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XPOHUYECKUH peLnauBUPYIOLINN
MYNbTU(OKANbHbIK OCTEOMUENUT
B NPakTHKe peBmaronora
(cemeiHble HabnwaeHua)

LasxmetoBa P.Y., Curuamn A.A,, Kysbmuna H.H., CmupHos A.B.

B crartbe onuchiBaeTcst 60JIbHAS, Y KOTOPOW MMEJIO MECTO COYETaHKE MPU3HAKOB IOBEHWIBHOTO UANOMATUIECKOTO
aptputa (FOMA) 1 XpoHNYECKOTO pelanBupyoliero MyastudokanbHoro ocreomuenura (XPMO). [Mocnennuit
MArHOCTUPOBAH TAKXKe Y MaTepy U POAHOTO OpaTa mainmeHTKu. EcTh OcHOBaHUsI npemnosarats, 4to XPMO

u FOWA y yactut 60JIbHBIX MOTYT ObITh KIMHUYECKUM OTPaKeHUEM TOXIECTBEHHOM MaTOJOTUHU, OKa3bIBAsICh «IIepe-
KPECTHBIMU CUHIPOMAaMI» €IMHOTO ayTOBOCIIAIUTENILHOTO 3a00eBaHust. B ciydasx arunuynoro teyeHust FOUA
0e3 MPU3HAKOB ayTOMMMYHHBIX HapylleHui npu auddepeHIIManibHOM IMaTHOCTUKE ClIeAyeT UMeTh B Buay XPMO.
KiroueBbie c10Ba: ayTOBOCHATUTEIbHbBIE 3a00I€BaHNUS; XDOHUUECKUIT PELUANBUPYIOLIHIA MYI6TU()OKATBHBINA OCTEO-
MUEJTHT.

Jlns cepikn: lasxmerosa PY, Curnnun SA, Kysbmuna HH, CmupHoB AB. XpoHu4yecKuil peluauBUpYOLINi
MYJIBTH(OKATBHBI OCTEOMUEITUT B IPAKTHKE peBMarosiora (ceMeiiHbie HabmoneHust). HayuHo-npakTuyeckas pes-
matostorust. 2015;53(5):568—72.

CHRONIC RECURRENT MULTIFOCAL OSTEOMYELITIS
IN THE PRACTICE OF A RHEUMATOLOGIST: FAMILIAL CASES
Shayakhmetova R.U., Sigidin Ya.A., Kuzmina N.N., Smirnov A.V.

The paper describes a female patient who had a concurrence of the signs of juvenile idiopathic arthritis (JIA) and
chronic recurrent multifocal osteomyelitis (CRMO). The latter was also diagnosed in her mother and brother. There is
reason to suggest that CHMO and JIA may be a clinical reflection of identical pathology turning out to be the overlap
syndromes of a single autoinflammatory disease. When making a differential diagnosis if there are cases of atypical JIA
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without signs of autoimmune diseases, CRMO is well to bear in mind.

Key words: autoinflammatory diseases; chronic recurrent multifocal osteomyelitis.
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B nocnegHue roasl B peBMAaToOJOTUUA BCe
OoJsiblIe BHUMAaHUS yaesseTcsd npobdjieme ayTo-
BocnaauTeabHbIX 3abosieBaHuii (AB3). OHu
MPEJCTABISIOT COOO TeTEPOreHHYIO TPYyIMy
peNKUX FTeHEeTUYECKU N1eTePMUHUPOBAHHBIX Ta-
TOJIOTUYECKUX COCTOSIHUI, XapaKTepus3ylo-
LIUXCH NEPUOLAMU OCTPOro BOCIAJIEHUS pa3-
JIMYHBIX CTPYKTYD OpraHuM3ma U IPOSBISIO-
LIUXCS JIMXOPAJAKOW U KIMHUYECKOW CUMIITO-
MaTUKOW, OYEHb YaCTO UMUTHUPYIOLIECA peBMa-
Tuyeckue 6one3Hu. [lpru3Haku ayTOMMMYHHBIX
uni MHQGEKIMOHHBIX 3a00JIeBaHUI TIPU ITOM
OTCYTCTBYIOT.

Kak mpaswio, AB3 nebiotupyior B neT-
CKOM BO3pacTe, OIHAKO OHM BCTPEYalOTCs
U y B3pocibix. McxogoMm naHHBIX 3a00s1eBaHUI
MOXET OBITh MTOJIHOE U3JIeYeHUE, HO B YACTH CIIy-
YaeB OHU MPUOOPETAIOT AJIUTEIbHOE XPOHUYE-
CKO€E TeYECHHUE.

OfHUM U3 MePCIIeKTUBHBIX HAMPaBJIeHU
nsyyeHusi AB3 crano BblmeneHue ayToBocha-
JIMTEJIbHBIX 3200JIeBaHU KOCTel. DTO MpaKTH-
YECKM HEM3BECTHas paHee rpynmna 0oJsie3Hei,
MPOSIBJISIIONIASACS BHEILIHE HECMPOBOLIMPOBAH-
HBIM Pa3BUTHUEM aCENTUYECKOTO BOCMAIUTEb-
HOTO mpoluecca B Koctu. Haubosbiee 3Haue-

HHE Cpear YKa3aHHBIX 00JIe3Hei MMeeT XPOHU -
YeCKU peliuAUBUPYIOLIUNA MYIbTU(MOKATBHBIN
ocreomuenut (XPMO). K apyrum ayroBocna-
JINTEJIbHBIM 3200JIeBAHUSIM KOCTEl OTHOCATCS
cunapoM SAPHO (cuHOBUT, akHe, MyCTyje3,
TUIEepPOCTO3, OCTEUT), CUHApoM Maaxuaa
(Majeed), neduuMT aHTaroHUCTa pelenTopa
uHTepaeiikuna 1 (MUJI1), cemeiiHas kucTo3Has
6o0Je3Hb [1].

JanHas crathst TocBsieHa XPMO kak
HanboJiee YacToO BCTPEUAIOIIeMyCsl CPeIy HUX.

B 1972 . A. Gideon u coaBT. mepBbHIMU
omucany 3To 3aboyieBaHNe, HA3BaB €ro «I0/I0-
CTPBII, WA XPOHUYECKUI, CHMMETPUYHBIN OC-
Teomuenut» [2]. 3a nmocneaHue 40 et TepMUH
npeTepries] USMEHEHUSI, U B HACTOSIIEE BpeMs
ynotpebJsiercs: onpeneieHue XPMO, BBeneH-
Hoe P. Probst u coaBT. B 1978 . [3]. bosne3Hb ObI-
Jla O0XapaKkTepu30BaHa KaK «XpOHWYEecKasi BOC-
najauTenbHass AMCHOYHKUMS KOCTHOW CUCTEMBbI
C MHOXECTBEHHBIMU OYaraMu MOpakeHUsl Koc-
Tell U YaCcThIMU peuuauBamMu». C TeueHUueM Bpe-
MEHH BBISICHWJIOCH, YTO HE y BCEX MAalMEeHTOB
MMEIOTCSI MHOTOOYaroBoe MOopaXeHue W pelu-
IIWBHI, 1 TI0 XapakTepy TedeHuss XPMO B meiict-
BUTEJILHOCTU BKJIIOYAET TP TOATPYIIIIBI: TIPO-



1ecc, KyMUPYIOIIUICS B TedeHHe 6 MeC; TMIUYHOE MHOTIO-
0YaroBoe MopakeHNe KOCTEe ¢ YacCThIMU pelUaAnBaMM; TIep-
cucrupymolnee TeueHue [4—6].

[To coBpemeHHBIM TIpencTaBiaeHusIM, XPMO — cunapom
HEeW3BECTHOU 3TUOJIOTHY, XapaKTepU3YIOIINHCS MHOKECTBEH-
HBIMA PEIUAVNBUPYIOIIMMU Oo4araMy KOCTHOW JECTPYKIIWH,
MPY KOTOPOM M3 YJaCTKOB MOPaXKEHHBIX KOCTE HEBO3MOXHO
BBIICIUTh UH(PEKIIMOHHbBIN areHT [7]. [1pu ructosornyeckom
HUCCJIEIOBAaHUM BBISIBJISIIOTCS Hecreluduueckue mNpu3Haku oc-
TEOMUEJINTA, MPU 3TOM KJIETOUYHAsI MH(DUIbTpALUs 3aBUCUT OT
cranuu 3aboseBaHust. Ha panHeM artarie (rmepBbie 6 Mec) Ipe-
00s1agal0T HEUTPOMUIBI, YTO TUITUYHO TSI ayTOBOCTIAIUTEb-
HBIX 3a00sieBaHMiA. Ha ciienyroneit craguu BeISIBISIIOTCSI MOHO-
HUTBI, MaKpodar, JTUMGOIUTH W TUIa3MaTUISCKUE KIICTKH.
OcTeosn3 1 TIOCIeaYIONNe CKIepo3 u/min Guopo3 ompeneisi-
FOTCS Ha TIO3HUX CTaIUsIX 3a00JieBaHUsA (depe3 HECKOJBKO JIET
OT HayaJia 3abosieBaHus) [8].

XPMO — 3aboseBaHME MPEUMYILIECTBEHHO IETCKOTO
M TIOIPOCTKOBOTO BO3pacTa, NEBOYKHU OOJICIOT Yalie (COOTHO-
wenue 2:1). CpenHuii Bo3pact Havasia 6ose3nu 10 et (ot 2 10
17 Mo maHHBIM pa3IUyYHbIX MCTOYHMKOB) [1, 7, 9, 10]. Hau-
Oosibllice YMCIIO Cy4yaeB 3aboJieBaHUsI onucaHo B EBpore
(ByactHocTH, B CKaHanHaBuu), ABcTpaiuu u CeBepHoii AMe-
puke [1].

XPMO sBnsercsi «IMarHo30oM HCKIo4YeHUs». Jdudde-
peHIMaIbHasg IMATHOCTUKA ITPOBOAMTCS € MHMEKIIMOHHBIM
OCTCOMUETUTOM, 3JI0KAYeCTBEHHBIMU (CapKoMa KOCTHOM TKa-
HU, MeTacTasbl, JICUKeMHUsI, TUMGOMBI) U TOOPOKAYeCTBECHHBI -
MU (OCTeoua-ocTeoMa, KUCThbl KocTei, pubpo3) HOBOOOpa3o-
BaHUSIMU, OCTEOHEKPO30M U JIp.

Bonb (4acTo ¢ MPUITYXJIOCThIO B MECTe TTOPaXKeHUsT KOC-
TU) SIBJISIETCSl XapaKTepHbIM cUMNTOMOM. [lopaxkeHue KOCTh
B 75% cny4aeB jokanu3syercst B metaduzax [11]. Haubosnee ya-
CTO OHO MHOIOOYaroBoe U CUMMETPUYHOE, HO MOXKET OTpaHu-
YUBATbCS M OJHUM OYaroM.

Yame Bcero mopaxawoTcs kiaounia (37% ciydaeB)
u rpynuHa (16%), nanee cienyior GeapeHHasi, 60bleGepIo-
Basi KOCTH, Ta3, IISITOYHAsT KOCTh, JIOABIKKA, TO3BOHOYHUK. Ca-
MO TUITMYHOU JIOKaJIM3alKeil 60JIe3HU BO BCEX BO3PACTHBIX
TPYTINAaXx SBISIETCST CPEAHSIS TPETh KITIOUUIIHI [12].

Crnenyet umethb B BUnLy, uTo XPMO — 310 cuctemHoe 3a-
oosnesanue [5]. B 80% ciyuaeB oTMEUAIOTCS CyCTaBHbBIE IIPOSIB-
Jienust. HauGosee yacto B nmpoliecc BOBIEKAOTCS TOJIEHOCTOI-
Hblii (33%) v KoneHHbIi (9%) cycraBbl [7, 13]. [1auueHTb He-
pPEIKO UMEIOT COMYTCTBYIOLIME XPOHUYECKHUE BOCIAIUTEbHbIE
3a00JIeBaHUsI KMIIIEYHUKA — B YaCTHOCTH, Oosie3Hb KpoHa, 13-
BEHHBIIi KOJIUT, IJIIOTEHOBYIO 00s1e3Hb |14]. [TopakeHue Koxu
MOXKET MPOSIBUTHCS B BUE JIAAOHHO-TIOMOIIBEHHOTO ITyCTYJIe-
3a, TICOpMa3a WIM TaHTPEHO3HOUW THomepMUU. Y OOJBHBIX
¢ peakuM cuHapomoM Mamxkuna XPMO 3akoHOMEpHO codeTa-
€TCsl C MIEPEUYMCICHHBIMU BbIIIE KOXHBIMU cuMmIitoMamu [15].
B onHOM ucciteroBaHuy OBUIO YCTaHOBIEHO, uTO 'y 20—50% m1a-
IIMEHTOB Pa3BUBAETCS IPYroe XpOHWIECKOE BOCHAIUTETHHOE
3abosieBaHue [4, 13], CBUAETEILCTBYSI TEM CaMbIM O HECTIELI -
GUIeCKOM MOBBIIIEHUW IPOBOCHAIUTEILHOTO TOTeHIIMAA
B opraHusme 6osibHoro XPMO.

Mapxkepsl BocniajieHus (CO3, ypoBeHb C-peaKTUBHOIO
oenka — CPB, neiiko1uTo3 1 TpOMOOLIMTO3) OOBIYHO B HOpME
WJIX yMEPEeHHO MoBbIlIeHb [1]. Ha naHHBIIT MOMEHT He 13Bec-
T€H HU OAWH crenuduyecKuil OroMapkep sl MOCTAHOBKH
IMarHO3a W/WJIM OLEHKM aKTUBHOCTU 3abosieBaHus. OueHb
BaXXHO, YTO HUKAKMX ayTOMMMYHHBIX HapylleHHWH (B 4aCTHO-
ctu, ayroanTturten) mpu XPMO He o6HapykeHO.

st AMarHOCTUKM KOCTHBIX TOPaXKeHU WCIOTb3YIOT
peHTreHorpaduio, KoMmbioTepHyto Tomorpaduio (KT), cimH-
Turpaduio KOCTeil, MarHUTHO-PE30HAHCHYIO TOMOTpaduio
(MPT). Tunu4HbIM gBJIsI€TCS OOHAPYKEHUE TIPU PEHTIeHOTpa-
¢un ABYX U 6osiee 04aroB OCTEOJIU3a C OKPYKAIOIIMM UX CKJIe-
pO30M U rurepocTo3oM B obsactu meracpuson [12]. C uesbto
BBISIBJICHUsI GECCUMIITOMHBIX TTOBPEXIEHUI 6e3 MCITOIh30Ba-
HUSI PEHTTeHOBCKOro objyyeHus LejiecooopasHa MPT Bcero
Tena.

ITporHos HeogHO3HAaUHBIIH. MUMeeTcs TeHAEHLIMS K CITOH-
TaHHOMY BBI3TOPOBJIEHUIO TIOCE JOCTVKEHUSI MyOepTaTHOrO
BO3pacTa, OHAKO MPHU OTCYTCTBUU aIE€KBATHOTO JIEYEHUST CO-
o01anoch 0 BO3MOXHOCTU Tiepexoma XPMO B cuHmpom
SAPHO u cnongunoaprpomnaruu [8, 16]. ¥V psima 60JbHBIX Ha-
omonaroTcss (PYHKIIMOHAIBHBIE WM KOCMETUUYeCKUe He(eKTHI,
BBI3BAHHBIE TMTIEPOCTO30M; BCTPEUAIOTCST TAKKE MAaTOJIOTUIe-
CKUE TIePEIOMBI.

DTHOJIOTHS 1 MaTOTeHe3 3a00JIeBaHNSI BO MHOTMX OTHO-
IIEHUSIX OCTAIOTCSI HEMOCTATOYHO M3Y4YeHHBIMU. BhIienTh Ka-
KO#-1100 MHMEKUMOHHBIN areHT He ynaercs. [IpumeHeHue
aHTUOAKTEPUAIbHOI Teparnuu HE OKa3blBaeT AOCTOBEPHOTO
apdekra Ha cuMOTOMBI 0osie3HU. COO0OIIAIOCh O TIOJIOXM-
TeJbHOM 3G deKTe a3UTPOMULIMHA Yy HEOOJBIIIONW TPYIIIbI Ma-
LIMEHTOB, YTO CKOPee BbI3BAHO HE aHTUMUKPOOHBIM, a MPOTHU-
BOBOCIIAJIUTEJIbHBIM AeicTBUMEM mpenapara [17].

CunTaercs, 4TO XpOHMYECKOe BocrajaeHue mpu XPMO
SIBJISIETCSI PE3YIBTATOM TIATOJIOTMUYECKON aKTUBAIIMY BPOXKICH-
HOTO UMMYHUTETa, KOTopasl XapaKTepHa JIJIsT BCeX ayTOBOCIIA-
JINTEJTBHBIX 3a00JIeBaHMil. DTa aKTUBALIMS TIPOSIBIISIETCS] B 13-
OBITOYHOM CHHTE3€ MPOBOBOCIIAIIMTEIBHBIX IIUTOKNHOB, TIpe-
xae Bcero MJI1, u TeM caMbIM B CO31aHUU YCIIOBUIA JUTS pa3BU-
TUs BocnajieHusl. Tak, B CBIBOPOTKE OOJIbHBIX C YCTAHOBJIEH-
HbIM 1rarHo3oM XPMO u He mosyyaBLIMX Teparnuio YpOBeHb
WJI1 u dpakropa Hekpo3a omyxoau o (PHO«) okasacst moBbI-
1IIEH, a YPOBeHb aHTUBOCTIAIUTEbHOTO IuToKHa MJI10 cHu-
keH. MoHouuThl 60J1bHBIX XPMO TepstoT criocoOHOCTh BbIpa-
6arbiBaTh MJI10 B moKoe 1 mocie CTUMYJISILIMY JTUTIOTIocaxa-
punom. O BaxHoii poau MJI1 B matoreHe3e OCHOBHOTO 0OJIb-
IIMHCTBA ayTOBOCTIAJIMTENIbHBIX OOJIe3HEN CBUIETEIBCTBYET
SpKUIi TepaneBTUUYeCKUil 3(HeKT MHTMOUTOPOB TaHHOTO K-
TOKMHA MPU 3TUX 3a0osieBaHusx [18, 19].

MoxeT cunTaThCst J0Ka3aHHBIM, YTO B OCHOBE TIepevYmcC-
JICHHBIX UIMMYHHBIX HapyIIeHUH JIeskaT MyTalliid KOHKPETHBIX
reHoB. Ha skcrnepuMeHTaIbHON MOJENM acenTUYECKOro Oc-
TEOMHUENTA Y MbIILIEH yCTaHOBJIeHA MyTalusl reHa pstpip2 [20].
V yenoseka mytauuu PSTPIP2 He 0OHapy>XeHO, HO 3TOT IeH
HaXOIUTCSI B TOM TeHOMHOM UHTEpBaJie, KOTOPBIif aCCOLIMUPY-
ercsa co cnopaguyeckum XPMO. [lpu cunapome Mamxkuna,
BkimovatoiieM XPMO, o6HapykuBaeTcs crieriduieckas My-
Tauus reHa LPIN2.

He MeHee BaxXHBI OMMCaHUST CEMEMHBIX CTydaeB 3ab0me-
BaHu4 [21, 22].

OcTaercst HeSICHBIM, TIOYeMY TIPU ayTOBOCITATUTETbHBIX
3a00JIeBaHUSIX MOTYT ITOpaXkaThCsl pa3Hble OpraHbl U TKaHWU.
Haubonee BeposITHO, UTO JTOKAJIM3ALUIO BOCIAJIEHUST OMpee-
JISIIOT MECTHBIE YCJIOBUSI (OCOOEHHOCTH METabO0IM3Ma, UHTEH-
CHUBHOCTb MUKPOLMPKYJISILAU U [IP.).

Hnsa neyenuss XPMO Haubosee IMPOKO MPUMEHSIOTCS
TJTIOKOKOPTUKOUIBI M HECTEPOUIHbIE MPOTUBOBOCMATUTEIb-
Hble TipernapaThbl [23], cmocOOHBIE BBI3BATH Y OOJBIIMHCTBA
OOJILHBIX OTIpeie]IeHHOe KIIMHUYECKoe yyuleHue. MmeroTes
COOOIIIeHMST O BBIpaXXeHHOM TepareBTuIeckoM dddekre omc-
dochonaros [24].
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IIprBOAMM KIMHUYECKOE HAOTIOAEHUE.

Ilayuenmxa C., 19 aem, o6pamusace ¢ HHUHHP
um. B.A. Haconoeoii 6 Hosbpe 2014 e. ¢ ycarobamu Ha ebipancet-
Hble 00AU U NPUNYXAOCTb 8 KATOYULAX (004blue 8 MeOUAaNbHbIX O~
denax), cunvole 60U 6 epyOUHe U NO360HOUHUKE, YMePeHHble —
6 MeAKUX Cycmaeax Kucmeil, nie4egoix, Ay4e3ansicmHbix, mazo-
0e0peHHbIX, KONeHHbIX U 201eHOCMONHbIX cycmasax. boaeesoil cun-
dpom ycuaueaicsa npu gusuueckoli Haepyske. Ommeuanucy oowas
caabocmsb, CKOBAHHOCMb 6 MedeHuUe 8ce2o OHs, NepUoouHecKy cyo-
gebpunvras memnepamypa do 37,3 C.

3abonesanue Hauanrocw 6 15-remuem eospacme (2010) ¢ no-
A61eHUsL 004U 8 KOACHHbIX CYCMAgax u ux NPpUnyxXiocmu, 3amem
NPUCOCOUHUAUCH DOAU 8 NAEHEBbIX, NOKMEBbIX, NYHe3aNsCHIHbIX,
Maz00e0penHHbIX U 20AeHOCHIONHbIX CYCMABAX, MEeAKUX CYCMAasax
Kucmeil, unepmepmusi Koxcu Had 0G0Ne3HeHHbIMU CYCMABAMU.
C 2011 e. cmpadaem peyuousupyrouum agQmosHbviM CHOMAmu-
mom. Bosnuxarouue agmol 60ne3HeHHble, MHOMCECMBEHHble,
CPeOHUX pasmepos, Hacmo CONpOBONCOAMCA NOBbIUEHUEM MeM-
nepamypol 0o cyopebpurvhbix yugp. Jlewenue mecmuoe, agpmol
npoxodam 6 meuerue nedeau. C 2013 e. eedywumu scarobamu 18-
ASIOMCSL CUAbHBIE 60U 8 00eUX KAHUUAX, 2pyOUHO-KAHYUYHBIX
counenenusx u naevegvix cycmasax. C gpespans amoeo eoda amoy-
AamopHo Habarodasace 6 demckom omoenenuu HUHUP, 20e nposo-
ouncs wupokuli ouaeHocmuyeckuil nouck. Paccmampueancs
00MbUIOLL CHEKmD PeeMamu4eckux, UHMEKUUOHHbIX U OHKO2eMA-
monoeuHeckux 3a604e6aHUL U AYMOBOCHANUMENbHBIX CUHOPOMOB.
Heo0nokpamno ocmMompena KoarecuanbHo, Haubonee 6eposmHbim
cuumanca ouaernoz XPMO.

B cenmsbpe—nosbpe 2013 . obcaedosanrace ¢ MOHHUKHU.
Ilocmasnen Ouaeno3: cUHOPOM pa30paANCeHH020 KUUEUHUKA CO
cnacmuyeckum Komnonenmom. Ilocmunpekyuonnoiii Koaum
(nocne nepenecenno2o uepcunuosa). Ilpoeodusacv K0a0HOCKO-
nus — 6e3 namoaoeuu. JlaHHbX, c8UdemMeabCMBYUUX 0 001e3HU
Kpona u si36ennom koaume, nem. Cyunmuepagus kocmeil ckene-
ma: 6e3 omxaonenuii om Hopmvl. MPT nozeonounuxa: docmo-
6EPHLIX DAHHBIX, CEUACMEAbCMEYIOWUX 0 HAAUYUYU naAmoAocUuYe-
CKUX U3BMEHeHUll WleliH020 U 2pyOH020 0mden08 NO360HOYHUKA,
He noayuero. Kapmuna HauanvHoix decenepamueHo-0ucmpou-
YeCcKUX U3MeHeHUN NOSICHUMHO-KPeCmi08020 omoead (0CmeoXoH-
0po3). IIpu MPT 201061020 MO32a 0OHAPYICEHA KUCMA WUULKO-
BUOHOIL Jicenesbl.

Tloemopro o6caedosarace 6 MOHUKH 6 ghespane 2014 2.;
NPOKOHCYAbMUPOBAHA 2eMAMON020M, 2eHEMUKOM, MPagmMamono-
eom-opmonedom. Juaeno3: 6podcoeHHas Oucnaasus coeouHu-
menvHoll mKanu. JJucnaasus cmepHansbHoeo Kpas A€ol KAHYULbL.
Hauanvuvle npusHaku ocmeoxoHopo3a NO360HOMHUKA. JGHHbIX,
ceudemenbcmeyWUX 0 3a001e6aHUU Kposu, Hem. B amom dice 20-
dy 6 mapme obcaedosanacy 6 LIUTO, koncysvmuposana npoghec-
copom A.A. Oukypenxo. Ilocmaenen duaenos: XPMO ¢ nopaice-
HUeM 1e601l KAHYUYbL, 2DYOUHDBL, KDECMU080-N008300UHbIX COUAe-
HeHUll, HUdJCHell mpemu npaeoii 6e0peHHOU KOCMU U HAPYICHOTL
A00bIICKU CHpasa.

IIposodunocy yesenanpasrenHoe OuHamu4eckKoe usyueHue
DEHMeeH02PAMM epYyOUHO-KAHUYHbIX counenerull. TIpu uccaedo-
séanuu ¢ MOHUKH 6 urone 2014 e. onpedensemcsa saueucmoe
830ymue CMepHAaAbHORO Kpasi Ae60I KAHULbL, CMPYKMYPa KOCH-
HOUl MKAHU HA 9MOM YPO8HEe NOBbLUIEHHOU NPO3PAYHOCMU, KOD-
mukanvHolil caoi He Hapyuwen. Ilo cpasnenuto ¢ ¢espanem
2014 2. — 6e3 penmeenosoeuueckoil ounamuku. IlIpuznakoe oc-
nanenus He eviseaero. llpu KT-uccredosanuu ommeuenvt npu-
BHAKU MeAKOU 0eceHepamuHol KUcmyl epyOUHHO20 KOHUA 1e60l
KAlouuuypl (Ha4aibHole NPUSHAKU apmpo3a 1€6020 epyOUHO-KAH)-
YUUHORO COUNCHEHUS).
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CucmemHo20 neveHus. He noay4ana, nepuoduteckKu npuHu-
Mana HecmepouoHvie NPOMUBOEOCHAAUMENbHbIE NPENnapanbvl
(HIIBII) ¢ ymepennvim s¢hpexmonm.

Anammes ycusnu: pebeHok om nepeoil bepemenHocmu, npo-
mekaswell 6e3 namoaoeuu. Pocaa u pazeusanrace nopmansvho.
B demckom eozpacme wacmo 6osena OP3 u aneunoii (2 paza
6 200); kpachyxa 6 2 eoda. Conymcmaywujue 3a001€8aHUs: XPO-
HUYeCKUll MOH3UANUM, CUHOPOM DPA30PAJICEHHO20 KUUEHHUKA.
Tpaemobi: nepeaom 6 obaacmu A0KMeB020 cycmasa caeed
6 2007 e. Aanepeuu Ha Kakue-aubo eeuecmea u npooyKmol He
ommeyeno. Cemelinblil aHaMHe3: y Mamepu 8 0emcKOM 803pacme
yemanoeaeHn duaeno3 XPMO, no noseody komopoeo eii 6vira yoa-
AeHA OCNANCHHAS KAOUUYA, 0e0YWKA — HeymO4HeHHoe 3a0oe-
8aHue cycmaegos,; badywka — capkoudos neekoeo. Y 12-nremueeo
maaduieeo 6pama ¢ 2014 2. nossuaucy 6oau 6 nepughepureckux
cycmasax, a 6 aneape 2015 e. —npunyxaocms u 601e3HeHHOCMb
xkarouuyvl. B mapme 2015 2. ¢ I[IUTO y Heeo duacnocmuposan
XPMO ¢ munuunvimu peHmeeHoA02UMeCKUMU USMEHEeHUAMU Me-
duanvbHoeo omadena KAHULUbL.

Ilpu ocmompe nayuenmiu: pocm 160 cm, macca meaa
64 ke, menocaodceHue HOPMOCMEHUUECKOe, KOJNCHbLE NOKPOBbL
u cauzucmole 000104KU HOPMAAbHORO Ugema, yucmeole, 00C-
mamouHoi earaxchocmu. Illepughepuneckue aumgpamuueckue
y3abl He yeeauueHvl. lunompoguu moiwmy wem. Aepueypayus
2pYOUHO-KAIOHUHHbIX cOUAeHeHuUll (Ooabue caesa), Ooae3HeH -
HOCMb 3MUX COYACHEHUU, 2pYOUHbL, NACMHO-PANAH208bIX,
maz00e0peHHbIX, 20AeHOCMONHbIX, NACHEGbIX U AYYe3aNsICM-
HbIX CYCmMagos.

B neexux Ovixanue eezuxyaspHoe, xpunoe Hem. Tob
cepoya ACHble, pumm NPaAsUAbHbLL. ApmepuanvHoe odasaenue
110/60 mm pm. cm. 2Kusom npu nasvnayuu msexuii, 6ezbone3-
HeHHbll. [leuens nasvnupyemces no kparo pedeproii dyeu. Cene-
3enka He naavnupyemcs. Cumnmom HOKOAAUUBAHUS NO NOSC-
HUYHOIL 00aacmu ompuyamenshblii ¢ 00eux cmopoH.

Ananuz xpoeu: Hb 135 e/n, ap. 4,76+ 10%/a; aeiik.
6,7+ 10/, neitmp.: n. 2%, c. 56%; 3. 2%, aumep. 35%, mon. 5%,
mp. 225+ 10°/n, COD no Becmepepeny 16 mm/4.

Buoxumuueckoe uccaedoganue Kpogu 06e3 OMKAOHEHUS Om
HopmbL: 2nko3a 4,56 mmonv/a, asanunamuHompaucgepasa
(AJIT) 31,7 Ed/a, acnapmamamuromparcgepasza (ACT) 27,8 Ed/a,
kpeamunun 60,2 mkmonv/a, mouesurna 4,35 mmonv/n, mouesas
xucaoma 299,9 mxkmons/n, oouuii besox 75,0 e/n, werounas goc-
gamasa (IlID) 95,9 Ed/n, arbymun 56,2, al-erobyaunsi 3,5%,
a2-enobyaunst 7,1%, B-enobyaunst 13,5%, y-erobyaunsvt 19,7%.
Obwuit anasusz moyu 6e3 namoaocull.

HUmmynonsoeuneckuii anaruz kposu Hopmanvholiii: CPH
1,5 me/n, 1gG 18,7, IgA 2,1, IgM 2,3, pesmamuueckuii ghakmop
(PD) 9,5 Ed/n, anmumena K YUKAUYECKOMY UUMPYAMUHUDOBAH -
nomy nenmudy (ALLII) 0,1 Ed/ma, anmu-Ro/SS-A 0,1 Ed/ma,
anmu-La/SS-B 0,1 Ed/mn. HLA-B27 ne obnapyicen.

[lo dannbim yavmpaszeyko6oeo uccaedosarus (Y3H) naeue-
8bIX CYCMABO6 — MEAKAA 3PO3USL CYCMABHOU NOBEPXHOCMU KU~
Ubl 2pYOUHO-KAIOMUMHOR0 CYCMABA CNPAsA, cAeéd — 3a0CMmpeHue
CYCMABHOI NOBEPXHOCMU KAIOUULbL.

Y3U konsennvix cycmaeog: gopmupyroujeecs 3aocmpenue
Mblenkos Ooavuiebepuyosuix kKocmelil. Heboavuwiue Oeeenepa-
mueHvle UsMeHeHus: meaa MeoudaivbHoeo menucka. Heboavuioii
OmeK U ymoaujeHue eyCcuHol cymku. B neom konennom cycma-
6e — NPUBHAKU MEHOCUHOBUMA NOAYNEPENOHYAMOU MblUlljbl
(Heboavuiue). B nesom koaennom cycmase kucma beiikepa (no-
AYCRABULAAACs).

Jlencumomempusi NOACHUMHO20 0MOena NO36OHOUHUKA: MU~
HepanbHas NAOMHOCMb KOCMU — 8 npedesax 603pacmHoll HOPMbL.



Myasmuchupanvnas — kKomnelomephas — momoepagus
(MCKT) epyouno-karouuuHbIX COUACHEHUT: KAPMUHA 3PO3UBHO20
apmpuma 2pyOuHo-KAIOYUYHbIX COYNeHeHull, 6oabule creea, Ha-
uanbHovle npusHaxku gopmuposanus apmpoza. MPT kpecmuyoéo-
n008300WHbIX CYCMABOB: NPUSHAKU AKMUBHO20 CUMPUUMA.

Kouncyavmuposana ogpmansmonocom u cmomamonoeom:
6 Hacmosaujee 8pemMsa NAMoN0UMECKUX U3MEHEHUTl Hem.

Jleuenue: napayemamon no 500 me 3 paza 6 cymku, memun-
npednusonon 250 me 6 covemanuu ¢ 5000 EJ] eenapuna (3 enym-
puseHHblx 8edenus), ubynpogern 400 me 2 pasza 6 cymku, ypcooes
250 me na Houb (6 c83U ¢ NepuodUHecKUM HeOONbUUM YEeauYeHU -
em ypoeHell mpancamunas npu npueme HITBII ¢ npouirom).

[Ipu nposedenuu nyavc-mepanuu MemuanpeoHU30A10HOM
nayuenmKa yayuueHus Cocmosnus he ommeuana. B mo sce epems
Ha ¢ghone npuema npomueogocnalumMenvbHoll mepanuu (napayema-
MOA, UOYNPOGheH) — BbIPANCEHHAS NOAOCUMENbHAS OUHAMUKA:
KYRupo8anacs npunyxaocmo KAOHUY, YMEHbUWuUAcsA 001e60l CUH-
dpom.

[Ipu evinucke pexomeH008aHO:

* npuem HIIBII (ubynpogen no 400 me 2 pasa 6 cymku, co-
émecmHo ¢ ypcogharvkom aubo ypcocanom 250 me Ha
HOUb);

* koumpoav ouoxumuueckux ananuzos (AJIT, ACT, eamma-
eniomamurmpancnenmuoasa, I[®). [lpu nosviuenuu
yposueii AJIT, ACT 6 2 paza u boaee — epemennas omme-
Ha HIIBII. [locae nopmanuzayuu 1ab60pamopHsix noKa-
3ameneil — 60300HO61€HlUe NpUeMa npenapama;

* naakeenun 0,2 e 6 delb 0AUMenvHo;

* npenapamoi  epynnvl  Oucghoconamos  (ghocamakc
70 me/Hed) 6 couemaHuu ¢ npenapamami Kaibuus
(1000 me/cym) u eumamurom D; (600 Ed/cym).

O6cyxpaeHue

JIvarHocTHKa OCHOBHOIO 3a00JieBaHUs Y JaHHOM Malu-
€HTKM TIpeACTaBlisieTCsl BechbMa CJIOXHOM. [lebloT 0osie3Hun
C HavaBIIErocsl B IETCKOM BO3pacTe MOJIMapTpUTa C OTYETIH -
BBIM 0OJIEBBIM CUHIPOMOM M JUIMTEJIbHON CKOBAHHOCTBIO, OC-
TaTOYHBIE SIBJICHUS B BUIE MOJIycnaBIIeiicss Kuctol beiikepa,
HaJIM4Yue XpOHUUECKOTO 3pO3UBHOTO apTpUTa, CUM(PU3NT, OT-
CYTCTBUE IMPU3HAKOB OCTECOMHUEINTA MO JAHHBIM PEHTICHO-
rpaduu, KT u MPT, ceponeratuBHocth mo P® u ALLLIT
00OCHOBBIBAIOT AWArHo3 IOBEHWJIBHOTO HMIMOTIATUYECKOTO
aptputa (FOMA). B To xxe BpeMs cienyeT MUMeThb B BUAY, UTO
B 2013 1. GoIbHOIT HA OCHOBAaHUM TAaKOTO & COBPEMEHHOIO
MHCTpYMeHTanbHOTo o0ciaenoBanust B LIMTO 6bu1 mocTaBiaeH
nuarHo3 XPMO, a 310 3a0ojieBaHue, KaK yKe YKa3blBaJoCh,
MOXET TMOJBEPTaThCs MOJHOMY 0OpaTHOMY pa3BUTHIO Oe3 Ka-
KMX-JIMOO OCTaTOUYHBIX siBAeHUI. HauanbHbIe MpU3HAKKU apT-
po3a KOJICHHBIX M TPYyAWHO-KIIOUMYHBIX CYCTaBOB y 19-1et-
Hell IEeBYIIKU MOTYT OBITh ClIeACTBUEM M3aedeHHoro XPMO.
Y Marepu MalMEHTKH B JETCTBE TaKKe ObUT TMAarHOCTUPOBAH
XPMO, 1o moBoy KOTOPOTO €€ Jaxe OMepupoBaIv U TPU-
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3HaKM KOTOPOTO B HACTOSIIIEE BpeMsl HE OIMpPEIeIsIoTCS.
YpesBblyaifHO BaXkHO, YTO STOT XK€ JAMArHo3 YCTaHOBJICH
n y 12-metHero GpaTta 0OJbHOI. BhIpakeHHOE TOpaXeHUE
KJTIOUWII, SIBJISTIONIeecs HamboJiee XapaKTepHbIM CUMIITOMOM
XPMO, ormeuanoch y Kaxmaoro m3 Hux. Cpenu OoJie3Hei
Y KPOBHBIX POJICTBEHHUKOB (DUTYPUPYIOT XPOHUUYECKUE BOC-
MaJuTeIbHbIe 3a00JIeBaHUsI — HEYTOUYHEHHBINH IOJMApTPUT
u capkouno3. [locneaHuit npeacrasisier coboit odbpasell Xpo-
HUYECKOT0 I'paHyJIeMaTO3HOIO BOCHAJIMTEIBHOIO IMpoliecca,
B MaTOTeHe3e KOTOPOro omnpeneJeHHOE 3HaYeHUE TaKKe MpU-
naeTcs ayroBocrajieHuio [18].

O0600611ast 3TU JaHHBIE, MPUXOAUTCS MPU3HATh, YTO
y Hallel MauMeHTKX MMeJia MeCTO KOMOMHALIMS TTPU3HAKOB
IOWA u XPMO, B cBSI31 C 4eM BO3HMKAET BOIIPOC 00 UX HE
TOJBKO KJIWHWYECKOU, HO U TMAaTOreHETMYECKON OJIM30CTH,
a cleioBaTebHO, O BO3MOXHOCTU COYETAaHHBIX (DOPM ITUX
3a0o0JsieBaHUii. 3a mociaeqHue TOAbl MOSBUIUCH HOCTATOYHO
yOeauTeIbHbIe CBUIETEIbCTBA ayTOBOCITAIUTEILHON TIPUPO-
nbl cuctemHoro FOMA ¢ npeobiagaHueM B €ro rnaToreHese
HapyleHU BPOXKIACHHON UMMYHHOI CUCTEMBI [25]. AHanu3
3a00JIeBaHUs Halllell MalMEeHTKU MO3BOJISIET C JOCTATOYHBIM
OCHOBaHMEM TIPEAIOJOXKUTh, YTO 0 KpailHeil Mepe y 4acTu
0osbHBIX HecucTeMHbIM FOMA B ocHOBe 00J1€3HM TaKXke Je-
KaT ayTOBOCIAJIMTEIbHBIE MEXaHM3MbI. JlOTIOTHUTEIbHBIM
apryMeHTOM B ITOJIb3Y 3TOTO TPEATOIOXCHMS SIBISIETCS OT-
CYTCTBHE y OOJIbHOM KaKMX-JIMOO MMMYHOJOTHMYECKUX OT-
KJIOHEHU# OT HOpMBI. Hy>XHO OTMETUTh U HATUUKME PCLIMIM -
BUPYIONIETO ahTO3HOTO CTOMATUTA, TUIMTUYHOTO TSI CUHIPO-
Ma bexuera, B MexaHU3Max pa3BUTHS KOTOPOTO TaKXKe OITy-
CKaeTcs y9acThe ayTOBOCIAIUTEIbHBIX peakinii. Kpome To-
ro, apTO3HBIN CTOMATHT SIBJIIETCSI XapaKTePHBIM CUMITTOMOM
elle OJHOTO U3BECTHOTO ayTOBOCMHAIMTEIbHOIO CUHIAPOMA —
PFAPA (periodic fever, aphtous stomatitis, pharyngitis and
adenitis) [26].

Taxum odpazom, XPMO u FOUA y yacTu 60JbHBIX MOTYT
0Ka3aTbCsl KIMHUYECKUM OTPaXXeHUEM TOXAECTBEHHOMU IMaTo-
JIOTWH, SIBJISISICH TEM CaMbIM <«II€PEKPECTHBIMU CUHIPOMAaMU»
eIMHOTO ayTOBOCTAJIMTELHOrO 3abojeBaHusa. [lostomy mpu
atunuyHoM TedeHuu KOWA 6e3 mpu3HaKOB ayTOMMMYHHBIX
HapymieHu# 1ipu nuddepeHInaTbHON TUaTHOCTUKE CIIeayeT
umeTh B Buay u XPMO.

Ilpospaunocmo uccaedosanus

Hccenedosanue ne umeno cnorncopckoii noddepicku. Aemopul
Hecym NOAHYI0 0MBemCcmEeHHOCmb 3a npedocmagaenue OKOH4A-
MeAbHOLL 6epcuU PYKORUCU 8 nevama.

Jlexaapauus o punancowvix u dpyeux 63aumoomHoueHUAX

Bce agmopbt npunumanu ywacmue 6 paspadomie KoHyen-
yuu cmamovu U 6 Hanucanuu pykonucu. OKOHYAMeNbHAs 8epCusl
pyKonucu 0viaa 0006peHa ecemu agmopamu. Asmoput He noayuaiu
20HOPAp 3a cMAmbio.
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