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AyTOBOCHaJ'IMTEHbeIe CUHAPOMBI B neauaTpun

(0630p nuTepartypbl U COOCTBEHHbIE
KNUHUYECKNe HabnoaeHusn)
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BocnaneHus.

B cTaTbe cienaH 0630p MTEpaTypHbIX JAHHbIX, @ TAKKE U30XKeHb COOCTBEHHbIE HAONOAEHUSA N0 Npo6aeMaM AMarHOCTUKN U Tepanum ayToBoC-
NanUTeNbHbLIX CUHAPOMOB Y AeTeit. [IpeAcTaBaeHbl UCTOPUYECKME CNPABKU, MATOTEHES, KNMHUYECKAs KapTUHA, METOAbI AUATHOCTUKM U Tepanuu
370/ HO3010TMMU. [laH 0630p reHeTUYECKN AeTEPMUHUPOBAHHbIX 3a60NeBaHUA, B OCHOBE KOTOPbIX EKUT HAapylieHUe PeryaaLum MexaHu3mos

Peumnmsmpyromaﬂ nnxopapkKa, Hecneumbmqecn(me BOCnajauTenbHble U3MEHEHUA U NOPaXKeHUA pPasjIM4YHbIX OPraHoOB ABAAKTCA TUNUYHBIMU
NpoABNEHNAMN ayTOBOCNANUTENIbHBIX CUHLPOMOB. MyﬂbTVI,U.VICLl,MI'IﬂMHaprIVI noaxopn, oCBeAOMNEHHOCTb Bpaqeﬁ NepBMYHOrO 3B€HA O Hann4uun
TaKUX pefKnx 3aboneBaHunii, Kak ayToBOCNaJiTeNbHbIE CUHOPOMbI, ABNAIOTCA KNKOYOM K yCNeWwHOMY JieYeHUto.

Knwouyesesle cnosa: ayToBoCnasuTenbHble CUHAPOMBI, VIHI'VI6VITOp l/IHTepﬂel‘;lKVIHa 1, nuxopapKa, MONEKYIApHO-reHeTUYecKoe uccnefoBaHme.
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mechanisms that regulate inflammatory responses.

for successful treatment.

MpaKTUKe KaXA0ro Neamatpa BCTPeYaoTcs 6obHbIe C TaKUM

COCTOAIHMEM, KaK NIMXOpPajiKa HeACHOro reHesa. 3a nocnef-

HUe HEeCKONbKO [ecATUneTuin cnucok auddepeHLnanbHbix
AMArHo30B 3TOr0 COCTOAHMA 3HAUNUTeNbHO pacwupunca. lomumo
MHMEKLMOHHBIX, QYTOUMMYHHbIX, NAaPAHEONNACTUYECKUX MPUUNH
JIUXOPAAKK, HYXHO MOMHWUTL 06 OTHOCUTENbHO HOBOIA rpynne
3aboneBaHunit — ayToBocnanuTenbHbix cuHgpomax (ABC).

ABC — pocTaToyHO pasHOpPOAHAs rpynna pefkux, reHeTu-
Yeckn 06YCNOBIIEHHBIX COCTOAHMIA, XapaKTepPU3YIOLWLMXCS nepu-
OANYECKUMM 3MN30[aMU CUCTEMHOrO BOCMANEHWs WU NposBASA-
IOLMXCA NUXOPAAKOI U NONMMOPMHON KNIMHUYECKON KapTUHOIA,
HepeaKo UMUTUPYIOLLE peBMaTUYecKue U fpyrue 3aboneBaHus
B OTCYTCTBME AyTOMMMYHHbIX WNU UHPEKLMOHHBIX MPUYUH [3,
20]. Mo knaccudukaumum Esponeiickoro o6wecTsa no U3y4eHunio
uMMyHopedbULMTa, ayToBOCNANUTENbHbIE 3a00NeBaHNsA OTHeCe-
Hbl K NepBUYHLIM UMMYHOAEPULNUTHBIM COCTOSHUAM, @ UMEHHO K
rpynne fetheKToB BPOXAEHHOMO 3BEHA UMMYHUTETA.

TepMuH «ayToBOCNANUTENbHbIE CUHAPOMBI» NoABMACA B 1999 1.
6naropaps amepukaHckomy uccneposarenio [loHy KactHepy [20].
C Tex nop nepeyeHb ayToBOCMANMUTENbHbIX 3aboneBaHui NocTo-

This paper summarizes published reports on the diagnosis and treatment of autoinflammatory syndromes in children and the authors' own
experience in this area. The authors provide historical data and give information about the pathogenesis of these conditions, their clinical
manifestations, diagnosis and treatment. The paper also includes an overview of genetically determined diseases caused by abnormalities in

Recurrent fever, non-specific inflammatory changes and lesions in different organs are typical features of autoinflammatory syndromes.
A multidisciplinary approach and awareness of primary-care physicians of rare conditions such as autoinflammatory syndromes are essential

Keywords: autoinflammatory syndromes, interleukin-1 inhibitor, fever, molecular genetic testing.

AHHO TOMONHAETCA 32 CYET BHOBb OTKPbLIBAEMbIX CUHLPOMOB.
Ha cerogHsawHuit feHb onucaHo 6onee 25 pasnuuHbix ABC [1, 3,
24], a TakxKe co3paHa ux knaccudukaums (mabs. 1).
3HauuTenbHbIM nporpecc B u3ydeHun ABC Obin [OCTUTHYT B
KoHue XX Beka, korga 6narogaps CTpeMUTENbHOMY Pa3BUTUIO
MONEKYNAPHO BMONOTUK 1 MONEKYNAPHOW MeauLMHbI YaAnoch
YCTAaHOBUTb FEHETUYECKYID NMPUPOAY PAfA MOHOTEHHbIX ayTo-
BOCNANUTENbHbIX 3300/1€BaHNII U TeM CaMbiM MPUBAU3UTBCA K
MOHUMaHWIO UX naToreHesa. Tem He MeHee y OCTasbHbIX ayTo-
BOCMANUTENbHbIX 3360NeBaHUI FeHEeTUYECKMe OCHOBbI MOKa
He BblfBNEHbl. KpoMe TOro, BO3HMKNA KOHLUENLWA NONUTEHHBIX
ABC, korga ofiMH UM HECKONbKO reHeTuYecKknx aedeKkToB npea-
pacnonaralT K WUX pa3BUTUIO, OHAKO He ABNAIOTCA UCTUHHO
NPUYMHHO-3HAUYMMbIMU. K 3TUM 3360N€BAHNAM OTHOCAT CUCTEM-
Hblil IOBEHWUNbHbIA MAMONATUYECKMII apTpuT, 6onesHb bexyera,
cuHgpom Mapwanna (nepuopnyeckas nuxopajka, adTo3HbIN
ctomatuT, hapuHrut n agenut — Periodic Fever with Aphthous
Stomatitis, Pharyngitis and Adenitis, PFAPA), noparpy u T. A.
Kak BO3HMK TEpMUH «ayToBOCManuTenbHble»? BocnaneHue
ABNAETCA Haubonee (UIOreHeTUYECKU OPEBHUM MeXaHU3MOM
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Tabanma 1 l

Kaaccuduxanua CHHAPOMOB OCTPOro
Ausmca omyxoau [31]

lpynna CuHapomMbI leH Tun Hacne-
AOBaHMNA
lepuopmnyeckne FMF MEFV AP
nmxopankin HIDS/MKD MVK AP
TRAPS TNFRSF1A | AL
NLRPs- FCAS, MWS, NLRP3 AL
accounmpoBaH- CINCA
HbIE CUHAPOMbI FCAS 2 NLRP12 AL
[panynemaro3sraa | bnay CARD15/ | AL
6onesHb NOD2
MpoTteacom- Nakajo— PSMB8 AL
accouMMpoBaH- Nishimura
Hble CUHLPOMBI (cuHppom
Hakapxo —
Huwumypa)
JMP
CANDLE
MnoreHHble cuH- | PAPA PSTPIP AL
APOMbI Majeed LPIN2 AP
(cuHppom
Mapxupa)
DIRA IL1Ra AP
DITRA IL36Ra AL
[Tprmeaanne. AA— ayrocomHO-pAOMUHAHTHBIH, AP —
ayrocomuo-pereccusasii; CANDLE —  Chronic

Atypical Neutrophilic Dermatosis with Lipodystrophy
and Elevated Temperature (XpOHHYECKHN ATHUIIHYHBIA
HEHTPOPUABHBII ACPMATO3 C AUTIOAUCTPOHEN I AFXO-
paakoit); CINCA — Chronic Infantile Neurological,
Cutaneous and Articular Syndrome (xpormdeckuii Maa-
ACHYCCKUI HEBPOAOTHYECKUN  KOMKHO-aPTHUKYAAPHBIHI
cuappom); DIRA — Deficiency of the Interleukin-1
Receptor Antagonist (AepUIIET aHTATOHICTA PELIEITOPA
natepAerikuaa 1); DITRA — Deficiency of the Inter-
leukin-36 Receptor Antagonist (sedpurnT aHTArOHHCTA
peerrropa unTepaciiknaa 36); FCAS — Familial Cold
Autoinflammatory Syndrome (ceMEHHBII XOAOAOBOMN
ayTOBOCIIAANTEABHBIN CHHAPOM); FME — Familial Mediter-
ranean Fever (cemelinas cpeAn3eMHOMOPCKAS AMXOPAAKA);
HIDS/MKD — Hypetimmunoglobulinemia D Synd-
rome/Mevalonate Kinase Deficiency (tumep-IgD-cumn-
APOM/ CHHAPOM AehHILINTA MEBAAOHATKHUHASEL); JMP —
Joint Contractures, Muscular Atrophy, Microcytic Anemia
and Panniculitis-Induced Lipodystrophy (cuaApoMm, cB-
3aHHBIH C KOHTPAKTYPOI CyCTAaBOB, MBIIIICIHON AWC-
tpodpuert u rmanaEKyAnTamn); MWS — Muckle—Wells
Syndrome (cmmapom Makaa — Voaaca); PAPA —
Pyogenic Sterile Arthritis, Pyoderma Gangrenosum and
Acne (IIMOTreHHBIN CTEPHABHBIN APTPUT B COYCTAHUN
C TaHIPEHO3HON ITHOACPMHUEH, BBIPAKCHHBIMH aKHE
u dypyuakysesom); TRAPS — Tumor Necrosis Factor
Receptor 1 Associated Periodic Syndrome (rreproande-
CKHIT CHHAPOM, aCCOITHMHPOBAHHBIN C PELEITOPOM hak-
TOpA HEKPO3a OIyXoAH 1-ro THIIa).

MMMYHHOW 3awwuTbl. OHO OrpaHUyYMBaeT pacnpocTpaHeHWe narto-
reHa u3 oyara nepeBuYHO MHGEKLUMM, NPUBNEKAET B 3TOT oyar
MMMYHOKOMMETEHTHbIE KIETKM, @ TaKKe, B Clyyae MacCUBHOW
UHGbEKLNM, aKTUBU3UPYET CUCTEMHbIE MeXaHWU3Mbl s GOpbObI
C Helo, B TOM YMC/Ie U BbICOKOCMNELNANN3NPOBAHHbIE MEXaHU3MbI
npuobpeTeHHoro uMmMyHuTeTa. OaHaKO ANUTENbHOE, N3OLITOYHOE
BOCManeHne camo no cebe MOXET CTaTb Cepbe3HbIM NMOBpex.aa-
oWMM (haKTOpPOM, NMPUBOASALMM K AECTPYKLMW TKAHEN, uctolle-
HUIO OENKOBO-CUHTETUYECKOH (YHKLUM, OTNOXEHWIO aMUIOM-
L2 U BTOPWUYHOMY MOPAXKEHWIO BHYTPEHHUX OpPraHoB. [lo3ToMmy
B npouecce QuaoreHesa WMMYHHOW CUCTEMbI BblpaboTanuch
CNIOXHble MeXaHU3Mbl, perynupylolwmne He ToJbKO BKIOYEHWe
BOCMANNTENbHbIX PeaKLuii, HO U X CBOEBPEMEHHOE BbIK/IOYEHME.
B ocHoBe ABC nexar reHeTnyeckue aedeKkTbl pa3nnyHbiX 3BeHbEB
CNIOXHOTO MeXaHW3Ma BOCMaNeHus, KOTOpble NPUBOAAT K HapylLue-
HUIO ero peryasLmum u K Te4eHuio BocnaneHns 6e3 MHdeKLMoHHOM
NPUYMHBI MW HA NPOTAXKEHUN [ONTOr0 BPEMEHU NoC/e ee ycTpa-
HeHus [1]. B wacTHocTW, Takue pedeKTbl BeyT K HapylieHuio
B3auMMofieicTBuA GENKOB, OTBEYAIOWMX 33 HOpManbHyl0 paboTy
nHgnammacom, Hanpumep NLRP3-uncnammacomsl.

NHdnammacombl npeacTaBasioT co6oil LMTonnasmarmyeckue
0enKoBble KOMMNEKChl, pacno3Haloline TUMUYHbIE MONEKYNsp-
Hble MapKepbl NaTOreHOB U 3HAOTEHHbIE MOJEKYbl ONACHOCTY
u obecneynBalowme 3anyck U npekpaljeHne MexaHM3MoB BOC-
nanenus [37], B nepByto oyepeab npomykuuio aktusHoro UJ1-1
[17]. CumnTOMbI MHOrMX ayToBOCMANUTENbHbIX 3a00JEBaHMIA
CXOXU Mexnay coboil n ¢ cumnToMamu 6Gonee yacTbix Mpuob-
PETEHHbIX BOCMANUTENbHbIX CUHAPOMOB (Hanmpumep, peBMaTo-
WAHOTO apTpuTa) UMEHHO MOTOMY, YTO Pas3fMyHble NMepBUYHbIE
pedeKTbl UMelT eAMHOe NOCNefACTBUE — U36LITOK NMPOAYKLUM
NPOBOCMANUTENbHBIX LLUTOKUHOB, OCHOBHbIM U3 KOTOPBIX ABASA-
etcs WN-1. 310 Takke o6bACHAET TOT (haKT, YTO CENeKTUB-
Hble MHrMGUTOpbI LMTOKMHOB Bocnanewus (®PHO, UJ-1, UJI-6)
3tEeKTUBHBI NPU Pa3NNYHbIX MOHOTEHHBIX 1 nonureHHsix ABC.

CBoeBpemeHHas amarHoctuka ABC npepcTaBnseT CnoxHylo
npobnemy, 4To CBA3aHO, BO-NEPBbIX, C PEAKOCTbIO 3TUX 3abose-
BaHUI U HeJOCTAaTOYHbIMU 3HAHUAMM O HUX CPefyu PasNUYHbIX
CMeuuanucToB 1, BO-BTOPBIX, C Pa3HOOOPA3MUEM UX KNUHUYECKO
KapTuHbl [3, 5, 8]. Kak 6bi10 cka3aHo Bblle, 06WMMK Ans 3TOW
rpynnbl 3a6oneBaHnii ABAAITCA NMXOpaAKa (peunansupyoLas
C PasM4YHbLIMU WMHTEepBanamu), BocnanuTenbHas nabopartop-
Has aKTMBHOCTb BO BPEMA 3MW30A0B 0OOCTPEHWA, @ HEPEefKO
M B MPOMEXYTKAX MEXAY HUMMW, KOXHble CbIMU U MOpa)eHus
CNM3UCTBIX 000N0YEK, NOPAXEHUs CycTaBoB (OT apTpanruit o
TAXENbIX aPTPUTOB C BbIPaXKeHHO fedurypauueir), aumdonpo-
nudepauus. Y Hanbonee yacto sBcTpevarowmxcs ABC Hepegko
OTMEYaloT WMAEHTUYHYIO KIMHUYECKYIO KapTUHY, MO3TOMY BO
MHOTUX Cly4asx OKOHYaTenbHas BepudUKauus AuMarHosa BO3-
MO3KHa TONbKO NOC/e NPOBEAEHUA MONIEKYNAPHO-TeHETUYECKOro
uccnepoBaHus. OfHAKO ecTb M XapaKTepHble OTAUYUTESIbHbIE
0COBEHHOCTM OTAENbHbIX CUHAPOMOB.

CUHAPOM MAPLUAJIIA (PERIODIC FEVER WITH
APHTHOUS STOMATITIS, PHARYNGITIS AND
ADENITIS, PFAPA)

Meproanyeckunii CUHAPOM ¢ ahTO3HbIM CTOMATUTOM, GAPUHTUTOM
1 AuMbafeHUToM, UK cuHapoM Mapuwanna, 4acTo BCTpeyaeTcs B
NpaKTUKe NeanaTpoBs, MHPEKLMOHUCTOB U OTONAPUHTONOTOB U HA
CEerofHAWHUI AeHb oTHOCUTCA K nonureHHeim ABC [16, 36, 48].
B 1987 r. G. S. Marshall u coasT. Bnepsbie onucanu y 12 peteit
XPOHUYECKMNI CUHAPOM, KOTOPbIA XapaKTEPM30BaNCsA 3NM30AaMM
BbICOKOI IMXOPAfKM MPOJOMKUTENLHOCTbIO 4—8 [Heil, NOBTO-
PABLIMMUCA Kaxable 2—9 HefieNb, B COYETAHUN C ahTO3HbIM CTO-
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MaTUTOM, GapuHIUTOM U LWelHbIM NMMGALEHNTOM; OTMEYaNoch,
4TO Yy MasIb4yMKOB 3TOT CMHAPOM BCTpeyaeTcs yalle [35]. B 1989 r.
GblM onpefeneHbl [MArHOCTUYECKUE KpUTEPUM CUHAPOMA,
MmopucuLmpoBaHHble cnycta 10 net [31, 36] (maba. 2).

Kak npaBuno, 370 3aboneBaHne AeGOTUPYET B paHHEM AeT-
CKOM BO3pacTe, YTO OTPAXEHO B KpUTEPUAX CUHApPOMa (CM.
mab6s. 2), 0BHAKO ero pa3BuUTME OMUCAHO U Y B3POCIbIX, HaMbO-
Nee No3aHuUi pebloT 3aduKkcupoBaH B Bo3pacTe 37 ner [1, 43].

B Hauyane oyepepHoii ataku 6osibHble OTMEYalT HeJoMO-
raHue, MOBLIWEHHYIO YTOMASAEMOCTb, Pa3APaKMTENbHOCTD.
Hepepko HabniopaloTcs 60AM B XKUBOTE, KOTOpble 06bIYHO
MMEIOT CPEAHIO MHTEHCMBHOCTb M HE TPEOYIOT KOHCYAbTaLum
xupypra. ®apuHruT, Kak npaBuao, CONPOBOXAAETCH OfHO- UK
LBYXCTOPOHHUMU HANOXEHUAMW HA MUHJANMHAX, HAanoOMUHa-
foWUMK aHruHy (puc. 1). AdTbl NposBAAIOTCA He y BCeX 60JIbHbIX,
06bIYHO 3TO Meskue ([0 5 MM), HECTPYNMUPOBAHHbIE, BO3MOXHO,
MHOXECTBEHHbIE MOPAXEHUA CNU3UCTOI NOJAOCTU PTa, KOTOPbIE
BO3HWKAIOT B MepBblii fleHb NPUCTYNA U CaMopa3pellalnTcs B
TeyeHue 5-10 fHel. Y HEKOTOPbIX B0/IbHBIX ABTO3HbI CTOMATUT
MOXET NPOABNATLCA U B MEXNPUCTYNHBIA nepuog [1, 36]. Yacto
BbISBAAIOT IEKOLMTO3 C HENTPODUIBHBEIM CABUIOM, NOBbILEHUE
C03 [1]. Kpome Toro, no HawuM AaHHbIM, y 60nbHbIX ¢ PFAPA
BCTpeyatoTcs bonee pepkue cumntomsl (puc. 2).

MiHTepecHo, yto ona peteit ¢ cuHpopomom Mapuwanna xapak-
TEPHO pefKoe BO3HMKHOBEHME OObIYHbIX PECMUPATOPHbIX
BUPYCHbIX MH(EKLMI B Nepuoabl atak 3abonesaHns [36].

Tepanus CUHLPOMA CKNaAblBaeTCs M3 BO3AEWCTBUS Ha [ABA
3BeHa pa3BuTUA 3aboneBaHus W BKoyaeT B cebs: 1) kynupoBsa-
HUEe NIMXOPAAOYHOr0 NPUCTYNA U COMYTCTBYIOLLEA CUMNTOMATUKK;
2) npepynpexpeHue HOBbIX arak 3abonesaHus. Mpu KynupoBsa-
Hum npuctyna HMNBM 1 aHTMOMOTUKM HedIdEKTUBHBI, @ Pa3oBoe
npumeHeHne miokokoptukoupos (TK) B pose 1-2 mr/kr (no
NPeAHU30/I0HY) B MOMEHT aTaku npepbiBaeT Npuctyn. 3T0T hakT
UCNONb3YIOT AN MOATBEPKAEHUA AMarHo3a (TecT C NpefHU30-
NIoHOM). B pepkux cnydasx TpeGyeTcs MOBTOPHOE MpUMEHeHue
MK Ha cnepylowmin feHb. B MeXNpUCTYNHbIA NeprUof NaLueHTsl €
cuHppoMoM Maplianna 340poBbl, OAHAKO MPUCTYMbI MPOLOJIKA-
0T peunamsupoBatb. CTepoupbl HEPEAKO MEHSIT LJINTENbHOCTb

T'abAniia 2 l

AmarHocTudeckre KpUTEPHUI CHHAPOMA
Mapimrasra (Periodic Fever with Aphthous
Stomatitis, Pharyngitis and Adenitis)

Kputepuit Onucanue
Hauano 3abone- | paHHuit Bo3pacT (Mnaguwe 5 ner)
BaHUA
Jinxopapka nepuopuyeckas pebpunbHas (kak npasu-
110, C YETKO NEPUOSMUYHOCTbIO)
KnuHuyeckue KaK MMHUMYM OfUH U3 CUMMTOMOB B
CUMNTOMbI oTCyTCTBME MHDEKLNM:
® adTO3HbIN CTOMATUT;
® eliHblit nuMbaaeHuT;
® HapUHIUT/TOH3UAAUT
BeccumnTomHble | UMetoTCS
MHTEpBanbl
Ivddepen- C UMKNUYECKO HedTponeHuen
uManbHas fua-
FHOCTUKa
PocT v pa3Butue | HopManbHble
6onbHOrO

Puc. 1. ®apuHTHT C HAAOKECHUAMUI
HA MHHAQAHUHAX Y OOABHOTO C CHHAPOMOM
Maprraaaa (COOCTBEHHBIE AQHHEBIE)

Puc. 2. KanHIYeckas XapaKTepUCTHKA IIPUCTYIIA
cuHApoMa Mapimaasa (COOCTBEHHBIE AAHHEIE,
42 manenrTa), n

[ HeT
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[ Bcerga
45
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354+ — — 1 1 1 1 1 1 1 1
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254+ — — 1 1 — 1 1 H
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o

nepuoaa
3KCCyAaTUBHbIN

numdoysnos
hapuHrut
aTO3HbI CTOMATUT
TOWHOTa, pBOTa
6ou B XuBOTE
apTpanrum/muanrun
neyenn/

ceneseHku
rososHas 6onib
runepemus Bek

Hanuune NPOAPOManbHOro
dhebpunbHas nuxopapka
hebpunbHble cygoporu

MEXNPUCTYNHOTO Nepuopa (Kak yBeNnumnBaloT, Tak 1 yKopaumuBatoT
ero). KapanHanbHbiM cnocobom NeyeHus sBASETCA XUpypruye-
CKOe BMeLaTenbCTBO (TOH3WANIKTOMUA AN afeHOTOH3UNIKTO-
Mus), kotopoe B 90-95% cnyyaeB NPUBOAUT K BbI3JOPOBAEHUIO
pebeHka [23] (puc. 3). [laHHOe 3aboneBaHue HOCUT fOOpOKaye-
CTBEHHbII XapaKTep, He MPUBOAUT K CUCTEMHbLIM OCIOXHEHUAM
1 KynupyeTcs caMonpou3BOJIbHO MO Mepe pocTa pebeHka.

KPVIOHVIPI/IHACCQLI,VII/IPOBAHHbIVI
NEPUOAUYECKUU CUHAPOM (CRYOPYRIN-
ASSOCIATED PERIODIC SYNDROME, CAPS)

Bo3Hukaet Bcnepcteue mytaumii B rede CIAS1, kopupyiouem
6enok kpuonupuH/NLRP3/PYPAF1 — OCHOBHOI KOMMOHEHT
NLRP3-uncdnammacombl. [ledekT Hacnepyetcs ayTOCOMHO-A0-
MUHAHTHO.

KnuHuyeckun (M nctopuyeckm) BbIAENAOT HECKOJIbKO HO30/10r M-
yeckux copm B coctaBe CAPS: cemeiiHblit xonogosoit ABC (Familial
Cold Autoinflammatory Syndrome, FCAS)/cemeitHyio xononoByto
kpanusHuuy (Familial Cold Urticaria, FCU), cuHgpom Makna —
Yannca (Muckle-Wells Syndrome, MWS) n mnapeHdyeckoe MynbTu-
cucTeMHoe BocnanuTenbHoe 3abonesaHue (Neonatal/Infantile
Onset Multisystem Inflammatory Disease, NOMID/IOMID)/xpoHu-

40| Doctor.RBu |

Pediatric Hematology/Oncology No. 10 (111) / 2015



OHKOTEMATOAOTUA ||

Puc. 3. DddekTuBHOCTD TOH3UAAIKTOMUN
B IpyIIIre OOABHBIX ¢ CHHAPOMOM Mapraaaa
(cobcTBenHbIE AaHHBIE, 20 TAITMEHTOB, BpeMA
HaOArOAcHUA OT 1 ToAa A0 7 Aet), Yo

[J oTCyTCTBME NPUCTYNOB NOCNE TOH3UI3KTOMUN

O NPUCTYNbl NOCAE TOH3UNNIKTOMUN CTEPTHIE, peAKO

[] COXpaHeHu1e MOMHOI KapTUHbI MPUCTYNOB nocine
TOH3UANIKTOMUN

20

75

YECKUI MNaAeHYeCKnii HEeBPONOTNYECKUN KOXHO-apTUKYNAPHbIA
cunapom (Chronic Infantile Neurological, Cutaneous, and Articular
Syndrome, CINCA), koTopble, N0 cyTH, NPeACTaBAsAOT co60M pas-
HYI0 KOMOMHALMIO U CTeneHb BblpaxeHHocT cumntomos CAPS.
MpepcTaBnfeT MHTEPEC TOT (hAKT, 4TO OLHU U Te e MyTaLuu MoryT
BbI3bIBaTb Pa3fMYHbIE KIMHUYECKME CUHAPOMbI U3 3TOW rpynnbl [7,
9]. Kpome Toro, y 30-50% 60bHbIX C TUNUYHON KITUHUYECKON Kap-
TuHoM CAPS 1 xopowum oteeTom Ha Tepanuto WJI-1-uHrnéutopom
He y[aeTcs BbIABUTb MyTauuu B reHe (IAS1 meTofamu TpaguLMOH-
HOrO CEKBEHUPOBaHUA. Y MHOMUX Takux 00JbHbIX 0GHapyXKUBaOT
COMaTUyecKune, Mo3anyHble MyTaLmMm 3Toro reHa [45].

FCAS/FCU — Haubonee nerkuit BapuaHt CAPS, co 3Hauu-
TENbHbIM CHUXEHWEM KauyecTBa XU3HU, OfHAKO 6e3 nopaxeHus
BHYTPEHHUX OpPraHoB. XapakTepusyeTcs NpuCTynamu nuUxXopag-
KW, CONPOBOXAAIWUMUCA HELOMOTaHNEM, 03HOOOM, apTpanru-
eil, Mmanruein, nosBAeHMeM MaKynonanynesHom uan ypTukapHo
CbIMK, MOTYT COYETaTbCA C ABNEHUAMN KOHBIOHKTUBUTA U Nepu-
apTUKyNApHbIM BocnaneHuem (puc. 4). KoxHble BbIChbINaHUS
MOTYT COMPOBOXAATLCA 3yAOM U GONEBbIM CUHAPOMOM, Habo-
JalTca npubnusnTensHo yepes 1,5 yaca nocne cTUMyna, coxpa-
HAIOTCA B TeYeHne 5—-24 4acoB M KynupyTCA CaMOCTOATENIbHO.
MpoBouupyoWwnUMK hakTopamu ABAAKOTCA XON0A, NOBbILEHHAS
BNIAXKHOCTb, PE3KOe MOHWKEeHUe TeMmnepaTypbl OKpyKaloLlei
cpepl. MpucTynbl CONPOBOXKAAKTCA NERKOLUTO30M, YBENNYe-
Huem CO3, noBbiWEHNEM KOHLEHTpaLW 6enKkoB ocTpoi (asbl
(CPB, cbiBopoTouHoro amunouga A). Mpu Guoncum anemeHToB
CbIMK BbIABNAETCA MAaCCUBHAA HeNTPOduNbHas MHGUALTPaLUA.

KnnHnuyeckas kaptuHa MWS xapaktepusyertcs perynapHbiMu
(HepenKo exefHEBHbIMM) 3NN304aMN TUXOPAAKM, BbIPAXKEHHBIM
HapyLleHWeM CaMOuyBCTBUS, apTPaNruAMK, CbiNbio (CM. puc. 4),
KOHBIOHKTUBMTOM, pexe Mukporematypueit. OTMeyatoT nporpec-
cupylowyto numdaaseHonaTuto, renarocnieHomeranuto, 6onu B
uBoTe. [lOMUMO HapyLlueHMA KauecTBa XNU3HM, 33A€PXKKM POCTa,
NPOrHO3 ONpeAeNnfeTcs BbIPaXXEHHOCTbIO NOPaXKeHWsA ras, Hapy-
LWeHWUA CyXa U B HEKOTOPBIX ClyYasx — pa3BUTMEM aMUNOUAO-
3a opraHoB. CHUXEHMWe cyxa 1 B NOCAeAYIOLWEM NOHAsA [yXoTa
ABNAKTCA CNEACTBUEM KOXIEAPHOTO BOCNANEHUS U Y BONbHBIX C
MWS MmoryT nposBnsTbcs (6€3 neyeHns) Kak B NepBble rofbl, TaK
M Ha 2-3-M [LecATUIETUN KU3HU. XPOHUYECKOoe NopaXeHue a3
BK/IOYAET YBEWUT, MHAUIBTPATLI U pyOLbl pagyKKu, NOMyTHeHWe
pOroBuLibl, OTEK 3pUTENbHOTO HepBa (puc. 5), 4To CO BpeMeHeM
NpUBOAMT K ero atpocumn. B coBoKynHOCTH Bce 3T U3MeHeHUs
BeAyT K NPOrpecCUBHOMY CHUXKEHWNIO 3pEHUS.

NOMID/CINCA — Haubonee Ttsaxenas dopma CAPS.
XapaKTepusyeTcs YPTUKAapHbLIMW BbICbINAHUAMM, MPOrpeccupy-
IOLLWM MOPAXKEHMEM [M1a3, @ TaKXKE TUMUYHBIMU fedOopMUpYHOLLM-
MW MOPAXEHWAMMU CYCTaBOB W MOPAXEHWeM HEepPBHOW CUCTEMBI.
MakynonanynesHele, ypTUKapHble BbICHINAHWA 4acTo MPUCYT-
CTBYIOT yXXe Npu poxaeHuu. NopaxeHus cycTaBoB pasAnyHbl No
CTeNeHM: OT TPaH3UTOPHOTO OTEKa, He OCTaBAAILWEro HUKAKUX
NoCNeAcTBUi B NEPUOL MEXAY KpU3aMu, [O U3BLITOYHOTO pocTa
Xpsla, npu 6UONCMM KOTOPOTO OMUCHIBAIOT [Ee30praHu3aLmio
XpALWEBON TKaHW B OTCYTCTBME KNETOK BOCManeHus, NpuBoAs-
Lyto K MaccuBHoOi fedopmaLMn CycTaBoB U BblpaXKeHHOI MHBa-
nuausaumm (puc. 6). CnepcTBMemM nopaxeHus xpswa ABNAETCA
XapaKTepHbI NULEBOI AUCMOPGU3M: BbiAAIOWMECH NOOHbIE

Puc. 4. Ceprrb, xapakrepHas AAA
KPHUOITMPUHACCOIIHUPOBAHEIX CHHAPOMOB
(cobGCTBEHHBIC AAHHBIC)

Puc. 5. Ilopaxenne raas mpu CHHApOME
Maxkaa VaAAca: OTEK ABICKA 3pHTEABHOTO
HEPBA, CITA3M apTEPUH, MAKYAOAUCTPO I
(coOCTBEHHBIE AAHHEIC)

Puc. 6. MIsamenenns cycraBoB OOABHOIO
MAQAEHYECKUM IIEPHOAMYECKIM
MYABTHCHCTEMHBIM BOCITAAUTEABHBIM
3aboAeBaHIEM (COOCTBEHHBIE AAHHEIC)
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Oyrpel U ceanoBupHas nepeHocuua (puc. 7). NMopaxenue LHC
NposiBNAETCA B BUAE aCenTUYECKOr0 MEHWHIUTA, NOBbILIEHHOO
BHYTPMYEPENHOrO [AaBfieHUs, YTO CO BpEMeHEM NpUBOAUT K
pa3BuTMiO Tuapouedanuu, LepebpanbHOi aTpoduu, roNoBHBIX
6onel, CyLOPOXKHbIX CUHLPOMOB, 3aiePXKKN NCUXMYECKOTO pas-
BUTUSA Pa3NIMYHOI cTeneHn. Pe3ynbtathl NoMOaNbHON NYHKLMUK
(noBblweHHoe cogepxaxne 6eska, HeMTPOhUNOB, MHOMAA 303U-
HO(MUI0B) CBUAETENLCTBYIOT O TEYEHUU XPOHUYECKOTO HEWH-
(heKUMOHHOTrO MeHUHruTa. J1abopaTopHO BbIABASIOT: aHEMUIO,
nenKounTos, HeiTpodunes, TpombounTos, ysenuderue CO3,
NOBbIWEHWE KOHLEHTPaLuii 6enkos ocTpoit hasbl. XapakTtepHo
paHHee pa3BuUTMe aMUIONL03a BHYTPEHHUX OPraHOB, B NEPBYIO
oyepefb NOYEK, C pa3BUTUEM NPOrpeccUpyolLei NONMOpraHHoi
HepocTaTouHoCcTH [3, 27].

Tepanus cemeiiHOW XONOAOBOW KpanuWBHULbI CBOAUTCA K
npenynpexneHnto BO3AeiCTBMA xonoaa U HasHadenuio HIMBI
BO BpeMs aTak. EAMHCTBEHHbIM METOLOM NleYeHUs ANA nauueH-
TOB, CcTpagawwmx cuHapomamm MWS n NOMID/CINCA, ssnsetcs
Ha3HaueHue uHruéutopa UN-1 [3, 27].

NEPMOANYECKMA CUHPOM, ACCOLLUMPOBAHHbBIN
C PELLENTOPOM ®AKTOPA HEKPO3A ONYX0JIX

1-T0 TUNA (TUMOR NECROSIS FACTOR RECEPTOR 1
ASSOCIATED PERIODIC SYNDROME, TRAPS)

TRAPS npepcTaenset co60i CUHAPOM C ayTOCOMHO-A0MUHAHTHbIM
TMNOM HacnepoBaHus. fen TNFRSF1IA, myTauus B KOTOPOM OTBe-
YaeT 33 [aHHYK NaTooruio, NIOKAAN30BaH HA KOPOTKOM mnieye
12-ii xpomocombl (12p13). 310T reH kopupyet TNF-peuentop 1-ro
Tuna [22, 38]. MatoreHes 3ab0neBaHMs 40 KOHLA He ICEH, OfHAKO
He[,aBHO NPOBEAEHHbIE UCCNe0BaHUA NMOKA3aNN, YTO MYTAHTHbIN
peLenTop HakanaMBaeTCA BHYTPU KNETOK U 3TO NPUBOAUT K yBe-
JINYEHUIO CMHTE3a NPOBOCNANUTENbHBIX LUTOKMHOB BCNEACTBUE
aKTUBALMM CUHTE3a aKTUBHBIX PAfMKANOB KUCMOPOAA W/unu
HEMOoCpPeLCTBEHHOM aKTUBALMU UHAAMMACOMbI [14, 46].

TRAPS xapaKkTtepusyeTcs NpucTynamu NUXOpagku, 6onsmu
B JXMBOTE W NOKaNbHbIMW Muanruamu. OnucaHbl Takxe 3anu-
30[Myeckas 3puTematosHas Cbifb, AUMbafeHoNnaTns, KoHb-
IOHKTMUBMT, OQHOCTOPOHHWII nepuopbuTanbHbiii oTek (puc. 8),
CMHAPOM OTEYHOW MOLWOHKKM, apTpanrus/aptput (puc. 9) [4].
MpoponmkuTeNnbHOCTL atak BapuabenbHa (0T OAHOMO [HA [0
HECKONbKNX MeCALEeB) W B CPefHeM COCTaBnseT 2-3 Hepenu.
WHdekuum, ctpecc, noBblweHHoe HU3nMyeckoe U IMOLUOHANb-
HOe HanpsXXeHWe 4acTo ABAANTCA NpoBOLMpYLOLWNUMU HAKTO-
pamu. Y 10-25% naLueHTOB TeyeHWe 3ab0neBaHUS NMPUBOLUT
K pa3sututo AA-amunomposa ¢ hopMUpoBaHUEM NOAUOPraHHON
HeLoCTaTouHOCTU [4, 22].

Tepanua TRAPS [o HefaBHero BpemMeHU 3akiovanach B
npumeHeHuu K B MOMEHT npucTyna, ogHako 310 He obecneyu-
BaeT NOAHON 3 HEKTUBHOCTU M NPpU BAUTENbHOM CPOKE 3aKOHO-
MepHO COMPOBOXAAETCA PAa3BUTUEM HeXenaTeslbHbIX ABNEHMUIA.
HecmoTpsa Ha Hanuuue myTauum B reHe, koaupytowem TNF-
peuenTop, npumeHeHne Gnokatopos TNF okasanoch pesynbra-
TUBHbIM He BO BCEX CIy4asX, 0TMEYEHO, YTo UX I deKT ABnseTca
HEeMpOAOMIKUTENBHBIM 1 3a4acTylo HenosHbIM [13]. B HacToswwee
Bpems cpefu HanpasneHuit Tepanuu TRAPS, no mMHeHuio papa
3KCMepTOB M MO HalleMmy ONbITy, Haubonee nNepcnekTMBHO Npu-
MeHeHue bnokartopos W-1 [4, 12, 15].

TMNEP-IGD-CUHPOM
(HYPERIMMUNOGLOBULINEMIA D SYNDROME,
HIDS)

OtBeTcTBeHHbIM 3a pa3sutue HIDS aBnsetcs reH MVK, nokanuso-
BaHHbI Ha AJIMHHOM nnede 12-it xpomocombl (12q24), KoTopbIit

Puc. 7. XapakTepHBIN AUIIEBOM AI/ICJ\/lOp(i')I/ISJ\/l
OOABHOTO MAAACHYECKHM ITEPHOANYIECKIM
MYABTHCHCTEMHBIM BOCIHAAUTEABHBIM
3a00AeBaHIEM (COOCTBEHHBIC AAHHBIC)

Puc. 8. [lepuopburasbHbIil OTEK ¥ OOABHOMN
C HCpHOAHqCCKI/I]W CI/IHAPON{ON[,
ACCOIIMUPOBAHHBIM C PELIEIITOPOM (haKTOpa
HEKPO3a OIYXOAH 1-ro THIIa (COOCTBEHHBIE
AAHHEBIC)

Puc. 9. Ilopaskenue cycTaBoB y OOABHOIMN

C IIEPHOAMYECKIM CHHAPOMOM,
ACCOIMUPOBAHHBIM C PEIIEITOPOM (haKkTopa
HEKpO32 OIyXxoAn 1-ro Tuma (coOCTBEHHBIE
AQHHBIEC)

KOAWPYeT CUHTe3 MeBanoHaTKMHa3bl [18]. 310 ayTocoMHO-peLec-
CMBHO Hacnepyemoe 3aboneBaHue. CneacTBueM TeHETUYECKOTO
petdeKTa ABNAETCA yBeNMYEHWe KOHLEHTPALMW MeBasoHOBOM
KMCNOTbl B MOoYe Ha doHe npuctyna. Kakum obpasom pecbuuut
MeBaNIOHATKMHA3bl BbI3bIBAET Pa3BUTUE [HAHHOW KIMHUYECKOIA
naTonoruun 1 nosbllweHne yposHs IgD, fo cux nop HeU3BeCTHO.
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MpoAoMKMTENbHOCT NPUCTYNOB NMpK AaHHOM 3aboneBaHuu
cOCTaBNseT 3—7 fiHel, 3MU30fbl 060CTPEHNSA NOBTOPAIOTCA KaXAble
4—6 Hepenb. 4acto BO3HMKHOBEHWIO MPUCTYMNOB MNpeALecTByOT
nposouupyioLe hakTopbl: CTPecC, onepauus, TpaBMa, BaKLnUHa-
ums. MpucTynbl HAYMHAOTCA BHE3AMHO, C NOLbEMA TeMnepaTypsl.
bonu B XuBOTE, fMapes, pBoTa, apTpanrua Bctpeyatotca B 70-80%
cnyyaeB. YacTb NauMeHTOB NOABEpranach NOBTOPHbBIM NanapoTo-
MUAM B CBAI3U C BbIPAXKEHHOCTbIO BONEBOTO CUHAPOMa, NpU 3TOM
Y HWX OTMEYanu AnLb NPU3HAKN Me3eHTepuanbHOro NumMdaseHn-
Ta. Bo Bpems ataku 3aboneBaHWs BbISBASAIOT reHepasn30BaHHyto
numdageHonatuio (puc. 10) n y NONOBUHbI GONBHBIX — CMEHO-
meranuto, B 80% Ciy4aeB 0OHAPYKMBAKOT NATHUCTYIO UAW MATHU-
CTO-NanynesHylo Cbifb JIOKaNbHOMO xapaktepa (puc. 11), noytu
y 70% 60/bHbIX MMEKTCA NPOABNEHUS apTpuTa, 0BBIYHO CUMMe-
TPMYHOTO, C NOPaXKeHNeM KpYMHbIX CycTaBoB. [1pu 3TOM OTMeYeHo,
4TO KOXHbI€ W CYCTaBHble CUMNTOMBI pPa3peLatoTcs MepieHHo [2].

JlabopaTopHO ONpefensioT MoBblWEHUE YPOBHA CbIBOPO-
TouyHoro IgD 6onee yem Ha 100 ME/mn (oTKyma M MPOUCXOANT
Ha3BaHWe CUHAPOMA), OAHAKO 3TO HeobA3aTeNbHbIN CUMNTOM
3aboneBaHus, 0CobeHHO y fieTeil Mnapwero Bo3pacta [34]. Bo
BpeMsA NpuCTyna Takxe otMmeyatoT yckopeHue C03, neiikouuTos,
noBblWeHne KoHueHTpauuu CPb.

JleueHne cuHppoma OCTaeTca He A0 KOHLA pelleHHON npo-
6nemoii. Wcnonb3oBaHue KONXWULMHA W MMMYHOCYNPeCCaHToB
He yBeHuYanocb ycnexom. O6HagexuBalowei npeacrasisercs
Tepanus CeNeKTUBHbIMW MHIMOMTOPaMU LUTOKMHOB, B NepBYIO
ouepegb UHrnbutopom Wi-1, a Takke uHruéutopamm ®HO [11,
47]. Ons nocnepHei rpynnbl npenaparos, OfHAKO, XapaKTepHO
«ycKonb3aHue» addekra co BpemeHeM. Takum 06pa3om, NoHbIN
KOHTPO/Ib Haf, CUMNTOMAaMM Y 3TUX NaLuUeHTOB NpobaemaTuyeH.

Puc. 10. AumdaaeHomaTHs y narmeH Tk
¢ runep-IgD-crnEApOMOM (COOCTBEHHBIE AAHHEBIC)

Puc. 11. Cpmp y manmenTkn ¢ ramep-IgD-
CHHAPOMOM (COOCTBEHHBIE AAHHBIE)

CEMENHAA CPEAU3EMHOMOPCKAA JINXOPALKA
(FAMILIAL MEDITERRANEAN FEVER, FMF)

FMF — oauH 13 Hanbonee UccnefoBaHHbIX CUHAPOMOB, C KOTOPO-
ro Hayanacb 3pa M3y4YeHUs ayToBOCManUTENbHbIX 3aboneBaHuil.
Kak cnepyet u3 Ha3BaHWs, GonesHu Hambonee noJBEPIKEHbI
NpeACTaBUTENN HALMOHANLHOCTEN, PACNpPOCTPAHEHHbIX B 30HE
cpeanseMHoMopcKoro bacceiiHa (eBpen-cedapmbl, TYpKH, apMs-
He, ceBepHble adpuKaHubl U apabbl). eH, AedeKT KoToporo
o6ycnosnueaet FMF, nokanu3oBaH Ha KOPOTKOM nneye 16-it Xpo-
mocombl (16p13.3) n obo3Hayaetcs kak MEFV [1, 21]. TeH u ero
MyTauuu Brepsble Gbinu onucaHel B 1997 r. [Ins atoro 3abone-
BaHWS XapaKTepeH ayTOCOMHO-PELLeCCMBHbIN TUM HacnefoBaHUs.

XapaKkTepHbl KOpPOTKMe 3nU304bl TUXOPafKKN (24-48 vacos)
B COYETaHWU C BbIPAXXEHHbIM CEPO3UTOM, KOTOPLIA NPOABNAETCS
B BUZAE boneil B XUBOTe U rPpyLHON KneTke. B MomeHT npuctyna
BO3MOXHbI TaKXKe pBOTa, apTpWUT/apTpanrus, poxenopobHble
BbICbiNaHWs Ha koxe. OGbIYHO 3@ TOA CAYYAETC HECKObKO
anu3ozos [6].

[na puarHocTMkM Haubonee 4acTo WCMONb3YIOT KPUTEPUM
Tenb xa-lWomep (ma6a. 3) [10]. Ans ycTaHOBNEHWA ONpefeneH-
HOrO iMarHo3a HeoOXOAMMO Hanuume y NauueHTa AByX 60NbLINX
KpUTEPUEB WAKM OAHOTO OOMBWOTO KPUTEPUS W [ABYX MasblX;
BEPOATHbIN [MAarHO3 YCTaHABAMBAIOT, €C/IM Y NalMeHTa oTMeye-
Hbl 0IMH 6ONMBLLWON N OJUH Manblil KpUTEPUK.

[na nocTaHOBKWM OKOHYATENbHOMO [MarHo3a KpanHe BaXKHO
MOJIEKYNAPHO-TeHeTuYeckoe uccnepoBaHne reHa MEFV.
N3BecTHO, YTO B TUNUYHBIX cnyyasx FMF 6onbHble MMEOT roMmo3u-
roTHble MyTauuu MEFV, opHako onuceiBatoT Bce 6onblue cny4aes
TUNWUYHON KNuHWUKKM FMF 1 reTepo3nroTHOro HOCMTeNbCTBA MyTa-
unn MEFV [42]. Henb3s MCKNIOYMTB, YTO Y TaKUX OOJIbHBIX €CTb
ApYrue, B TOM YUCIEe COMATUYECKUe, reHeTuYeckune fedeKTsl.

KonxuumH sBnsetca npenapatoM NepBOi JIMHUW B Jeye-
HuuM FMF [28], HO HeKoTOpble MaLMEHTbl C HEMOJMHbIA OTBETOM
Ha Tepanuio OTMeYalT COXPaHAKWMEeCca 3NU30AblI NNXOPAAKH
1/MAn nmMetoT CyOKTMHNYECKOe NOBbILWEHNE KOHLEHTpauuii 6en-
KOB 0CTpoi (hasbl. Y yacTu aTux 60bHbIX B OyAylleM pa3BuBaeT-
cs amunoungos. C pasBuTMEM CpeAcTB OMONOrMYeCKoi Tepanuu
B neyeHun FMF y pe3ancTeHTHbIX K KONXWLMHY NaLWEHTOB C ycne-
XOM CTanu ucnonb3osartbes 6nokatopsl N-1 [39, 41].

XPOHUYECKUIA PELLUAUBUPYIOLLNIA
MYNbTU®OKANbHbIN OCTEOMUENUT (CHRONIC
RECURRENT MULTIFOCAL OSTEOMYELITISLCRMO),
MU XPOHUYECKUWN HEBAKTEPUAJNIbHbBIU
OCTEOMUENUT (CHRONIC NONBACTERIAL
OSTEOMYELITIS, CNO)

CuHapom Bnepsble Obin onucad B 1972 r. A. Giedion u coasT.
[25]. OH xapakTepu3yeTcs peLuanBUPYIOLUMIU HEUHDEKLMOH-

Tabauma 3 l

Kpurepun xanunku Teas xa-ITlomep
(Tean-ABus) [10]

bonbwme kputepun Manbie kputepuu

Peuuavsupyiowme annu3oasl
JINXOPAfKHN C NOJMCEPO3UTOM

Peuuansupyiowme nnuxo-
panku
Poxenono6Hbie BbiCbinaHus

AA-amunonpo3s npu oTcyT-
CTBUM [pYruX NpUYnH

I ekt OT KONXMULMHA CemeitHas cpegu3eMHOMOp-
cKas iMxopajKa y poACTBEH-

HUKOB 1-1 NUHMM poLCTBa

IMTeanarpus Ouxoremarosorms Ne 10 (111) / 2015

| Dowmop.Py | 43



I HEMATOLOGY/ONCOLOGY

HBIMW O4Yaramu KOCTHOII fLecTpyKuum u aensetcs 3abonesaHuem
npenMyLLeCTBEHHO JeTCKOro BO3pacTa: CpefHMii Bo3pacT Hava-
na coctaenset 10 net (2-17 net). B natonoruyeckuii npouyecc
MOTYT GbiTb BOBJIEYEHbl BCE KOCTW CKeNMeTa, HO valle ovaru
JIOKaNN3ytoTca B MeTadn3ax ANUHHBIX KocTei u Knwouuue [30,
44] (puc. 12). Yactb naumeHTos, ctpagatwowmx CRMO, umeiot
COMYTCTBYIOLLME AYyTOBOCMANUTENbHEIE 3a00NI€BaHMA: NCOPUA3,
BOCMaNUTENbHbIE 3a00N€BaHUA KUWEYHWUKA, — YTO AOMON-
HUTENbHO NOAYEpPKWUBAET €ro ayToBOCMANUTENbHYIO NPUPOAY
(puc. 13) [33].

Itnonorus 3abonesaHus HeU3BECTHA, OAHAKO eCTb PAf ayTo-
BOCMANNUTENbHbIX 33001€BaHMIA C NOPAXEHWEM KOCTeil 1 Aonon-
HUTENbHON CUMNTOMATUKOW, KOTOpPble WMEIOT BbiABAEHHYIO
reHeTuyeckyto ocHosy: Pyogenic Sterile Arthritis, Pyoderma
Gangrenosum and Acne (NWOreHHbIX CTEPUNBHBLIA apTPUT B
COYETaHWUU C FaHTPEHO3HON NuopfepMueli, BbIPAXKEHHbBIMU aKHe
u typyHkynesom); Deficiency of the Interleukin-1 Receptor
Antagonist (peduunT aHTaroHWCTa peLenTopa WHTepheiku-
Ha 1); Majeed. MaTtoreHes nopaxeHus KOCTel y 3TUX 6ONb-
HbIX He YCTaHOBJIEH, HO CyWeCTBYeT Bepcus, CBA3aHHas C
HEAOCTAaTOYHOCTbI0 BbipaboTkM WJ1-10, HapyleHUeM UUTOKU-
HoBOro GanaHca, runepnpoaykuueit ®HO, WJ1-6 u B nocneay-
lolleM — C pa3BUTUEM BOCMANUTENLHOTO Mpouecca B KOCTU
[29, 32].

KnuHnyeckas kapTuHa npegcrasneHa 60/bio B 06nacTu nopa-
)KEHUs, MECTHbIM MOBbIWEHMEM TeMnepaTypbl, OTEKOM, MHOrAA
o6wWMM NoBbIWEHNEM TeMnepaTypbl Tena. JlabopatopHsle noka-
3arenu npu CRMO HecneunduyHsbl. Y yactn 60nbHbIX HabaogaoT

Puc. 12. MarHITHO-PE30HAHCHBIE TOMOIPAMMEL
HOPAKEHHA KOCTEH OOABHOTO XPOHHUYIECKHM
PEILTMAUBHPYIOIITUM MyABTH(OKAABHBIM
OCTECOMHEAUTOM (COOCTBEHHBIC AAHHBIC)

Puc. 13. Ilcopnas y O0ABHOTO XPOHUYECKUM
pel[LI;\HBI/IP\'H)”U/I.‘\I MY \b'l'l/l(l)()l\"&.\blIbL\I
OCTEOMHUEAHTOM (COOCTBEHHBIE AAHHBIE)

NOBbIWEHWe KOHLEeHTpauuit octpota3osbix 6enkos kposu (CO3,
CPB), moxeT ObiTb OB6HapyXeH NelKoUMTO3 C HelTpodune-
30M, OJHAKO eCTb W GONbHbIE C HOPMaJbHbLIMU MOKa3aTensMu
kpoBu [30]. QuarHoctuyeckne kputepumn CRMO npeacTaBieHs
B mabsuye 4 [40]. MocTtaHoBka guarHosa CRMO npasomoyHa
Npu HanUYuM BYX BONbLIUX KPUTEPUEB WUAW OFHOTO GOMBLIOTO
KpUTepus 1 Tpex manbix.

MNatomopdonoruyeckas kaptuHa CRMO xapaktepu3yetcs
M3MEHEHNAMY, YKNAAbIBAOWMMUCA B KapTUHY Hecneunduye-
ckoro Bocrnanenus. OHW nposBAslOTCA 06pa3oBaHUEM B MeX-
KOCTHbIX NPOCTPaHCTBAxX (OKYCOB U3 NONAMMOPQHOALEPHbIX
NeNKOUUTOB MO TUMY MUKPoabcueccos, no nepucepun KoTo-
pbix onpegensTca NUMGOMAHAA MHDUNLTPALUA U pacCesH-
Hble TMraHTCKME MHOTOALEPHbIE KNETKM TUMa MHOPOLHbIX Ten.
OTMeyaloT TaKKe ABAEHWA NEPeCcTPOiiKM, Pe3KO BbIPaXKEHHOro
MONHOKPOBMSA W NaKyHapHOro paccacbiBaHWs, CuibHee npo-
sBnsolerocs B6a13M ovyaroB BocnaneHus. B ouarax c pesko
BbIPaXKEHHbIMU ABNEHWUAMU BOCMANEHWUA OMpPeAenaiT CKnepos
MeNKKUX COCYAOB CUCTEMbl NUTAlOLLENA apTepumn, MECTaMU C BO3-
HUKHOBEHMEM TPOMOO03a U IBNIEHUS, ONUCLIBAEMOTO B INTepaTy-
pe KaK «1yKOBUYHbIN» cknepo3 [40].

PeHTreHonornyeckyto KapTMHY KOCTHbIX MOBPEXAEHWI
NPaKTUYECKM HEBO3MOXKHO OTAUYUTL OT 6aKTepuanbHOro
OCTEOMUENUTa, YTO BeCbMa YCNOXHAET AuddepeHuuanbHyto
LMarHocTuKy. Mo3ToMy 06s3aTeNbHbIM 3TanoM AuarHocTuye-
CKOTO MouCKa ABNAETCA WCKloYeHUe bGakTepuanbHOro oCTeo-
MUeNnuTa, HeomnacTUyeckux npoueccos (Aumdomsl, cap-
kombl HuHra, neikosa, rucTMouMTOo3a, MeTacTa3MpoBaHMUSA
U T. A.). B cBA3M € 3TMM NpOBOAAT GUONCUIO 0Yara NopaxeHus
Ans Mop(hONOrMyeckoro M MUKPOOMONOrNYecKOro MCCIeno-
BaHWM.

JleyeHne CRMO amnupuyeckoe v BKItOYaeT B cebs UCNoONb30-
saHue HMBI, 'K, cynbdacanasnHa, metotpekcara, MUHIMOUTOPOB
OHO 1 6ucdocdoHaros. 04HAKO CyLLECTBYET MHOXECTBO Pa3HO-
rnacuii no sonpocy 0 Heo6XOAMMOCTH NPUMEHEHUs NpenapaTos
II-III nopsgka (mab6a. 5) [26].

MporHo3 npu CRMO B wuUenom yAOBNETBOPUTENbHBIN.
Bo3MOXHbI Nporpeccupylolnii CKnepo3 B o4yarax NopaxeHus,
Ype3MepHbI TMNEPOCTO3, NPEXAEBPEMEHHOe 3aKpbiTUE 30H
pocTa ANMHHbIX KOCTEN, Nporpeccupyolwnin kudo3 npu nopaxe-
HUW NO3BOHKOB, B TO }Xe BPeMs eCTb JaHHbIE 0 BOCCTAHOBAEHUN

KOCTHOM CTPYKTYpbl B o4yarax [19].
TabAwira 4 l

AnarHocTuyeckue KpUTEPUH MyAbTU(POKAABHOIO
ocreomueanta [40]

Bonblwmue kKputepun

Manbie Kputepuu

PeHTtreHonornyeckoe nog-
TBEPXAEHUE OCTe0NNTU-
4eCcKoro/cKnepoTUYecKoro
nopaxKeHus Kocten

HopmanbHble noka3sarenu
KPOBW/ yAOBNETBOPUTENbHOE
obuee cocTosHKUe

MyneTndokanbHoe nopaxe-
HU1e KocTei

KoHueHTpaumu CPB, CO3
He3HaYUTeNbHO/YMEpeHHO
NOBbILWEHbI

ManbMonnaHTapHbIi nycTy-
nes, ncopuas

lMnepocto3

CTepunbHas 6uoncus Koctu ¢
BocnaneHuem u/unu thubpo-
30M, CK/IEpPO30M

Accoumaums ¢ ppyrumu ayTo-
BOCNanuTenbHbIMK 3abonesa-
HUSIMM, KDOME NasbMOmJiaH-

TapHOro nycTynesa, ncopuasa
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TabAuma 5 l

ITpenaparsl, HCIIOAB3yE€MbI€ B ACUCHHU
GOABHBIX XPOHUYECKHUM PELUAUBUPYEOILIIM
MYABTA(POKAABHBIM OCTE€OMUEAUTOM [26]

Mopapok JlekapcTBeHHble cpeAcTBa

I HeCcTepouaHble NPOTUBOBOCNANUTENbHbIE
npenapatsl (HanpoKceH, ubynpodeH, MHgoMe-
TalMH)

II TNIOKOKOPTUKOMABI (KOPOTKMIA KypC)

11 cynbhacanasnH UaKM MeToTpekcar + HecTepo-
MAHblE NPOTUBOBOCNANUTENbHbIE NPENnapaTsl

v 6ucdoctoHaThl (NaMmMapoHoOBas KUCNOTa,
aneHfpoHOBasA KUCNOTa U T. A.)

v MHIMOUTOPbI haKTOpa HEKPO3a OMyXonn
(nHbAnKcKUMab, aTaHepLenT, aganumyman)

3AKNIIOYEHUE

B nuarHocTuke aytoBocnanutensHbix cuHapomoB (ABC) BaxHylo
ponb OTBOAAT FeHeTMYeckoMmy aHanusy. BbisBneHue mytauuii
NPUYMHHBIX FEHOB HEOOX0AMMO Ans BeputuKauuu BapuanTa ABC,
KOTOpble HepeaKo (EeHOTUMUYECKN OYEHb CXOXM MeXZy coboil.
Kpome Toro, BaXHO, Y4TO BbIsiBNIEHWUE MPUYUHHOFO FEHETUYECKOTO
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