO CHUMMETPHUYHOTO MOPaXKEHUs
kocrei». B 1972 r. A. Giedion et al. Bnepsble onucanu 4 nauu-
€HTOB C MOJJOCTPbIM WJIM XPOHMYECKMM MHOr0O4YaroBbIM OCTE0-
MHEJIUTOM, TOpasKAIOLMM MPEUMYILLIECTBEHHO 3MUdHU3apHble
XpSILIM JJIMHHBIX KocTeit [4]. Brnocnencteum uccnenoBarenu
NpY OMMCAHUK CXOKMX KJIMHUYECKMX CJy4aeB MCIMOJIb30Ba-
JIM TEPMUH «XPOHUYECKHIT peLiuAMBUPYIOLLINI MyAbTUDOKAIb-
HbII1 ocTeoMuenuT» [5, 6]. [losaHee ObIIO OTMEUEHO, YTO KJU-
Huueckue nposisnennss MHO BapbHpyIOT B ILMPOKKX Npezenax:
OT eIMHNUYHbIX 0YaroB BOCMAJIeHNsl C TPAH3UTOPHBIM BOBJIEYe-
HUEM B IPOLIECC KOCTel 0 TSKEIOro CUCTEMHOrO BOCMaeHH s,
MPOTEKAIOLIEr0 B XPOHMYECKH aKTMBHOM WJM peLUAMBHPY-
folieit popme nopaxkeHuii ckenera. Takum 00pasoMm, ist OX-
BaTa Bcex 3THX GopM 3abosieBaHKst OblT MPENIOKEH TEPMUH
«XPOHMYECKMI1 peLuanBUpYIOLLMI ocTeoMuenut» [7]. Mex-
IyHaponHas knaccudukauumst 6onesteit nocnentero (11-ro)
nepecMoTpa MpejJiaraer onpefesieHre «XpOHWUECKUil MyJlb-
TUdoKanbHblit  ocTeomuenut» (MKB-11: FB84.3 Xponuue-
CKHMi1 My/bTU(OKAIbHBI OCTEOMUEIINT).

CornacHo nanHHbiM pecypca Orphanet pacnpocTpaneH-
noctb MHO konebnercs ot 1:250 000 mo 1:1 000 000 Hacerne-
Hust. Bmecre ¢ Tem B Llentpanbhoit EBponie XHO BcTpeuaercs
C 4acTOTOM, CONOCTaBMMOIt C pacCpOCTPaHEHHOCTbIO MHPEK-
LIMOHHOTO ocTeomMuenuTa [8]. MHOKeCTBEHHbII HebaKkTepuasb-
HbI/l OCTEOMMUEJIUT MOPaskaeT JeTei U MoJpOCTKOB, OJJHAKO MO-
JKeT BCTPeuaTbCs U Y JIKL CTapliieil BO3PaCcTHOM Ipyibl, yailie
Y JKEHLLVH, coueTast B ce6e Kak KOCTHO-CYCTaBHOI KOMIOHEHT,
TaK M BHECYCTaBHble, B TOM YMCJIe KOXHble, [IPOsIBIIEHMS], Ta-
K1e Kak akHe, nycryne3 (SAPHO-cunmpom: synovitis, acne,
pustulosis, hyperostosis, osteitis) [9, 10]. [loka orcyTcTBYyIOT
IaHHble, MoATBepskiaiole sxksBuBaneHtHocts MHO (XHO/
XPHO) 1 SAPHO-cunnpoma.

[Tarorenes MHO 10 koHLia He SICEH, XOTSI MHOTHE UCCTIe0Ba-
TEJIM CUUTAIOT, YTO B OCHOBE PA3BUTHSI ITOTO 3a00JIEBAHNSI Jie-

KUT ayTOBOCHAJIMTE IbHbII MPOLIECC, UMEIOLLUIA IPSIMYIO CBSI3b
C reHeTHYeCKUMH npennocbuikami [1]. B To ske Bpemst BO3HUK-
Hoeenre MHO coBmMecTHO ¢ ayTOMMMYHHBIMK PacCTpOCTBa-
MM, TaKUMM KaK BOCMalUTeJIbHble 3a00JeBaHMsl KMLIEYHHKA,
LeJIMakusl ¥ [COpMas, MoIpas3yMeBaeT CUCTEMHO-BOCHAN-
TeJIbHYI0 MpUpoay 3a00J1eBaHMsl, aCCOLMUPOBAHHYIO C HApy-
LIeHreM GanaHca Npo- ¥ MPOTUBOBOCTAIUTENbHBIX LIMTOKMHOB
(npenmy1ecTBeHHO nuchYHKLUMS nyTeit uHTepneiikuHa (M) 1
n WJI-10, a Takke ¢akropa Hekposa omyxomu o (PHO-a)
¥, KaKk crefcTsie, GOPMUPOBAHME MMMYHHOI AMCPErysuun
u fesuHTerpauuu [11].

B kauectBe BO3MOHbIX npuunH passutuss MHO Heko-
TOpble HCCJIefOBaTeN PAcCMaTpPUBAIOT pa3duHble TpPUr-
repHble (akTopbl, B TOM YKCJe BUPYCHOI 1 GakTepHasbHOM
npuponsbl [11]. B cBsizu ¢ o6HapykeHnem B GuonTarax KOCT-
Hoit TkaHK y nauuentos ¢ MHO/SAPHO Cutibacterium acnes
(Propionibacterium acnes) BO3MOXHasi pOJib  HMH(EKLUNU
B popmuposann MHO crana BHOBb 00CYskaaTbCs, YTO Ha-
1o cBoe oTpakeHue B pabore P. Zimmerman et al. [12].
C. acnes Gbiny OOHApy>kKeHbl NMPUONM3UTENBHO Y MOJIOBUHbI
NaLMeHTOB C ayTOBOCHAIMTENbHbIMU 3a00JI€BaHUSIMU KO-
CTeil, MpUYeM MOJIOKUTENbHbIA pPe3ysbTaT OUONCHM KOCTH
Ha C. acnes Habmonancs uvalle Npu NPOBENEHMH OTKPbI-
TbIX OMOTICHI1, HEXKENM YPECKO3KHBIX, YTO TMO3BOJIMIIO UCCIIENO-
BaresisM cuutatb C. acnes CKopee MaTOreHOM, YeM KOHTaMU-
HanToMm [12]. OnHako B psine my6IMKaLuii MOSIBUINCh JaHHbIE
0 711abopaTOPHON CTEpPUIIbBHOCTH OMOMTAaTOB KOCTHOH TKaHM
[13, 14], a Takke 06 OTCYTCTBUM TOTOKUTEILHON AUHAMUKY
¥ KJIIMHUYECKH 3Ha4MMOro 3¢ deKTa npu AIUTeNbHOI aHTHOAaK-
TepuasbHON Tepanuy, 4To NOCTABUIIO NOf, COMHEHHE OCHOBO-
nonaratoliyo poinb C. acnes B naroreHese 3aboseBaHusl.

Knunnyeckue npossnenns MHO

Knunnueckne dpopmbl XHO BapbUpyOT B LIMPOKMX Mpe-
Zenax — OT YMepeHHOro KpaTKOBPEMEHHOr0 MOHOOYaroBoro
rIopakeH1st KOCTH 0 TSIKeJIOro peLMANBUPYIOLLEro Mk Xpo-
HUYECKOro MyJIbTU(OKAIbHOTO BOCHAIUTENILHOrO IpoLecca
C pa3BUTHEM HeOaKTepHUabHOrO OCTEOMHUETIUTA.

Knunnueckue npossnennss MHO B nepByto ouepenb BKJO-
4aloT MOpakeH!e KOCTHO-CYCTaBHOrO amnnapara B CoueTaHWun
c HecreqM(UUECKUMH MaTOMCTONIOrMYECKUMHY W3MEHEeHMsI-
MU KOCTHO! TKaHH, @ B psifie CIyyaeB — C KOXKHBIMH TPOSIB-
JIEHMSIMU: JIaZlOHHO-MOJJOLLIBEHHBIM MYCTYJIE30M U akHe. Pexxe
BCTPEYaloTCsl NCOPUATUUYECKUe MOPaXKeHUsl KOXM, KOTOpble
OCJIOXKHSIOT AuarHocTuky MHO, Tak Kak HAaMOMMHAIOT KapTHHY
TricopuaTrnyeckoro aptpura. Hamuue comyTCTBYIOLIMX KOXKHBIX
3aboneBaHuii He uckmouaeT auario3 MHO/SAPHO, xots y 1ie-
JI0TO psifia NALMEHTOB He YIAeTCsl BbISIBUTb Kakne-JIMO0 Xapak-
TepHble KokHble nposienenus MHO [15].

MsBecTHO, uTO OCHOBHBIM KOMMNoHeHToM MHO B Bapu-
ante SAPHO sBnsieTcsl «CTepusbHbI» XPOHUYECKUIT OCTEHT,
3aTparuBaloLLMii Kak caMy KOCTHYIO TKaHb, TaK U KOCTHOMO3-
roBoil KaHas. Hapsay ¢ atum, B pesysibrate OCTeOCKIepo3a
v runepocros3a y nauuentoB ¢ SAPHO uacto pasuBaiorcs
3HTe3UTbl. 1o yacToTe nopaxeHnit Ha NepBoM MecTe Y JieTei
1 MOJPOCTKOB CTOSIT KOCTH MO3BOHOYHMKA W KJIIOUMLIbI, 3aTeM
ANVHHbIE TpyOuYatble KoCTH (vaile meTadusbl). Y B3pOCIbIX
c cunapomom SAPHO ouaru acentrueckoro BocnaseHus yaile
JIOKaJNM3YIOTCS B KOCTSIX MO3BOHOYHMKA M Ta3a. OObIUHO BbISIB-
JISIIOTCSI MHOXKECTBEHHble KOCTHble HEKpO3bl, KOTOPble MOTYT
BO3HMKATb CUHXPOHHO WJIM YepefoBaThCsl C PasMYHbIMU Bpe-
MEHHbIMI UHTEPBaNaMH (CM. PUCYHOK).
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PucyHoK. YTonieHve guctansHoro otaena 6egpa (A), ocTeonuns rpyaHoro no3esoHka (B) u otek TapanHoi koctu (C) Ha MarHUTHO-
pe30HaHCHbIX TOMOrpamMmmax Kak npossnieHns o6octperms MHO y nauneHTkun 26 net. [JebioT 3a6onesaHus B Bo3pacte 12 net
(cobcTBEHHOE HAbGMOOEHNE aBTOPOB, NYOIIMKYETCA C pa3peLleHnst)

['ncronornueckne nposienenus MHO He asnsioTcs cre-
UMUUHBIMU U TIpeTepreBalOT M3MEHEHUs! B XOIe TeueHHs
3aboneBauust. B HauanpHOM oCTpoii dase B GMONCHITHOM Ma-
Tepuae npeobnanaet HeNTPOUIIbHBI KOMIIOHEHT BOCMale-
HUSI C BbIPasKEHHBbIM OTEKOM U pe30pOL1eil KOCTHOI TKaH! —
peaKTHBHble M3MEHEHHs], HEOTINUNMbIe OT GaKTepHUasIbHOro
ocreomuenura [16]. B nanbHeiiem B 6ronrarax KOCTHOM TKa-
HU BbISIBJISIETCS] BOCMAJINTEIIbHbIA MHPUIIBTPAT, COLepsKaLLnii
NpeuMyLLecTBeHHO T-1MM@OLUTbI U, B MeHblleil CTeneHH,
B-numdouuter 1 nmnasmouutsl [16, 17]. 3aBepiuaeTcs Boc-
NaanTesbHbIi TpoLecc B KOCTSIX GpopMupoBaHueM ¢pubposa
KOCTHOrO MO3ra.

Knunnueckoe TeueHne y B3pOCHbIX U JieTel XapakTepusy-
eTCsl uepeOBaHMeM MOBTOPSIOIIMXCS 3MHU30[0B PEeMUCCHi
M PELMAMBOB, XOTs MOXKET ObITb MPEJCTABIEHO eMHUYHbIMU
BerblikaMu.  CriaGoBbIpaskeHHast JIMXOpazka, Kak MpaBuIlo,
BbISIBJISIETCS] Y JleTeit ¥ OPOCTKOB B 1ep1ofibl aKTUBHOM ¢pasbl
3aboneBanust. CieqyeT OTMETUTD, Y4TO JIabopaTopHbIe MOKa3a-
tenu y naunentoB ¢ MHO He 0611aatoT BbICOKO# AMarHOCTH-
4ecKOi 3HaUMMOCTbIO. TaK, KOJIMYECTBO JIEHKOLIMTOB, YPOBEHb
C-peakTuBHOro 6enka u CO3 MoryT ObITh B Npefenax HopMbl
WJI HE3HAUMTEJIbHO MOBbILeHHbIMU [ 1-5]. OfnHako HeKoTOpble
MCCIeioBaTeNIM OOHAPYXKWIM KOPPEJSILIMOHHbIE CBSI3U MEX-
Iy TOBBILIEHHEM YPOBHSI OCTPO(a3HbIX OENKOB M XpOHHUe-
CKMM TeueHueM 3a00JieBaHusl C BOBJIEYEHMEM HOBBIX KOCTe
v cycraBos [18].

Huarno3 MHO craBuTCsSt Ha OCHOBaHMM TILATENILHOTO aHa-
nmu3a skanob nauueHTa, aHaMHe3a 3a007eBaHusl, JaHHbIX 00'b-
€KTUBHOTIO M MHCTPyMeHTasIbHOro obcnenoBanus [19, 20].

«3on0TbIM craHpaptom» auarHoctuku MHO Ha cerog-
HALIHKWIA JeHb cuutaetcs MPT Bcero Tena, no3Bonsoiasi BU-
3yanMsupoBaTh OYaru U3MEeHeHHOi KOCTHOI TKauu. B ciyuae
HepoctynHoct MPT wiu HepoctatouHoM BU3yanu3auuu KOCT-
HBIX CTPYKTYp Aonyctumo npumeHenue KT. B npouiom mc-
nosb3oBanach CUMHTUrpadus kocreii ¢ *"Tc [12], Tpexdasnas
cuuHTUrpadus, cuuHturpadus ¢ ®Ga-uurparom n Mn-nu-
TPMHOM, MO3BOJISIBLIME BbISIBUTb O4Yark KOCTHbIX MOpaskeHMit
[21], onHako B Hacrosilee BpeMsl 3TH METOIbl NHarHOCTH-
ki MHO He nMeroT IMpPOKOro npumeHeHus. BakHas ponb
B auddepenumanbHoit auarHoctuke MHO oTBoauTcst rucro-
JIOTMYECKOMY MCCIIeIOBaHMIO OMONTAaTa KOCTHOM TKaHH, a TaK-
ke 6aKTepHOJIOrMUecKM MeTOaM MCCIIef0BaHMsI, TO3BOJISIIO-
LLIMM MCKITIFOUNTb MH(EKLMOHHbIE 3a00J1eBaHK S KOCTEN.

Pewratoiiee 3Hauenue npuodperaer auddepeHLranbHast
nuarnHoctuka XHO B yenom 1 MHO B yacTHOCTM € TaKMMHU 3a-
OosieBaHMSIMH, Kak:

¢ MOHOQOKasbHble (OpMbl: MH(EKUMOHHBbIA Hecreun-
¢uuecknii ocreommenut; creuupuueckuii (TyOGepKyesHblit)
OCTEOMHENUT (OCTUT); KOCTHblE HEOIIa3HH M OMyX0Jenonoo-
Hble HOBOOOPa30BaHMsl (KMCTbI); MOCTTPAaBMaTHYECKHii, reMa-
TOTEHHBIN OCTEOMUEINTbI; PUOPO3HO-KOPTHKATIbHBIN Ne(EKT;
OCTEOXOHJIPONATHH; I0BEHUJIbHbII MOHOAPTPHT;

¢ MynbTUdOKasbHble GOPMBbI: FeHepaTM30BaHHbIe CIeLU-
duueckre MHPEKLUNY C MHOKECTBEHHbIMM OYaraMu MopakeH!s!
Kocreit (6pyuesnes, cupunmc, Tybepkyses); MuenobnacTHole
71e/iK03bl; MeTacTasbl OMyXOJNU B KOCTb; F'MCTMOLMTO3; T'MIIO-
¢docdarasusi; ocTeoneTpos; acenTuieckre HeKpo3bl; FOBEHUIb-
Hbl€ OJIUrO- W MOJIMAPTPUTDI; CKeNleTHble aucnnasun [20].

OcHoBbl nuddepenunanbHoit auardoctikn MHO npen-
cTaBsJieHbl B Tabimue 1.

Hapsimy c atum Heobxommmo aucddepenurposats MHO
OT HEKOTOpbIX HACJIeACTBEHHbIX 3a00JIEBaHMil, ONHUM M3 OC-
HOBHBIX MpOsiBJIeHuit KoTopbix siBnisiercst MHO, Takmx Kak: CHH-
apoM Majeed (Mamxun), cunnpombl PAPA (pyogenic arthritis,
pyoderma gangrenosum, acne conglobata — cTepusbHblii THOM-
Hblil apTpuT, raHrpeHosHas nuonepmus, akxe), DIRA (deficiency
of IL-1 receptor antagonist — nepuUUT aHTaroHKUCTa peLenTo-
pa WJI-1). [laHHble HacnencTBeHHble 3a007eBaHKsI 0OYCIIOBTIE-
Hbl Pa3J/IMYHbIMK M'eHHbIMU I1epeCcTPOKaMHU, TAKMMH KaK: MyTaLlksl
LPINZ npu cunapome Magskun, mytauust IL1RN nipu DIRA-cun-
IpOMe MJIM MyTalLys TeHa MpOJIMH-CEPUH-TPEOHWH-(ocdarasbl
(PSTPIPT) npu PAPA-cuunpome. Crunnpombt Mamkuz u PAPA —
ayTOCOMHO-PeLieCCHBHbIE MyTaHTHbIe reHbl, cMHApoM DIRA Ha-
CIlelyeTcsi N0 ayTOCOMHO-IOMUHAHTHOMY THITy. JInarHos3 ykasaH-
HbIX 3200J1€BaHMI1 MOKHO NIOCTABUTb HA OCHOBAHMM KIIMHUYECKOI
KapTHHbI U Pe3yJIbTaToB reHeTH4eckoro uccnenosanust [20, 21].

Cnenyer OTMETUTb, YTO OT TOYHOCTM IOCTAaHOBKM JMa-
THO3a 3aBUCHUT 3(PPEKTUBHOCTb Tepanuu u nporHos. Tak, Ha-
3HaueHMe IMIIOKOKOPTUKOUIOB B COCTaBe MPOTHBOBOCHANIM-
TeJbHOI Tepanun 6e3 yBepeHHOCTH B guarHoze MHO mosxer
TNPUBECTH K M3MEHEHMIO KJIMHWUYECKOi M matomopdosornye-
CKOI1 KapTHHbI 3a00sieBaHKs], OLIMOOYHO MAEHTU(ULIMPOBAH-
Horo kak MHO [21]. Takum 3a6oseBaHremM MOKET OKas3aTbCs
HOBOOOpa30BaHMe KOCTHOM TKaHM WM MeTacTa3 OIMyXoJu
B KOCTb, O3/1Hs151 IMArHOCTHKA KOTOPbIX 3HAUMTEJIbHO YXYZLLa-
€T NPOTHO3 KM3HU MaLMeHTa.
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3abonesanue

bakTepuanbHbIil 0CTEOMUENUT

HOBEHMMbHbIN apTpUT

AcenTin4eckuii HeKpo3

fuctnountos X

KocTHble Heonnasuu,
MeTacTasbl OMyxon B KOCTb,
onyxonenogo6Hble 06pa3oBa-
HWA (KNCTbI)

HacnefcTBeHHble 3a601€BaHMS:
cuHapom Mamkug, CuHapom

OTnnyuTenbHbIe 0COOEHHOCTH 3a6051eBaHKS, C KOTOPbIM AudhepeH-

uupytot MHO

JaHHble aHamHe3a: TpaBMbl, UH(EKLNOHHbIE 3a60NeBaHus (Ty6epkynes, cudu-
nnc, 6pyuennes) B aHamHese.

VIMMYHOOrnyeckue TecThl: NONOXNUTENbHbIE KOXHbIE TECTbI HA TYOepKynes, no-
JIOXNTESTbHbIE UMMYHONIOTMYECKIE TECTbI HA CUUIUC, aHTUTena K Brucella spp.
PeHTreHorpaghus: o4arn AecTpykunm B ry64aTom BELLECTBE KOCTHOI TKaHu,
COZIePXKaLLe CEKBECTPbI; KOCTHBIE MOSIOCTI, OKPYXXEHHbIE 30HOI 0CTEOCKIEPO-
3a; HaTeKn abcLeccoB 1 AeopmaLmm NopaXXeHHbIX KOCTel.

Jlgqenne: 3 eKTMBHA aHTU6AKTepuanbHas Tepanus

JlabopatopHoe vccre[08aHmne: NONOXKUTENbHbIA PEBMATONAHbIA (DAKTOP.
PeHTreHorpaghus: 0TeK MATKUX TKaHeN, OKOSI0CYCTaBHOW 0CTEONOPO03, CyCTaB-
HOW BbINOT. [1pK HOBEHWIILHOM NCOPUATUHECKOM apTpuTe —

nepuocTanbHas peakuyns KOCTHON TKaHN.

Jlokannsayus npoyecca: CMHOBMANbHas 4acTb CYCTaBOB

AHaMHeCTnYeckmne (hakTopel pucka: ynoTpebeHne rioKOKOPTUKOULOB; nepe-
HeceHHas nHekums, Bknoyas COVID-19, Tpom6odmnmm 1 apyrue HapyLLeHus
B CMCTEME reMoCTasa, KypeHue, 3noynoTpe6bneHne ankoronem.

XKanobbl: NHTEHCMBHas 60/1b B 0671aCTU CYCTaBOB, YCUIMBAETCS NPU Harpy3ke,
B 1e610Te HE COOTBETCTBYET PEHTTEHONOMNYECKOIA KapTuHe. OTeK MSTKUX TKa-
Hell, MOKPaCHeHWe 1 MEeCTHOE MOBbILLEHNE TeMNepaTypbl He XapaKTepHbI.
PeHTreHorpaghus: HapyLLeHne KOCTHOTO PUCYHKA, 04ari KOCTHOW AecTpyKLumu,
nechopmaLsi NoOpaXXeHHOro y4acTka KocTu

AHamHe3: noTeps Macchl Tena 6e3 BUAMMOIA NPUYNHBI, aCTEHOBEreTaTUBHbIN
CUHAPOM.

Jlokann3ayus: nopaxeHne KOCTeil Yepena, ANUHHbIX TPy64aTbIX KOCTEN,
MO3BOHKOB, KOCTeli Ta3a. OCcTe0nn3, NaTonornyeckne nepenomsi.
PeHTreHorpaghus: rpaHynembl KOCTHON TKaHU.

TucTonornyeckoe nceneoBaxne: 303NHOMUIbHbIE FPaHyneMbl, TMCTUoLUTap-
Has MHAUAbTPALMSA KOCTHOI TKaHU

AHamHe3: CHIKeHNe Macchl Tena 6e3 BUAMMON NPUYMHbI, aCTEHOBEreTaTUBHbIIA
CUHAPOM, CUMNTOMbI MHTOKCUKALWN. BbicTpoe pa3suTue 3a60eBaHNS.
luctonornyeckoe uccnefosanye: cneumduyeckne Mopdonornyeckme n3meHe-
HUS B 6MONTATe KOCTHOI TKaHM (aTUNnN3m)

PaHHee Havano 3a6onesaHns (B MnageH4ecTse); 060CTPEHUS YaLLe, PEMUC-
CUM PEXe U MEHEe NPOJOIIKNTENbHbIE B CPABHEHWUM C U30NMPOBAHHBIMM
thopmamn MHO, He 06yCNIOBAEHHBIMI F@HHBIMM NEPECTPOIiKamMu. Bo3MOXHbI:

Ta6nuua 1. AQuddepeHumansHas guarHoctnka MHO ¢ gpyrumm 3a6oneBaHnsM1 KOCTEN 1 CyCTaBoB

OTtnuuuTenbHble ocobestocTn MHO

[laHHble aHaMHe3a: 0TCYTCTBUE TPABM U NH(EK-
LIMOHHbIX 3a601€BAHNIA B aHAMHE3E.
VIMMyHOMOrnyeckmne TecTbl: OTpULATENbHbIE
MMMYHONOrMYECKNE, CepONOrnyeckie npobsl

Ha NHCEKLMK, NCCnefoBaHNS KPOBU HA Hann4ue
BO30YyUTENS OCTEOMMENNTA.

JleyeHune: aHTnbakTepuanbHas Tepanus He ag-
(hekTnBHA

PeHTreHorpaghus: 0TeK MArkux TKaHei, 0Ko-
NOCYCTaBHOIA 0CTEONOPO3, CYCTaBHOIA BbIMOT,
nepuocTanbHas peakLms KOCTHOI TKaHN.
Jlokanuzaums npouecca: vaule anudgussl Tpy6ya-
TbIX KOCTEi

®DakTopoB pycka HeT, 3a60/1eBaHNe Pa3BMBALTCA
CMOHTAHHO, Yallle B ETCKOM 11 NOLPOCTKOBOM
BO3pacTe.

XKanobbl: 0TeK, NOKPACHEHWE 1 MOBbILLEHNE TEM-
neparypbl MATKNX TKaHeA.

PeHTreHorpaghus: 0KonocycTaBHON 0CTEON0po3,
CYCTaBHOW BbINOT, NepUOCTanbHas peakLms
KOCTHOM TKaHu

AHaMHe3: HeobbsACHMMAs NoTeps Macchbl Tena.
PeHTreHorpaghus: rpaHyneMbl KOCTHON TKaHN

He onpeaensioTCs.

[ncTonornyeckoe nccneh0Banme: rpaHynembl
KOCTHOI TKaHW He OnpeaensitoTcs, Makpodaranb-
HO-NNa3moLNTapHas MHAUNLTPALMS KOCTH

AHaMHe3: HeT JaHHbIX 32 HEOOBACHIMOE CHIKE-
HWe Macchbl Tena.

[mcTonornyeckoe nccnegoBarHme; natoMmopgono-
TUYECKIE N3MEHEHMS B 04are HecneunduyHbl

Mo3aHee Ha4yano 3abonesaHus (npenmyiLe-
CTBEHHO B MOAPOCTKOBOM BO3PACTe), peMuccui
NPOLOMKUTENbHbIE

PAPA, cuHgpom DIRA

3a/1epXKKa PocTa, KOHTPAKTYpbl, epOpMaLN KOCTEIl 1 CYCTaBOoB

JIeuenue MHO

Jleuenune naunentoB ¢ MHO MoskeT ObITb Kak KOHCEpBa-
TUBHBIM, TaK U XMPYpruyecKMM, Noa01paeTcst BpauoM MH-
AMBUJYaJlbHO B 3aBUCHMOCTH OT aKTMBHOCTH 3a00seBaHusl,
KOJIMYECTBA 0YaroB MOPakeHHs KOCTHOM TKAaHW U CTEINeHH
DeCTPYKLMKU KOCTU. KoHCepBaTUBHOE JieueHKe NpeCTaBsieT
co00it 6a3KCHYIO Tepanuio HeCTEPOUAHBIMU MPOTUBOBOCHA-
nuTenbHbiMu npenapatamu (HIIBIT), rnroxokopTtrkonpamu
(T'K), 6uchocdonaramu (Hanbosee 4aCTO MPUMEHSIIOT MAMK-
APOHOBYIO KUCJIOTY ) MJIM X KOMOMHAaLMeii. B ciyuae Hu3Koi
9 PEKTUBHOCTU WIJIM ee OTCYTCTBUS NPU Tepanuu AaHHbIMU
npernaparaMmu Mpeano4YTUTeNbHO Ha3HaueHe LIMTOCTaTUKOB
(MeTOTpeKcaT), HEKOTOpbIX MPOTUBOMUKPOOHBIX CPENCTB
(cynbdacanasuy, asuTpoMuuuH), uHru6uropos PHO-a
(araHepuent, ananuMymad, mHmMkcumad). [lepcrekTuB-
HbIMKU B OTHoweHuu Tepanuu MHO npenapatamm Takxke
SBJIIIOTCST MHTMOUTOPBI siHyC-kKuHa3 (JAK-inhibitors), Takue
Kak Todauutnunb [22—24]. OcHOBHblEe npenaparbl, Npu-
MeHsieMble 1715 neuennst MHO, npexncrasnensl B Tabnuue 2.
BBuny oTcyTCTBUS HaLMOHANbHBIX KJIMHUYECKUX pEKOMeH-
nauwmit mo nedennto MHO ykazanHas tabnuua chopmupo-

BaHa Ha OCHOBAHMWM JIAHHBIX MeXIyHAapOJHbIX KOHCEHCY-
COB; Ha3HauyeHWe OTIeJIbHbIX MpernapaToB B KJIMHUYECKO
NpaKTUKe CJIeyeT COIIAaCOBbIBATb pelleHreM BpauyebHON
KOMHMCCUU B COOTBETCTBUU C MHCTPYKLIMEN 110 IPUMEHEHHIO
npenapara, of00peHHOi perynsTopHbiMKM opraHamu P
Ha MOMEHT Ha3HaueHMsl.

OnepatuBHOe Jle4eHe BKII0UAeT NPeNMYLLECTBEHHO OCTEeO0-
HEKPIKTOMMIO, apTPOHEKPIKTOMMIO B CJyuyasiX BOBJIEUEHMS
B MpOLIECC CYCTaBOB, B MOCJEYyIOLIeM BO3MOXHO NpoBeJie-
HY1Ee PeKOHCTPYKTUBHBIX OrepaLiuii, HapyMep apTPOMIacTUKK
WJIM SHZIOTIPOTE3MPOBAHMsI KOCTel! 1 CYCTaBOB.

SAKIIOYEHHME

MHO3KeCTBeHHbII HeOaKTepHabHbIii OCTEOMHUENUT SIBJISIET-
Cs1 peIKMM ayTOBOCHAIUTETIbHBIM 3a00J1eBaHKeM, TPEOYIOLLM
npoBezeHus arddepeHLanbHOMN JMarHOCTHKY ¢ GakTepHaib-
HbIMM (POpPMaMM XPOHHUUECKOTO OCTEOMMENNTA, HEKOTOPbIMU
Hac/e[CTBEHHbIMU 3a0071€BaHUSIMK, KOMITIOHEHTOM KOTOPBIX
snsiercss MHO (cunppombl Mamskun, PAPA, DIRA), a Tak-
Xe ¢ ncopuatuueckuMm aptputoM. Crpaterust nedyenuss MHO

o0
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Ta6nuua 2. OcHoBHble NpenapaTbl, NPUMeHseMble A5
neyvenna MHO cornacHo MexayHapoaHbIM pekoMeHaaumsam
[24-29]

HNBM:
HanpoKCceH 10-15 mr/kr/cyT B Te4eHne 12-25 mec. (He 60-
nee 1500 mr/cyT)
AnKnogeHak 2-3 mr/kr/cyT (He 6onee 150 mr/cyT)
MHAOMETALMH 2-3 mr/kr/cyT (B 2-3 npuema), He 6onee
1500 mr/cyt
HUMeCynmng 4-5 mr/kr/cyT B 2 npuema (He 6onee 200 mr/cyT)
[K*:
NPeAHN30/0H 2 Mr/Kr/cyT B Te4eHune 2-3 Hep.

bonesHb-moanduumpyo-
LuK1e NpOTUBOPEBMATMYE-
CKMe npenapatbl™*:

cynbgracanasuu Mo 30-50 mr/kr/cyT (mo 2000 mr/cyT)
MeToTpekcar 15 mr/m? 1 p/Hen. (He 6onee 25 mr/He.)
BbucdocoHnarb: BHyTpuBeHHas UHY3KS No cxeme «3-3-

oy XK *

namuapoHoBas Kucnora

Nurnéutopsl ®HO-a:
NHIMKcMMao
ananumyma6

BHyTpuBeHHas uHdy3uns 5 mr/kr, no cxeme 0,
2,4, 6-9 Hepens, fanee 1 pas B 8 Hep.
MofKOXHO MHbekumus no 40-80 mr 1 pas

B 2 HeA.

Mpumeyvanue. * Criegyet Ucnonb30Bathk Mpy MakcuMasbHoOu

yBepeHHocTu B anarHose MHO, Tak kak ripu onyxonesom npoLecce

rog BAVSIHUEM Teparnum rioKOKOPTUKOCTepouaamm MoXeT

U3MEHUTBLCS KITMHNHECKas M Mopgbonornyeckas KkapTmHa 3abonesamus,
oLLM604YHO pacLeHeHHoro kak MHO, 4To noTeHumansHo npuBeneT K no3gHeun
rocTaHoBKe AuarHo3a v yXyALeHuio rporHosa; ** metoTpekcar 6osnee
aghbeKkTnBeH rnpu npucoeamHeHnn K npossneHnam MHO aptputa; *** npu
HeBepTebpasibHbix popmax MHO; **** uHegyaum B TeweHne 3 gHevi B Jo3e

1 mMr/kr/cyT (He 6onee 60 Mr Ha BBeAeHue) 3 Kypcamu ¢ MHTepBasioM B 3 Mec.
(Bcero 9 nHgy3u).

IOJXKHA pa3pabarblBaThCsl C y4acTHEM MyJbTUAMCLMILIMHAD-
HOI1 KOMaH[bl, BKJIIOYAIOLIEeN Bpaua OOLLeil MpPaKTHKH, XH-
pypra, OHKOJIOra, peBMaroyiora U CHeLuanuCTOB B CMEXHbIX
obnactsix MemMuMHbL. HecMOTpsi Ha omnpenesieHHble ycrexu
B nuarHoctuke u nedenud MHO, HeobGxommmo npoBeneHne
JanbHeMIIMX MCCIefoBaHuii Mo Gosiee MyGOKOMY M3y4eHHIO
3THUOJIOTMU M TaTOreHe3a JaHHOTo 3a00JIeBaHMs], YTO MOCITYSKUT
OCHOBOI1 U151 pa3apaboTky Hanboee 3¢pPeKTUBHBIX U Ge3onac-
HbIX METOZJ0B KOMOMHNPOBAHHOIA Teparnuu.
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