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Ha ponomory neaiarpy / To Help the Pediatrician
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HEAENBCKASI C.H., KMNEHKO N.A., MEPEXKKO A.C., LLUATIPAH A.B.
3arnopoXXCK FOCYAQPCTBEHHbIN MEAULIMHCKAY YHUBEPCUTET

AYTOBOCIMNAAUTEAbHBIE CUHAPOMBDI
B MPAKTUKE BPAYHA-TIEAUATPA

Pesrome. B o630pHoil cmamobe npedocmasnenvl uHopmayus, XapaKkmepucmuka, onpedeieHue U Kaaccuguxka-
yus 3a604e6aHUll, KOMOPble ObLAU OMHECeHbl K 0MOeAbHOU HO30102UMeCKoll epynne U HA36aHbl AYymMo8oCHaAU-
menvHbiMu 3a60aesanuamu uiu cunopomamu (ABC). Konuenyus ABC cghopmuposana 6 konye 1990-x; uzyuenue
U HaKonaeHue OGHHbIX AKMUBHO NPOOOAICAIOMCS 8 HACMOosUlee 8peMsl, U ¢ IMOIL Yeavlo 0bla c030aH MedcOyHa-
poonutii peeucmp ABC 6 pamkax npoepammer EUROFEVER. Jlana kpamkas xapakmepucmuka KaK omoenb-
HbIX epYnn 3a004€8aHUN C MUNUYHBIMU 2eHEMUYECKUMU MYMAYUAMU, MAK U HEKOMOPbIX HO30402U4ECKUX OPM.
[lepeuucnenst npenapamsi ¢ dokazanHoli mepanesmutueckoli dgpgexmusrocmoio, ¢ mom yucae HIIBII, TKC u

CeHHO-UHIICEeHEPHblEe buonoeuyeckue npenapamiasl.

Karouesvte croea: aymosocnarumenvhvle CUHOPOMbL, CeMelHAs CPeOUIEMHOMOPCKAS AUXOPAOKA, KPUONUPUH-

accoyuuposantvie cCUHOpomblL, eunep-IgD-cundpom.

B nocnegHue necstuieTus Bce 0oJiee MPUCTATIbHOE
BHUMaHME CIICHIMAINCTOB TIPUBJICKAIOT 3a00JIcBaHUS,
KOTOpBIE COCTABWJIM TPYIIIY ayTOBOCITAJIUTEIBHBIX 3a-
ooneBanuii wim cuHapomoB (ABC) (Human autoin-
flammatory diseases or syndromes — HAIDS). CornacHo
onpenenenuto P. Fietta (2004), ABC/HAIDS — 310 re-
TepOreHHasi rpyIina reHeTUIECKU T1eTEPMUHUPOBAHHBIX
COCTOSIHMI, XapaKTepU3yIoLIasacsd HE CBI3aHHBIMU C
MHOEKIMOHHON KOHTAMWHALWEH MpUCTyaMu BOCTIa-
JIeHUsI 1 MaHU(EeCTUPYIONIasT JIMXOPAaTKON 1 KITMHIIE-
CKOM CMMITTOMaTUKOM, TUMTUYHOU TSI PEBMATUYECKUX
WJIN ayTOMMMYHHBIX 3a00JIeBaHUil, TIPW OTCYTCTBUU
ayTOMMMYHHBIX WINM WHQEKINOHHBIX TTpUunH. Yare
BCETO 3TU 3a00JIeBaHMS ACOIOTUPYIOT B IETCKOM BO3-
pacte, IO3TOMY BpauM-IIeAUATPhI, IeTCKIE PEBMATOJIO-
i OyayT MEePBBIMU CTAJIKMBATHCS ¢ 3TUMM JOCTATOYHO
CJIOKHBIMU TSI IMAarHOCTUKY Ciydasmu [7].

Konuenuust ABC co3pena cpaBHUTEbHO HEAABHO,
B KoHIIe 1990-x, BcaencTBrMe HAaKOMUBIIMXCS TaHHBIX O
Pa3JIMYHbBIX Te€TEePOreHHbIX 3a00JIeBaHUSIX, MPOTEKal0-
IIMX C pa3HbIMU KJIMHUYECKUMU CUMITOMaMM, XapaK-
TePU3YIOIMIUMUCS TIPOTPECCUPYIOITUM VI MHTEPMUT-
TUPYIOIINM TEUEHUEM C TIPOSIBJICHUSIMU CUCTEMHOTO
BOCIAJIEHUsI, CBSI3aHHOIO ¢ T€HETUYECKU TEeTePMUHM-
POBaHHOU TUINEPIPOAYKLIUEA UHTEPIECUKUHOB U TIPO-
BOCTIAJIUTEIbHBIX (PAKTOPOB.

B HacTosiee BpeMst yxke co3gaHa KiacCU(UKAIIMS
6onesneit u cunapomoB HAIDS, omHako oHa IocTo-
SIHHO pAacCIIMpseTCSl U IIOIMOJHSIETCS HOBBIMM 3a00-
JICBAHUSIMU C YYETOM HOBBIX ITOJYYEHHBIX JaHHBIX. B

2002 romy 6511 co3nan mpoekT EUROFEVER B pamkax
MeINaTPUIECKOTO eBPOMEHCKOTO PEBMATOJIOTMIECKOTO
coobmiectBa (PRES). B pamkax aToro mpoekra co3maH
PEruCTp OONBHBIX, B KOTOPOM YK€ 3aperuCTpUpOBaHbI
1880 maumeHToB 13 31 cTpanbl, y 95 % 13 HUX TMATHO3bI
ObUIM MTOATBEPXKIEHBI TeHeTuyecKu. CocTaBlieH Iepe-
yeHb 3a0oseBaHuii cornacHo npoekty EUROFEVER,
KOTOpPbIE OTHECEHbI K TpPYIINe ayTOBOCHAIUTEIbHBIX
CUHAPOMOB [25].

Ilepeuenn
EUROFEVER:

— cuHApoMm bexuera;

— cunapom brnay, wim paHHee HayaJlo cCapKOUI03a;

— KPHUOIMMPUH-aCCOIUNPOBAHHBIC MEPUOANICCKIE
CUHIPOMBI,;

— XPOHUYECKUI peluaAuBUPYIOIIUN MYIbTUDO-
KaJIbHBI OCTEOMUEIINT;

— 0one3Hu, OOYCIOBJIEHHBIE HEIOCTATOYHOCTHIO
aHTaronucra peuenropa [L-1;

— ceMeliHasl cpeIM3eMHOMOPCKasl JIMX0paaKa;

— HEeIOCTaTOYHOCTb MEBaJIOHAT-KMHa3bl (TUIep-
IgD-cunnpom);

— NRLP-12 accounmnpoBaHHBIN TIepHOINIECKUIA
CHAHIIPOM;

— TIMOTEHHBIA CTEPUJIBLHBIN apTPUT, IMTHOACPMUS
ranrpeHo3Has u akaHe (PAPA-cunmpom);
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— MepUOINYECKUIl CUHIPOM, aCCOLIMUPOBAHHBIN C
peuentopamu TNF-o (TRAPS);

— TeproauyecKas Juxopaaka, achTO3HbIA cToMa-
TUT, (GapuHTUT U 1eiHbIl aneHuT (PFAPA);

— HenuddepeHIMPpOBaHHAS TTEPUOANYECKast TUXO0-
panka;

— DIRA/DITRA cunnpowm;

— cuHapoMm lIHuiepa;

— Mamxen-cuHapOM.

Bonbiasg yacTb nepeynciaeHHbIX CUHIPOMOB U 00-
JIe3HE# OTHOCSITCS K peIKUM 3a00J1eBaHUSIM C TIEPBBIMU
MPOSIBJICHUSIMU B paHHEM JIETCKOM BO3pacTe U J0CTa-
TOYHO TPYAHBI JAJI OIMArHOCTUKU. OO U BeIylIuit
CUMIITOM 3TUX 3a00JieBaHUN — 3TO MJIMTEJIbHAs WIU
nepuoanyecKas Juxopaaka, Kotopasi TpeoyeT MyJIbTH-
TACIUATUTMHApHOTO auddepeHINATbHO-IMarHOCTIIE-
CKOTO TTO/IX0/Ia C UCKJIIOUEHUEM XPOHUYECKUX WU pe-
LUAMBUPYIOIINX MH(PEKIINIT, peBMaTHUEeCKUX OOJIe3HE I
¥ ayTOMMMYHHBIX COCTOSTHUIA. M3 mpyrux Hamboree ya-
CTO BCTPEYAIOIINXCSI CHMIITOMOB MOXKHO Ha3BaTh:

— MBIIIEYHO-aPTUKYJISIPHBIIA;

— KOXHBIM CHHAPOM (pa3HOOOpa3HbIE KOXKHBIC
CBIMN);

— BOCIHAJICHUE CEPO3HBIX 000JI0UCK;

— BO3MOXXHO€ Pa3BUTHE aMUJIOUI03a;

— BBICOKHME JIabopaTOpHbIe OCTPO(ha30Bble MapKe-
pol BocniasieHust (CPb, CO3, neiikouuTos);

— OTCYTCTBME ayTOAHTHUTEJl WJIM aKTUBAlIMU ayTO-
crenu@uIecKnx KIeToK.

OCHOBHOE 3BEHO TIaTOreHe3a BCeX IPYITT U CUHIPO-
MoB ABC — 3T0 TurepakTuBaiys aHTUTeHCTIeuprye-
CKOT0 UMMYHHTETa W TUTIEPIIPOAYKIIMS OCTPO(Da30BIX
peaktanTtoB — CPB, cepomykonnos, COD, cBIBOPOTOU-
Horo amuiounna A, neiikoruto3 u ap. OCHOBHBIE MeIH-
aropbl BocriaieHuss — IL-1, TNF-o u ap. I1puunHoii
OOJIBLIMHCTBA CUHIPOMOB SIBJISIETCS MYTAallUsl OIHOTO
reHa Wiy reHOB-MOAu(pUKaTOPOB, BCICACTBUE YEro MO-
JKET UBMEHSIThCS TeueHue 3a0oJeBaHus (Taour. 1).

BrniepBble onvcaHue MalKeHTOB CO CPENU3EMHOMOP-
CKOM nuxopankoii obl10 caenaHo B 1908 rogy Janeway
and Mosenthal. OgHaKo aKTUBHOE M3YUEHHE 3TOTO 3200~
JIeBaHUsI HAYaJI0Ch TOJIBKO B 1948 1., Korma Reiman orry-
OJIMKOBAJI OITMCAHKE HECKOJTBKUX MAIIMEHTOB C IIEPUOIH -
YECKOM JIMXOPAIKOi ¢ 1eOI0TOM 3a001eBaHUS B JCTCKOM
BO3pacTe M IIEPCUCTUPOBAHMEM HA TPOTSLKEHUM He-
CKOJIBKUX JIET WY ACCSITWICTUN U Ha3BaJl 3To 3a00ieBa-
HUE TIEpUOANYECKOIT 00JIe3HbBI0. YTIyOIeHHOE U3yYeHNe
9TUX 3a00JIeBaHUII Hayaloch B KOHIIE XX BeKa ¢ IMOsIB-
JIEHWEM BO3MOXHOCTU TIPOBENEHUSI TEHETUYECKUX HUC-
clieOBAaHUI U pacIlM(PPOBKOI FreHETUUECKUX MYyTaLWiA.
Tak, B 1982 r. 6611 oncad TRAPS-cunapom, B 1984 r. —
runep-IgD-cunapom — HIDS, cunapoMm nepuoauye-
CKOIl JIMXOpalKu, acCOIMMPOBAHHBIN C perenTopaMu
K akTopy Hekpos3a omyxomn, — TRAPS-cuampowm,
cuHapoM Makima — Yansca — MWS n MHOTHE OpyTHe.
Crcok 3a00JIeBaHUI TIOCTOSTHHO TTOITOTHSIETCSI, @ KPO-
Me€ BCEro Mpoyvero, IepecMaTpruBaeTCs MaTOreHe3 MHOTHX
U3 HUX, U ceityac Takue 00JIe3HU, KakK cyocerncuc Buc-
cnepa — Mankonu, cuctemHas gopma FOPA, nmogarpa,
CeMelHBI XOHAPOKAIBLMHO3 (IICEBAONOIarpa), capko-

W03, TeHepaau30BaHHbIE (OpMbI Icopuasza, 0OJIe3Hb
lowre, noronaTuyeckuii (pUOPO3UPYIOLINIA aTbBEOJIUT,
60s1e3Hb bexueTa u Ap., TaKKe paccMaTpUBaIOTCs KaK CU-
CTeMHbIE ayTOBOCTIAJIUTEIIbHBIC 3200 IeBaHMSI.

CemenHas cpeAneMHOMOpCKad
ANXOpaAKa
(Familial Mediterranian Fever — FMF)
FMF — nepBblii U3 ONMMCAaHHBIX U HanboJiee 4acTo
BcTpevatonuxcss ABC. Dromy 3abosieBaHMIO TTOABEP-
JKEHBI B OCHOBHOM 4 3THUYECKUE TPYIIILI: €BpeH, apa-
Obl, TypKU, apMsHe [6, 18, 32, 33]. Jebror 3aboneBa-
HUS y OOJBIIMHCTBA MALMEHTOB OTHOCUTCS K BO3PACTy
1o 20 setr. Ero ocHOBHbIE KIMHUYECKUE TTPOSIBICHMSI:
anu3oabl uxopaaku A0 40 °C u Bblllle, KOTOPbIE MPO-
JIOJIKAIOTCS OT 6 4 103—4 CYyTOK; aTaKy TMIIEPTEPMUU C
MIePUOINYHOCTBIO B 3—4 HeIeIM; 9acTO COIPOBOXKIA-
eTcs TTOJIUCEPO3UTOM — a0JOMUHATBHBIM CUHAPOMOM
BCJICICTBUE aCENTUYECKOrO IIEPUTOHUTA, AaceITHIe-
CKIM IIJICBPUTOM, TICPUKAPAUTOM; MOXKET HaOJTIOIATHCS
apTPUT, Yalle MOHOAPTPUT (TOHUT) C OOJIBIINM KOJIH-
YECTBOM BBITIOTA; BO3MOXKHBI 3PU3UTIETONI-ITOT00HAS
CBIITh Ha TOJICHSX U CTOIIaX, OTeK 1 00J€3HEHHOCTh MO-
IIIOHKM, TernaToCIUICHOMEeraaus, pa3HOOOpa3HbIe He-
BPOJIOTUUYECKUE U TICUXOHEBPOJOTMYECKUE CUHIPOMBI.
Bo Bpems ataku o0b1uHO noBbiiieHbl COD, CPB, cbi-
BOPOTOUHBIN aMmuiona A (SAA), 1eAKOLIUTO3 ¢ HEUTPO-
dunezom. OcioKHEeHNUE TaHHOTO 3a00JIeBaHUST — YacTo
pasBuBatouiicsa amuionnos nouek uau KKT, Hepen-
KO MPUBOASIIMI K TMOean 00abHbIX. s AMarHOCTU-
KM 3TOTO 3a00JIeBaHUS MCITOJIB3YIOT KpUTepUH Teib-
Xamromepa. IIpoBoauTcss MONIEKYISIPHO-TEHETUUECKOE
tunupoBaHue reHa MEFV. B 6azucHoM JjieueHuun 3to-
ro 3aboseBaHus ¢ 1972 r. UCTIONB3YIOT KOJIXUILIMH, YTO
KOPEHHBIM 00pa30M M3MEHWJIO MPOTHO3 Y TMallMeHTOB
¢ FMF. MakcumanbHast 103a KOJIXUIIMHA 151 MalueH-
TOB — 2 Mr/cyT. Jlaxe eclii KOJXUIIMH He MpeaoTBpa-
1IaeT peLlMAUB 3a00J1eBaHMsI, OH 3HAYUTEJbHO CHUKAET
PUCK pa3BUTUS amuiionao3a. K 6azucHoMy npenapaty
MOXHO JO0aBUTh CUMIITOMATUUICCKOE JICUCHUE HecTe-
POUIHBIMU TIPOTUBOBOCTIAJIUTEILHBIMU TIpEIIapaTaMu
(HIIBIT). B nHactosiee BpeMmsl MpU PEe3UCTEHTHOCTHU
K KOJIXUILIMHY MOXHO YCUJIUTDH TepaIrTiio TeHHO-MHXKe-
HepHbIMU Ouonornmyeckumu mnpemnapatamu (I'UBIT):
omokaropamu IL-1 (aHakunpa) u 61okaTopamu TNF-o
(nHDIMKCHUMa0).

M'nep-IgD-cuHAPOM — CUHAPOM
AedPnunTa MeBAAOHAT KMHA3bI
(Hyper IgD-syndrome — Mevolonate-
Kinase Deficiency-syndrome — HIDS/
MVKD)

JaHHbBII cCUHAPOM OBbLT OMKCAH KaK CaMOCTOSITE/b-
Hoe 3abosieBaHue B 1984 1. J.W.M. van der Meer. Tun
HacJIeOBaHUSI — ayTOCOMHO-PEIIECCUBHBIN, 00yCTOB-
JieH myTtanueit reHa MVK, pacrnoyio)keHHOro Ha IJIMH-
HOM 1uIeue 12-if xpomocoMbl. Yaile BcTpedyaeTcs y 1at-
YyaH, TOJUIaH/ILIEB, (PPaHIIY30B.

3aboneBaHre OOBLIYHO HAYMHAETCS B paHHEM JIET-
CKOM BO3pacTe, BO3MOXHO Ha TIEPBOM TOJY KWU3HU.

N2 5 (56) « 2014

www.mif-ua.com 67



Ha aAonomory neaiartpy / To Help the Pediatrician

[lepBblii IPUCTYI MOXET OBITh CIIPOBOLIMPOBAH TpPaB-
MO, XUPYPIUUECKUM BMEIIATEIbCTBOM, BaKIIMHALIEH
u T.1. KimmHn4eckue mposiBieHus 3a00JIeBaHUs: eIk~
MUBUpYIOIIAsT JIMXOpaaKka ¢ 03HOOaMU, C JUTUTEIbHO-
CTBIO TIUPEKCUHU OT 2 10 7 AHEW W NMEPUOIUIHOCTHIO B
2—8 Henenb; MATHUCTO-TIAITYJIe3Hast, YPTUKapHash UiIn
reTexuagbHasl ChIlb; MIeiHas JuMdaneHonaTus ¢ 60-
JIE3HEHHBIMU JIUM(DOY3/1aMu; a0JOMUHAIBHBIA CHUH-

npoM (0osb, pBOTa, auUapesi), rernaTocruieHOMeraaus;
apTpaITUM WM apTPUThl KPYMHBIX CYCTaBOB (Heze-
CTPYKTMBHBIE); OpajbHble M/WJIM T€HUTAJIbHbIC SI3BHI,
odragbMoI0ornMyeckre CMMNnToMbl. B mepuoae oboctpe-
HUS MTOBBILIEHBI OCTPO(ha30BbIe MMOKA3aTENH (JIEHKOLIM -
103, CPB, SAA). JInarHocTuueckne KpuUTepuu 3a00J1e-
Banus — IgD Beime 100 ME/mi, a Takke BO3MOXKXHOE
moBeIIeHNE ypoBHA IgA. TToaTBepKmaeT IMarHo3 BhI-

Tabnuuya 1. CoBpemeHHas knaccungpukauns ABC ¢ y4eTOM reHeTU4eCcKnUx v NatoreHeTu4eCKnx aaHHbIX

Mpynna 3a6oneBaHue leH

Benok

HacnepoBa-
HUe

KnuHuka

MNepuoanye-
CKas Bo3BpaT-
Has nnMxopajka

CemelHas cpeau-
3eMHOMOpPCKas
iMxopaaka

MEVF 16p13.3

MupwnH

AP KpaTkoBpemeHHas anu3ognyeckas
nuxopagka (24—48 4); 6011 B *KMBO-
Te, rpyau; apuTeMa; 4acto — amu-
10MO03 NOYEK. XOPOoLUNIM OTBET Ha
fle4eHne KONXMLMHOM, YyBCTBUTESb-
HOCTb K 610KaTopam IL-1

Oedununt meBano-
HaT KMHa3bl

MVK 12q24

MeBanoHat AP
KnHasza

PaHHee Ha4vano (C nepBbIX MecsLEeB
YU3HW), CpefHAsa ASTIUTENbHOCTb
nmxopagkun 4—5 gHewn, TSeno npo-
TEeKatoWmnmM TMXopafoUHbIn neproa.
A6aoMUHanbHble 60K, pBOTa U
anapes. CnneHomeranus. XopoLnin
oTBeT Ha neveHune NKC. Yacroe ca-
Mou3neyeHue. Mcxon B aMuionaos
peaKunn

TNFRSF1A
12p13

MNMepunoanyecKkuni
CUHAPOM, acCoLMK-
poBaHHbIN ¢ THD-o

P55TNF AL
receptor

Anun3oabl AUTENbHOM NTUXOPaAKHU:
1-3 Hep. NepuopbuTanbHbIf OTEK,
MOHOLMTapHbIM dpacuumnT. AMUIO-
MA03 NoYeK ¢ yactoton go 25 %.
YyBcTBUTENEH K Tepanuu aHTU-TNF
nIL-1 6nokatopamu

NRLP-
CBA3aHHbIE
CUHAPOMBI

FCAS, MWS, CINCA | CIAS/NALP3/

NLRP3

Kpronunpux AL

FCAS: cbinn, nuxopaaka, apTpanrus
nocne Xon040BOM 3KCMO3ULIUK.
MWS: noBTopHas nogocTpas ypTu-
KapHonogo6Has Cbinb/NoBpeXae-
HWe, CeEHCOHEeBpasibHas TyroyxocCTb,
amunongo3s. CINCA: Bce Ha3BaHHble
NPosIBIEHUS + 3a[epKKa MeH-
TaNbHOr0 Pa3BUTUS, XPOHUYECKUI
acenTUYECKUN MEHUHTUT U gedop-
MaLms KOCTEN. XOpOLUMIM OTBET Ha
6nokatopsl IL-1

NLRP12-
accouunpoBaHHasn
nnxopagKa

NALP 12/NLRP
12 19p13

NLRP

A MNepunoanyeckas nuxopaaKa nocne
X0/10[]0BOW 9KCMO3ULIMU, NOTEPS
cnyxa

[paHynemartos-
Hble 3abone-
BaHMs

Cungpom bnay CARD15/

NOD2 16q12

CARD 15 AL

PaHHee Havano (< 5 ner). MNo-
JIMAPTUKYNAPHBIN rpaHyneMaTos-
Hbl apTPUT, yBEUT, 3K3aHTEMA.
Xopoluuni oTBeT Ha aHTU-TNF-
MOHOK/IOHanbHble AT

lMnoreHHble 3a-
6051eBaHuA

Magyxea-cuHapOMm LPIN2 18p

LPIN2

AP MynbTUdOKaNbHbIM OCTEOMUENHT,
BPOX/AEHHaa aHeMUs, AepmaTo3

PSTPIP1
15024-025.1

PAPA-cuHopom

PSTPIP1 AP

MMOoreHHbIN CTEPUNBHbBIN apTpUT,
NMUOreHHas raHrpeHa, akHe. Xopo-
LMK OTBET Ha 6noKaay IL-1

DIRA-cuHapom ILARN 2q

IL1-aHTaro- AP
HUCTbI pe-
LenTopoB

Havano go 1 roga, MynstudoKanb-
HbIi OCTEOMMENUT, MEPUOCTHT,
nycTynes. bbICTpoe BbI3A0POBNEHNE
OT @aHaKUHPbI
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apieHue mytauuu reHa MVK. JleueHue JaHHOTO CUH-
JpoMa ocTaeTcs pobaeMaTUYHbIM. Takue npemnaparsl,
KaK KOJIXMLIMH U UMMYHOCYIIPECCOPbI, OKa3aJIUCh Ma-
JoadbdekTuBHBIMU. bosee oOHameXUBaIOIIUE PE3YIb-
TaThl MTOJyYeHbl OT ucrnojb3oBaHus ['MBIT — aHakuH-
pPBI WM 3TaHepIenTa. B KauyecTBe CHMITTOMAaTHYECKIX
npenapatoB ucoiab3yior HITBII. OmxHako, HecMOTps
Ha OCTPOTY IIPUCTYIIOB, TIPOTHO3 3a00yIeBaHus OJ1aro-
MPUATHBINA, TaK KaK aMWJIOWIO03 Pa3BUBACTCSI PEIKO.
ITosHOE BBI3AOPOBIIEHNE MAJIOBEPOSTHO [2, 3, 6, 10].

NRLP, uAm kpuonupuH-
accouunpoBaHHbIe CUHAPOMDI

OO111eli reHeTUYeCKOl OCHOBOM 3TUX CHUHAPOMOB
apasiercst mytauust reHa CIASI1, pacrnojio)keHHOro Ha
JUTMHHOM TuTeue 1-i mapsl XxpoMocoM. JlaHHBIN OesloK
SIBJISIETCSI OCHOBOM CYIEepMOJIEKYJIIPHOTO KOMIUIEKCa,
obecneunBaoliero aktusHyto gopmy WJI-16, a Takke
BBITIOJTHSIOIIETO MPOTPaMMY artorrTo3a.

KnuHuka ceMeiiHOTO X0JI0J0BOTO AyTOBOCHAINTE -
HOTO CHH/IPOMA/ceMeiiHoil X0/1010B0i KpanuBuunbl (Fa-
milial Cold Autoinflammatory Syndrome/Familial Cold
Urticaria — FCAS/FCU): nuxopajaka, apTpajiruu/ap-
TPUT, MUAITUM, YPTUKApHas Cblllb, KOHBIOHKTUBUT,
SMUCKIEPUT, UPUIAOLMKIUT, BBICOKAS aKTUBHOCThb
ocTpoa30BbIX MOKa3aTesell, yalle MHULIMMPOBAHHbIE
aKkcno3uiuen xojgona. CHUMIITOMBI BO3HMKAIOT 4yepe3
1 yac mocye BO3EMCTBUS XO0JIONA, ITUK CUMIITOMOB —
yepe3 6—8 4acoB, MCUYE3AI0T CUMIITOMBI Uyepe3 24 Jaca.
AMUIIONI03 pa3BUBAETCS peiko. JIedeHne: HeoOX0MMO
n30eraTh BO3AEHCTBUS XOJIOAA; CUMIITOMATUYECKHN Ha-
gHauvatrorcst HITBII; 6a3uc-tepanuss — BBICOKME 03Bl
rmokokopTukocteponnoB (I'KC); tepanust ”HTMONTO-
pamu UJI-1 — aHaKMHPOI1, pUIaHOCETITOM TIPOAEMOH-
CTpHpPOBaja BLICOKYIO 3 PeKTUBHOCTS [3, 9, 11, 12].

Cunapom Maknaa — Yaabca (Muckle — Wells syn-
drome — MWS) 1o TskecTu 3aHUMAaeT MPOMEXKYTOY-
HOE ITOJI0XEHUE CPeIU KPUOMTUPUH-ACCOLIMUPOBAHHBIX
cuHApoMOB. OH XapaKTepu3yeTcsl MOBTOPHBIMU 2~
301aMU JIMXOPAJAKU U CHIIU, IIIUMucs 24—48 yacos,
apTpUTaMu KPYITHBIX CYCTaBOB, IOpPaXXeHUEM TJjas,
B 50—70 % ciyyaeB — pa3BUTUEM HEHPOCEHCOPHOI
TJTYXOThI, OOBIYHO y TIOMPOCTKOB WJIM B3POCIBIX. AMU-
JIOUI03 — YacToe OCJIOXHEHHEe crmHApoMma Makma —
Yoanbca. Jleuenne: 'KC B Beicokmnx nmo3ax, [MBIT —
3TaHeplenT, aHakuHpa [13, 14, 16, 17].

Cunnpom CINCA-NOMID (Chronic Infantile
Neurological Cutaneus Arthicular). Ilytsr HacnemoBa-
HUSI — ayTOCOMHO-IOoMUHaHTHBINA, reH CIASI1, ko-
JUpyoUi 6enok kKpuonupuH. Cpeau KpUONUPUH-
aCCOLMMPOBAHHBIX 3a00JIeBaHU I CUHAPOM
CINCA-NOMID npotekaeT KJIMHUYECKU Haubosee
TSDKEJI0, C pAHHUM JIe0I0TOM M TTOXWUM TTPOTHO30M TSI
marueHToB. KinnHu4yeckre TposiBICHUST HAUMHAIOTCS
Ha TIEPBOM TOJIY XW3HUW C 3MU30[0B JIMXOPAAKUA WA
HETIPEePBIBHON JIMXOPAAKH, C TIEPCUCTUPYIONIECH ypTH-
KApHOU CBITTbIO, CUMMETPUYHOMN apTPOTIaTUE I KPYITHBIX
CyCTaBOB, ¢ OSnudu3apHbIMU U MeTadu3apHLIMU
W3MEHEHUSIMM, DPa3BUTHEM KOHTPAKTYyp, YacThIMU
IVIa3HBIMUA CHUMIITOMaMU: IIPOrPECCUPYIOIIMMU YBEH-

TaMU, OTE€KOM, aTpodueii 3puTeJIbHOTO HEpBa, BIUIOTh
JI0 pa3BUTHUsS cIenoThl. OOBIYHO Pa3BUBAETCS 3aIEPXK-
Ka YMCTBEHHOTO Pa3BUTHSI, BO3MOXHBI aceNTUUECKUi
MEHUHTUT, Tuapouedanus, aTpodus KOpbl TOJJOBHOTO
MO3ra, pa3BUTHE HEMPOCEHCOPHOM TIIyXOThI. DTH K-
HUYECKUE TTPOSIBJIEHUS COTIPOBOXKIAIOTCSI BHICOKOM aK-
TUBHOCTBIO OCTPO(A30BbIX TOKa3aTeneil. AMUIOUI03
Bo3MOXeH B 20 % cirydaeB. CMepTHOCTb BbIcoKasl. Jle-
yeHue: ['KC B Beicokux go3ax + 'MBII (anakuHpa 11/K
1 mr/kr) [13, 16, 33].

Cunapom Mapuwaaaa (Periodic Fever,
Aphthous Stomatitis, Pharingitis,
Cervical Adenitis — PFAPA)

D10 3a00JIeBaHUE PEIKOE, C HEM3BECTHBIM TUIIOM
HacJIeJIOBaHUsI, HEW3BECTEH TakKKe KOHKPETHBIA My-
TaHTHBIM reH. LIMTOKMHOBBII TPOGUIL CBUACTEb-
CTBYET O MOBBILIEHUX CBIBOPOTOUHBIX ypoBHEW WUJI-1p,
TH®-a, UJI-6, NJ112p70 B meproabl Kak 000CTPEeHUS,
Tak 1 PEMUCCHUU, YTO CBUIIETEIBCTBYET O TTOCTOSTHHOM
CyOKIIMHIMYECKOM BocmasieHuu |3, 17, 31, 33].

Cpenu 3a00J1eBIINX TIpeodIagaoT Malbuuku. [e-
010T 3a00JeBaHus yalie Bcero ¢ 2 g0 5 jger. CuHaIpoM
PFAPA xapaxtepusyercsl mepuoauuyHOCTbIO (DeOprib-
HBIX TpUCTYyNoB. MHTepBasibl MEeXIy aTaKaMM COCTaB-
JISIIOT OT 2 10 8 Heneslb U CO BPEMEHEM YIUTUHSIIOTCS.
KnuHnyeckue KpUuTepuu TMarHoCTUKU ObUTU pa3pado-
TaHbl MapIaiioM: IPUCTYITHI JIMXOPAJAKK 0e3 Tpu3Ha-
KOB MH(PUUMPOBaHUS, apTO3HBIA CTOMATUT, LIEHHBIN
JMbaneHUT, TOH3WJUIAT/(DApPUHTUT, JIEWKOIIUTO3,
roBermeHHasgs COD. OTMeUaroTCsT TTOJTHOE OTCYTCTBHE
CHMIITOMOB MeXIy (peOPMIbHBIMU IIPUCTYIIAMU, HOP-
MaJIBHBIN pOCT M pa3Butue pedeHka. Jleuenue: HITBC
u I'KC B Beicokux go3ax; 'KC B mo3e 1—2 Mr/Kr Mmacchl
TeJia IMOJHOCTBIO IpephiBaeT MpUCTyN. bbuto oTMeueHo,
YTO TOH3UJUIIKTOMMUSI WJIM aACHOTOH3WILJIOTOMUSI YaCTO
MPUBOIUT K TTOJITHOMY BBI3JOPOBIIEHUIO pebeHka [17].

XPOHNYECKNN PEeLMANBUPYIOLLIUA
MYAbTUPOKAAbHbIN OCTEOMUEAUT
(CRMO, MaaXxeA-cuHapoMm, PAPA-,
DIRA-CUHAPOMBI)

Cunnpom CRMO (MamKea-cuHApPOM) BIIEPBbIe ObLT
ormcaH A. Gideon et al. B 1972 . m K.H. Gustavson n
H.F. Wilbrand B 1974 r. [lpuunnnseiit ren — LPIN2,
KOOUpYET JUMUH-2 TpoTenH. KimHuyeckue TposiB-
JIEHUSI: MHOXECTBEHHbIE 04ard KOCTHOM IeCTPYKLUU,
IIPY 3TOM M3 OYara AeCTPYKLUKU HEBO3MOXKXHO BbIACIUTh
MH(EKIMOHHBIN (hakTop. DTO 3a00JeBaHUE AETCKOTO
Bo3pacta. Hauano Bapeupyet ot 2 10 17 JeT, BO3MOXeH
nebroT 1 B 6oJiee crapiueM Bodpacte. Cunapom CRMO
MOXeET ITPOTeKaTh KaK MOHOOYAaroBoe 1 MHOT0OYaroBoe
3a0o0sieBaHME, KaK C OJTHUM 3IU30/I0M 000CTPEHMSI, TaK
U C pelMIUBUPYIOIIUM TeueHrueM. KpoMe mopaskeHust
KOCTei1, MOTYT BOBJIEKAThCS CycTaBbl M Koxka. Corpo-
BOXIAETCSI CUMITOMAMM MHTOKCHKALIMU, CyOheGpu-
JINTETOM Wi (eOpUIIbHON TeMIlepaTypoii, O0IsIMU B
MOpPaXXeHHBIX CETMEHTaxX CKejleTa, 4acTO JOCTUTalo-
LIMMM BBICOKOII MHTeHCUBHOCTU. Yalle mopaxkaiorcst
MEIUAIbHbIMA KOHEIl KJIIOUMIIbI, JIOTIaTKa, TPyArHa, I10-
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SICHUYHBII WIJIA TPYIHOM OTAeJ TO3BOHOYHMKA. CycTaB-
HOI cuHIpoM BcTpevaercs B 80 % ciydaeB, 4acTo co-
MPOBOXIAETCS SHTE3UTAMU, HO UMEET TPAaH3UTOPHBIN
xapakrtep. Yacto nmpu CRMO HaGmiomaeTcs MmycTyies3
KOXM ¢ HanboJiee XxapaKTepHOM JIOKaIM3alineil Ha Koxe
crom 1 Kucteit (mpasuito 3 «II»: masmpmMapHO-TIIaHTap-
HBII TTycTyne3). Kak mpaBuiio, mpu 3ToM CUHAPOME OT-
MedJaeTcsl YMEPECHHOE TTOBBIIIICHNE aKTUBHOCTH OCTPO-
dazoBeix mokaszareneir (CPb, COD, neitkonnro3s).
Yacto accouunponano ¢ anturenom HLA-B27 n -B40.

OKOHYAaTeJbHBIN IUAarHO3 CTABUTCS HA OCHOBAaHUU
OMOIICMM KOCTHOIO oyara M HUCKJIIOUEHUs] OaKTepu-
aJIbHOTO ocTeoMuesuTa. JIeueHre: CUMIITOMaTUYeCKHU
HIIBC, moryr HazHauaTbcss 'KC, OucdocdoHaThl,
pexe — Tpenaparbl UHTepdhepoHa o i y. Takxke rmoma-
TBEPIWIN CBOIO A PEKTUBHOCTh UHTMOUTOPHI TNF —
nHpIMKcuMao, stadepuent [31, 33].

PAPA-cunnpom (Pyogenic Arthritis, Pyoderma gan-
grenosum and Acne) — 3TO ceMeifHasl HacJleACTBEHHAS
MaTOJIOTHS, TIepeJarlnascs ayTOCOMHO-IOMUHAHT-
HBIM TyTeM. HemaBHO ObUT MOEHTU(PUIIMPOBAH I€H Ha
15-i1 XxpoMocoMe ¥ BBISIBJIEHBI 2 BO3MOXHBIE MyTalluK
rena CD2BP1.

Knununueckue nposiBienuss PAPA-cunnpoma cie-
aytomue. 3aboneBaHMe ASOIOTUPYET B JETCKOM WU
IOHOLIIECKOM BO3pAacTe U CTapTyeT C MOPaKEeHUsI CycTa-
BOB. TeyeHue apTpuTa HeOJaronpusTHOE, C Pa3BUTH-
eM nectpykumu. [TnomepmMust He Bcera COIpOBOXIAET
apTPUT WIM MOXET pa3BUTHCS To3xe. [IpakTudecku
BCeT/a y MaIMeHTOB pa3BUBACTCS aKHE, U €CJTN HE TTPO-
BOIMUTCST JIeYeHWE, BBI3BIBAET PYOIIOBBIC TMOPAKEHUS
koxu. Jledenue: HanOOMbIINA 3(PDEKT MOTydeH mpu
HaszHaueHuu aHtaronuctoB TH® — sranepuenra, uH-
dankcumada uan antaronuctoB MJI-1 — aHaKMHPBLI.
g jedeHns1 akHe HeOOXOAMMBbI OpaJibHbIE TETpalv-
KJIMHBI.

DIRA-cunapom (Deficiancy of the Il-1 receptor an-
tagonist) — penkoe reHeTUYECKH NeTePMUHUPOBAHHOE
3a0oJieBaHME, pa3BMBalOIIeeCs Y HOBOPOXICHHBIX.
OnucaHHbIe CiIydyad BBISIBICHBI Y Ty3PTOPUKAHIICB,
JMBaHLEeB, rojuranaies. [lyTh Tepemaum ayTOCOMHO-
peueccuBHbIN, B reHe ILIRN (2q14.2), HaxoasinemMcst
BO 2-ii xpomocoMe. KnmHuYeckue MposiBIeHUsT Ha-
OJIFOmMaroTCs B TIEPBBIC THU XXU3HU HOBOPOKICHHOTO 1
MPEICTaBICHbl IUCTPECC-CUHAPOMOM, ITyCTYJIe3HBIM
MOpaKeHUEM KOXH, SPO3USIMU Ha CIIU3UCTON MOJIOCTHU
pTa, OTEKOM CYCTaBOB U OOJIE3HEHHOCTBIO MX JBMKE-
HUil, remarocryieHoMeranueil. M3 HOMOJHUTENbHBIX
MPU3HAKOB CJIeIyeT OTMETUTh T'eHePAIM30BAHHbINA UX-
THO3 KOXM, U3MEHEHMST HOITell 1O TUITY TIcopraTuye-
CKOr0 TMOPaXeHUs, KOHDbIOHKTUBUT, LiepeOpaJbHbII
BACKYJIUT, TUTIOTOHMIO W TIPOTPECCUPYIONITYIO0 TUIIOTPO-
duto. Kaxk npasuiio, 3a00jieBaHUE HE COMTPOBOXKIAETCS
MOBBILIIEHWEM TeMriepatypbl. [Ipy OTCYyTCTBUU anek-
BAaTHOW Tepanmuu pa3BUBAETCS IIOJTMOPTaHHAS HEIO0-
CTaTOYHOCTD, TIPUBOISIIAS K JIeTaTbHOMY Mcxomy. JIist
MOATBEPKACHUSI ITMArHo3a HEOOXOAMMO WCKIIOUUTH
VHGUIIMPOBAHUE, IIPOBECTH OMOIICHIO KOXU (0OHApY-
JKMBAIOT HEUTPOPUIbHYIO MHOUIBTPAIIAIO U TPOMOO3bI
KOXM), peHTreHorpaguio KocTei (1151 MoaATBepXKAeHUS

0aJIJIOHOBUIHOM AeopMaliuu pedep, MepruocTaabHON
peaKkIuy IJIMHHBIX TPyOUaThIX KOCTEM, MyJIbTUDOKATIb-
HBIX OCTCOJIMTUYECKUX TTOBPEXACHNI KOCTEI), MO TT0-
kazaHusiM — MPT rojaoBHOro mo3ara ajisi MoaATBEpXK/e-
HUS BacKynnTa. JleueHue: TIpu Ha3HaYCHUHN aHAKWHPEI
JIOCTATOYHO OBICTPO yIaeTcs JOOMThCS PEeTPecCHM 3a-
0oJIeBaHMS U COXPAaHUTD KU3HB MAllCHTaM.

BoAesHb Bexuyeta y aeten

bonesns bexuera (BB) B HacTosiee BpeMsi pac-
CMATPUBAETCS KAaK CUCTEMHBIN BaCKYJIUT HEM3BECTHOM
STUOJIOTUH, XapaKTepU3YIOLIUIC SI3BEHHO-HEKPOTH-
YeCKUMU MOPaXEeHUSIMU POTOBOM MOJIOCTU, TeHUTAIUA,
C YacThIM ITOpaxk€HUEM IJ1a3, apTPUTOM, MOPAKEHUEM
XKKT, HepBHOIi cucTeMbl U cocyaoB [8, 15, 19, 29, 30].

Yame ngaHHas I1aTOJIOTUSI PETUCTPUPOBANach B
Anonuu u ctpaHax CpegHero BocTtoka, a ceMmelHBbIi
XapakTep MOopaXkeHW CBUACTEILCTBYET O BO3MOXKHBIX
TeHETUIECKNX MyTalusIx. B HacTositiiee BpeMsi aHTUTEH
HLA b5101 moxeTt paccMaTpuBaThCsl Kak aHTUTEH PU-
cka pa3putus bb. 3aboneBanue n1e6OTUPYET B ACTCKOM
Bo3pacTte. KiimHnueckas kapTuHa ciaeayolias. 3adose-
BaHME Yallle BCero HAUMHAETCS ¢ pa3BUTUS aT B ITOJI0-
CTU pTa, OMMHOYHBIX WJIM MHOXECTBEHHbIX, UMEIOLINX
pelLuauBUpYlolliee TeueHue. SI3Bbl TeHUTAIU TTOsIBISI-
I0TCSI T03%e — B ImybepTaTHOM Bo3pacte. [TopaxeHust
I71a3 pa3BuBalotTcs y 60 % meteid, IpeUMYIIECTBEHHO
Y MaJIbYUKOB; YaCTO BBISIBJISIOT IBYCTOPOHHUI YBEWT,
KOTOPBIi ITPU TSKEJIOM T€YEHUU CITOCOOCH MIPUBECTH K
roTtepe 3peHusi. MoxXeT pa3BUBaThCsI KaTapakra, Tjay-
koma. [TopaxeHust Koxku Habmomatotesty 90 % narmeH-
TOB: y3JIOBaTasi 3puUTeMa, IycTyne3, akHe, (POJUTUKYIINT,
mypIypa, peako — si3Bbl. Y 15 % neteii oTMevyaroTcs He-
BPOJIOTUYECKME TIOPAXKEHUSI: IIepeOpabHBII BaCKYJIUT,
MeHUHTo3HLIedanmuT, sHuehanut. Y 75 % nereil nmeet
MECTO apTPUT C BOBJICYCHUEM KPYITHBIX CYCTaBOB. DPo-
3UBHBIA U AECTPYKTUBHBIN MPOLECCHl HE XapaKTEPHBI.
Cpenu COCYIMCTBIX MPOSIBACHUI Yalle OTMEYaroTCs
apTepuagbHbIe WJIM BEHO3HbIE TPOMOO3bI M aHEBPU3MBbI
WJIA OKKJTFO3UM apTepuii B Pa3IMIHBIX MecTax. Bo3Mo-
>KE€H aMUJIONI03 BHYTPEHHUX OPTaHOB.

OgHUM M3 KPUTEPUEB SIBISIETCS TECT Pa3BUTHUS
maTepruu, XapakTepusyloImuiicss oOpa3oBaHUEM Ma-
JICHBKUX TYCTYJ WM Y3€JIKOB B MECTE YKOJia uepe3
CYTKM T1OCJI€ UHbEKIIMU. B cTanuu o060CTpeHUsI uMeeT
MECTO HapacTaHHe OCTpoda30BbIX MOKa3aTelsei, mo-
BhILLIEHME ypOBHS rammarioOyiauHoB. Tepanusi Bb:
HIIBC, I'KC, KoJIXulyH, MMMYHOCYIIpECCUBHAasI Te-
panusi — MeTaTpekcaT, HMKiIocrnopuH A. B mocnen-
HUEe Toabl OblIa TMpoAeMOHCTpUpoBaHa 3(PPeKTUB-
HocTh ucnojb3oBaHusi TMBIl — uHdaukcumaba u
aTaHepuenTa [8, 15].

HeandPpepeHUMPOBAHHBIN
OYTOBOCMNAAUTEAbHbIN CUHAPOM

Cpenn geteit ¢ ABC BcTpedaroTcs maneHTHI ¢ I~
TEJIbHO COXPAHSIOLIEHCS VI IePUOANYECKU PELUIM -
BUPYIOLLEW JIMXOPANKOW, apTPUTAMM, TTOBBILIEHUEM
oCcTpo(a30oBbIX MoKa3aTeliell U IPYrMMU IIpU3HAKaMU
CUCTEMHOTO 3a0ojeBaHus. be3ycioBHO, 3T OOJIbHbBIE
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TpeOyIOT OYeHb THIATEJIbLHOTIO MPOBeAcHMS AU bepeH-
LIMaJIbHO-AUAarHOCTUYECKOrO0 aHajlu3a, WCKIIOUYEeHUS
psna MHGEKIMOHHBIX 3abosieBaHUll  (OOPPEINO30B,
BUY, mansapuu, Tudo-napatudo3HbIX 3a00JeBaHUM,
JIeWIIIMaHno3a, TyOepKysie3a M JIp.), OHKOIeMarToJio-
TMYeCKMX 3a00JIeBaHUIl, PEBMATUUECKOW TATOJOTUM.
Yacto B Hauvaje 3a00JieBaHUS OTCYTCTBYET ITOJHBIN
CUMITTOMOKOMIIJIEKC, YTO 3HAYUTEJIBHO 3aTPydHSICT
OUATHOCTHUKY. DTO BCErIa TPYIHBIC B IMarHOCTUICCKOM
IUIaHe TIAIIMEHTHI, TPeOyIoIIe MYJIbTUANCIIUTUIMHAD-
HOTO IOAXO0/a U JUINTEJIbHOIO KaTaMHECTUUECKOro Ha-
omoaeHus. [ToaToMy ObLIO TIpeaIOKEHO BBEACHUE TEP-
MuHa «HeauddepeHpoBaHHubiii ABC» (kogupyeTcs
no MKBbB-10 kak JIHI" — nuxopanka HesiCHOro reHesa
(780-6)) [33].

Bormpoc o BbIOOpe Tepanuy TakKuM OOJIBHBIM TaKKe
JIOJDKEH pellaThcsi MHIMBUAYaJbHO. B psime ciydaes
nmpu OJIATONPUSTHOM TEUEHUU 3a00JeBaHMS BIIOJHE
YMECTHO He Ha3HayaTh Teparuio, TMPOBOIs HaOIIone-
HUE 3a COCTOsSIHMEM pebeHka. B mpyrux cimydasix Bo3-
MOXHO TIPOBEIACHME Tepanuu ex juvantibus, mpu mpe-
00IalaHUM TeX WJIM UHBIX CUHIPOMOB M CUMIITOMOB.
ABC — 5T0 nocTaTouHO peakue 3a0ojieBaHus, HO 3Ha-
HUE 3TUX CUHIPOMOB KJIMHMIKCTaM IPOCTO HEOOXO-
MO JUISI CBOeBPEMEHHOI AMarHoCcTUKM. B mociennue
roJibl CTajla BO3MOXHA Tepamnusi FTeHHO-UHXEHEPHbIMU
OuosoruyeckuMu npemnaparamu. [1oaToMy KoppeKTHast
1 CBOCBpPEMEHHAs IMAarHOCTUKA SIBJISIETCS 3aJI0TOM W3-
JIeYeHUsl, a MHOTJIa M CITaCeHUs XXU3HU nanuenTa. U3y-
YyeHMe JAHHOM MaToJIOTUM BO BCeM MUpe HabupaeT 000-
POTBI, 3HAYUTEIBHO BHIPOC MHTEPEC K JAHHOU TpyTITe
3a0osieBaHMi. B CBSI3M ¢ 3TUM €KerogHO OIMUCHIBAIOT-
CsI HOBBIE CMHIPOMBI C TCHETHMYECKOM pacimm@poBKOit
MPUYMH BO3HUKHOBEHMS 3a00JIeBaHUI, a TaKXkKe pac-
LIMPSIOTCS HAIM 3HaHUS, YIIyOssieTcsl MOHUMaHUe
M3BECTHBIX paHee 3a00J1eBaHU ¢ HOBBIMU JOIOJIHEHU -
SIMM K MEXaHU3MY UX Pa3BUTUSI, a COOTBETCTBEHHO, U C
HOBBIMM METOIAMM JICUCHMUSI.
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Heaenbcbrka C.M., XKuneHko I.A., Mepexiko A.C.,
LanpaH A.B.
3Qropi3bKi AEPIKQBHUI MEANYHWV YHIBEPCUTET

ABTO3AMNAAbHIi CUHAPOMM B MPAKTULLI
NIKAPS-MEAIATPA

Pesome. B ornsanosiii craTri HagaHi iHdopMalis, Xxapak-
TEepUCTHKA, BUZHAUYECHHS Ta Kiacuikallisl 3aXBOPIOBaHb, 110
OyJIi BiIHECEHi B OKpEeMYy HO30JIOTiUHY IpyIly Ta Ha3BaHi aB-
TO3aMajJlbLHUMU 3aXBOploBaHHIMMU abo cuHapoMamu (A3C).
Konmnerniito A3C cdhopmoBano Hampukinii 1990-x pp.; Bu-
BUEHHSI Ta HAKOMMWYEHHS JaHUX aKTUBHO TPUBAE i 3apas, i 3
1ielo MeTol OyB CTBOpeHUiI MixHapomHuii perictp A3C y
pamkax nmporpamu EUROFEVER. Ionano KopoTKy xapakre-
PUCTUKY K OKPeMUX TPYIT 3aXBOPIOBAaHb i3 TUTIOBUMU TeHE-
TUYHUMHU MYTAIisIMK, TaK i IeSIKUX HO30JI0TiYHUX (hopm. [1e-
pepaxoBaHO MpenapaT 3 TOBEIEHOIO TePareBTUUHOIO edheK-
TuBHicTIO, Y ToMy uncii HII3I1, 'KC ta reHHO-iHXeHepHi
0ioJIOTiyHiI penaparu.

KiouoBi cioBa: aBTo3anajibHi CUHIPOMM, CiMeliHA cepe-
3eMHOMOPChKA JJUXOMaHKa, KpiomipuH-acolilioBaHi CUHIPO-
MH, rinep-IgD-cunnpom.

AUXOpAoKa, aghmo3usLil cmomamum, weliHolil adeHum,) uiu cCUuHOpoM
Mapwanna y oemeii // Hayu.-npakmuu. peemamon. 2005; 5: 80-89.

32. Kysvmuna H.H., ®@edopos E.C., Moecucsan I.P., Caryeu-
Ha C.0. AymosocnasumenvHule 3a601e8anus y demeil — cOBpeMeH-
Hblll 832450 Ha npobaemy // Hayu.-npakm. peemamon. 2009; 1: 63-75.

33. Canyeuna C.0., Kysvmuna H.H., @edopos E.C. Aymoeo-
cnanumensvHvle CUHOPOMbL — <HOBAD» MYAbIMUOUCYUNAUHAPHASA NPO-
Oaema neduampuu u peemamonoeuu // Ileduampus; 2012: 91, Ne 5;
120-132.
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Nedelskaya S.N., Zhilenko I.A., Merezhko A.S., Shapran A.V.
Zaporizhya State Medical University, Zaporizhya, Ukraine

AUTOINFLAMMATORY SYNDROMES IN THE PRACTICE
OF PEDIATRICIAN

Summary. This review article provides information, charac-
terization, identification and classification of diseases that have
been attributed to a separate nosological group and called auto-
inflammatory diseases or syndromes (ABC). ABC concept was
formed in the late 1990s; study and data accumulation are still
actively pursued at the moment, and for this purpose there has
been created international ABC register as a part of EUROFE-
VER program. Brief characteristics of both individual groups
of diseases with typical genetic mutations and some clinical
entities are provided. Drugs with proven therapeutic efficacy,
including NSAIDs, GCs and genetically engineered biological
agents, are listed.

Key words: autoinflammatory syndromes, familial Mediter-
ranean fever, cryopyrin-associated syndromes, hyper-IgD-
syndrome.
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