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Kpuonupun-accoyuuposarnnwie nepuoduueckue cunopomst (Cryopyrin-Associated Periodic Syndromes, CAPS) aeastomces naubosee apkumu npeo-
cmasumensmu MOHO2EHHbIX aymosocnanrumenvhuix 3abonesanuii (AB3). Onu xapaxmepusyromes couemanuem AUxXopaoku, Colnu U Opyeux cum-
nMomo8, ConPo8ONCOAIOUUXCS hOPMUPOBAHUEM NOMEHUUANBHO UHBANUOUSUPYIOUAUX UAU JCUZHEY2POICAOWUX ocroxcHeruli. Ha ocnose cospe-
MEHHbBIX peKoMeHOayull no eedenuro nayuenmos ¢ AB3, a makace Hauteeo coocmeentoeo onvima paspabomat aseopumm ouaenocmuku CAPS, no-
360AHOULUL ONMUMU3UPOBAMD UX OUPPePeHUUANbHYH) OUACHOCMUKY C CUCIEMHbIM HGEHUNbHbIM apmpumom u opyeumu AB3, pannee HazHave-
Hue 3ppexmusroil mepanuu, a makice maKmuky eedeHus nayuenmos. Hneubumopu: unmepaelikuna 1 56a310mes mapeemHuimu cpeocmeamil, ¢
NOMOULBIO KOMOPLIX MOJICHO KOHMPOAUPOBAMb AKMUBHOCMb U Npedynpeiciams pazgumue ocaoxcHenuil. IIpedcmasnennsiii areopumm noseonum
yayuuums ceoegpemerntyro ouasnocmuky CAPS, onmumusuposams neuenue u éedenue nayuenmos 6 pamkax cmpameeuu « Treat to target».
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Cryopyrin-associated periodic syndromes (CAPS) are the most prominent representatives of monogenic autoinflammatory diseases (AIDs). They
are characterized by a concurrence of fever, rash, and other symptoms that are accompanied by disabling or life-threatening complications. Based
on the current guidelines for the management of patients with AIDs and on their own experience, the authors have elaborated a diagnostic algo-
rithm for CAPS, which can optimize their differential diagnosis with systemic juvenile arthritis and other AIDs and the early use of effective ther-
apy and management tactics. Interleukin- I inhibitors are target agents, by which one can monitor activity and prevent complications. The given
algorithm will be able to improve the timely diagnosis of CAPS and to optimize treat-to-target treatment and management in patients.
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HauGonee sspkuMu MpeacTaBUTENSIMU MOHOTEHHBIX ayToO-
BOCHAJIUTEbHbIX 3a00JieBaHuii (AB3) saBasIOTCS KPUOTIUPUH-
accolMupoBaHHbIe Tiepuonuueckue cuHapoMbl (Cryopyrin-
Associated Periodic Syndromes, CAPS) [1, 2]. B HacTrosee
BpeMsI U3BECTHO TpU 3a00JI€BaHUSI, BXOJSIINX B 3TY TPYIIITY: Ce-
MEMHBII X0JI00BOI ayTOBOCTIATUTEIbHBIN CUHIPOM,/CeMeiiHas
xosnonoBasi kpanuBHula (Familial Cold Autoinflammatory
Syndrome/Familial Cold Urticaria, FCAS/FCU); cunapom Ma-
kna—Yanbca (Muckle—Wells Syndrome, MWS); XpoHnuecKkuii
MJIaZICHIeCKNIT HePBHO-KOXHO-apTUKYJIIPHBIM CUHIPOM,/MJIa-
JIEHUYECKOe MYJBTUCUCTEMHOE BOCHAIMTEbHOE 3a00eBaHUE
(Chronic Infantile Onset Neurologic Cutneous Articular/Neonatal
Onset Multisystem Inflammatory Disease, CINCA/NOMID);

OHM acCOLIMMPOBaHbl ¢ MyTalueil reHa NLRP3 v oTanyalorcst
T10 TSDKECTH TeUeHUSI, IIPOTHO3Y U XapakTepy (opMUPYIOIIHUXCS
ocJIoXHeHwmi |3, 4].

FCAS BcrpeuaeTcst JOCTaTOYHO PEOKO, IIPOTEKAET T00pO-
KA4eCTBEHHO U HE MPUBOIUT K Pa3BUTHUIO CEPbE3HBIX KU3HEYT-
poxaronux coctossHuii. MWS u CINCA/NOMID sBasitorcs
HauboJiee TSKEJIBIMU 10 TPOSIBJICHUSM, MCXOIaM U IIPOTHO3Y,
XapaKTepU3YIOTCS XPOHUIECKUM PELIMINBUPYIOIIUM TEUSHUEM,
JINXOPAIKOU, TIOCTOSTHHO! BOCITATUTETbHOW aKTUBHOCTBIO, pe-
LUIMBUPYIOIIMMU KOXHBIMU BBICBHITAHUSIMU 10 TUILY KPAITUB-
HULIBI, [JIA3HBIMY HAPYILIEHUSIMU (KOHBIOHKTHUBUT, YBEUT), pa3-
BUTHEM HEPOCEHCOPHOM TyroyxocTu, amuiaonno3a (y 20—40%
GOJIbHBIX), MOYEYHON HEIOCTATOYHOCTH, BO3ZMOXHOIO JIeTallb-
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Tabauna 1.

PEKOMEHAOALMUWM

HNuipgpepenyuarvrnas duaenocmuxka CAPS

OcCHOBHbIE IPUYNHBI JIUXOPAJIKH U CHINHK Y JeTeil

MHbexImoHHbIe 3a00J1eBaHNS:
OakTepualbHbIE

PeumnuBupyionivie nHOEKIINN pecIMPaTOPHOTO TPAKTa, MOUYEBLIBOASIIUX MyTell, MHGMOEKIINY, BHI3bIBAEMbIE

B-reMoIMTUYEeCKUM CTPENTOKOKKOM Irpymmbl A, Borrelia, Brucella, Salmonella, Bartonella, Ty6epkyses)

MapasuTapHble
BUPYCHBIE

Puxkerrcun, MuKkoruiasma, 0jIeIHast TpeloHeMa, TOKCOILIa3Ma, MaJIsIpysl,
nerckue nHbekumuu (KpacHyxa, Kopb, BETpsiHas ocrna), napsosupyc B19, Bupyc npocroro repreca 1-ro

¥ 2-TO TUIIA, aICHOBUPYC, LIMTOMETATIOBUPYC, SHTEPOBUPYC, BUPYC DMiuTeiiHa—bapp, BUpychI remarura A,

B, BUpyc nMMyHoOnebuIuTa
Heormnactuyeckue 3a0601eBaHUs
BocnanurenbHble 32a00J1€BaHUS:
MYyJIBTH(AKTOPUATBHBIE
MOHOreHHbie AB3
BpoxxneHHble UMMYHHBIE 1e(eKThbI
Mnuonartuueckue Gopmbl PFAPA-cunnpom

BpoxaenHbie (popmbl

Ocrtppiit TuMGOOIACTHBIN, MUET00JAaCTHBIN JIeHKO03, TnMdoma, HeiipobiacToma
CKB, clOA, 6one3nb KaBacaku, BaCKyIUThI, Capkoum03, 6oie3Hb bexyera, 601e3Hb KpoHa
MoHOreHHbIe Tiepuoandeckue Juxopaaku FME MKD, TRAPS, a rakxke CAPS, CANDLE

TlepBrYHbIE UMMYHOIEMUIIUTHI, HIUKIMIECKAS HEUTPOIICHMSI

HacnencreeHHbI reMobarouTapHblii CHHIPOM

Ilpumeuanue. CKB — cucremnas kpacHast Bonmyanka; FMF (Familial Mediterranean Fever) — cemeitHasi cpennseMHOMOpCKast tuxopaaka; MKD
(Mevalonate Kinase Deficiency Syndrome) — cunnpom neduimra MmeasioHaT-kuHasbl; TRAPS (Tumor necrosis factor Receptor-Associated Periodic
fever Syndrome) — cMHAPOM MEPUOIMYECKOM JTMXOPAIKHU, aCCOLIMMPOBAHHBIN ¢ pelienTopaMu K (haktopy Hekpo3a onyxoiau; CANDLE-cunapom —
XPOHUYECKHUIA aTUMTUYHbBIIA HEUTPODUIIBHBINM AepMaTo3 ¢ Jurnoauctpodueii u nonbemamu temrepatypbl; PEAPA-cunapom (Periodic Fever, Adenitis,
Pharingitis and Aphtous ulcers) — CMHIPOM MEePUOIANIECKOI JTMXOPAIKU C aIEHUTOM, (hapUHTUTOM U a(pTO3HBIM CTOMATUTOM (CMHAPOM Mapiiasia).

Horo ucxomga. Cuaapom CINCA/NOMID — caMblif TSDKETbIA
n3 CAPS, miposiBisieTcst, KpoMme JIMXOPAAKH, PELIUINBUPYIOIIH -
MU KOXHBIMU BBICBHIIAHUSIMU, 3HAUUTEIbHBIMU JTedopMaliusi-
MM CYCTaBOB C BBIPa’KEHHBIMU PEHTTEHOJIOTMYECKUMU U3MEHE-
HUSIMU (pa3pacTaHre KOCTHOW M XPSIIEeBON TKaHU, JTU3UC KOC-
Teil), r1azHol nmatojioruei (Tskesbiit yBeuT u cienota). [Topa-
xenne LIHC, rmyxora, cymiecTBeHHOe OTcTaBaHue B (husmue-
CKOM U TICUXMYECKOM Da3BUTHU, BBICOKMI PUCK aMUIOUI03a
SIBJISTIOTCS MOTEHUMATbHO MHBATUIU3UPYIOIIUMHU OCIOKHEHMUSI-
MM y TaKMX MAaLMEHTOB. DTU 3a00JeBaHusI MPAKTUYECKU BCeraa
COTIPOBOKIAIOTCS TTOBBILIEHEM YPOBHSI OCTPOGha30BbIX MapKe-
poB (CO3, CPB, serum amiloid A — SAA) u xapakTepusyoTcs
OTCYTCTBHEM ayTOAHTUTEN (PeBMATOUIHBIN (DaKTOp, aHTUHYK-
JieapHblii (hakTop, aHTUTENA K LMKIMYECKOMY aHTULUTPYJUIN-
HUpoBaHHOMY nentury u ap.). JAunarnoctuka CAPS B netckom
BO3pacTe 3aTpyJHEHa M 3aBUCUT OT MH(MOPMUPOBAHHOCTU U
OTIBbITA TTEIMATPOB U Bpaueil APYTrux crenraibHocTeid. [1paBuib-
HBII IMarHO3 3ama3IbIBaeT MHOTA Ha JECSITKU JIET U CTAHOBUT-
CsI OUEBMIHBIM, KOTJ]a BCE BO3MOXHBIEC TSKEJIbIE OCTOXHEHUS
00J1e3HU YK€ pa3BIINCH U MIPUBETU K HEOOPATUMBIM TTOCTIEACT-
BusiM. Kpome Toro, npu 3Tux 3a00J1IeBaHUSIX MOSIBIEHUE OCHOB-
HBIX CHUMITOMOB (HampuMep, HEeMpOCEeHCOPHOI TYrOyXOCTH,
aMUJIONI03a ¢ TIOpaKeHUeM TToUeK 1 1p.), GopMupoBaHue TOJI-
HOTO CUMIITOMOKOMIIJIEKCa BOBMOXHO C TeYeHHEeM BPEMEHU U
JaXke BO B3POCIOM cOoCTOsTHUU. [1oaTOMY B 3apy0eskHOl TuTepa-
Type y maureHToB ¢ MWS naxe BbIIEISIOT «IeTCKU» U «B3POC-
JIBIiA» (peHoTUIBI 00s1e3HM [5, 6]. B mociaennue roapl 6iarogapst
pacIIMpeHUIo 3HaHUI 00 3Toi rpymnre 6oe3Hel, a TakXkKe Mosi-
BJICHUIO TOTIOJTHUTEBHBIX BO3MOXKHOCTEN TUArHOCTMKM, CBSI-
3aHHBIX, B YaCTHOCTU, C WHTEPHET-pecypcaMu, JAMarHOCTUKA
CAPS 3HauuTeNbHO yIIydIIMiIach, 3afepKKa TUarHo3a COCTaB-
nstet 1—2 ropa [7]. Ha caiite mpoekta EUROFEVER mipencras-
JIEHbl TUATHOCTUYECKUI CYeT AJIsi MOJIEKYJSIPHOTO aHaiu3a y
MalMEeHTOB C PELIMINBUPYIOLICH JTUXOpaaKo, KilaccuduKalm-
onHble Kputepuu EUROFEVER, a takxke pekoMeHmaluu, Ka-
calolIrecs] MHTEPIPeTalluy Pe3yJIbTaTOB TeHETMUECKOTO TeCTH -
poBanust [8§—10]. [TosBiIeHNEe HOBBIX KIIMHUYECKUX TUATHOCTH -

YeCKUX KPUTEPUEB T MOHOTeHHBIX AB3, B ToMm umcie mis
CAPS, onybnukoBaHHbIX B 2015 T, cTajio OOJBIIMM IIAaroM
BIepel Ha MyTU YCTAaHOBJIEHUSI ITpaBUJIbHOTO nuarHo3a [9]. Pan-
HSIsI IMarHOCTUKa, HECOMHEHHO, CIIOCOOCTBYET CBOEBPEMEHHO-
MY Ha3HaYeHUIO Teparuu 1 MPeaoTBPAIleHUIO ITOCIEACTBUI 3a-
6omneBaHus1. Kpome TOro, BasKHBIM COOBITHEM IS CTICIIVAIU-
CTOB, 3aHMMarIIMXcA MmpobieMoii AB3, sBuinch pa3paboTaH-
Hble 1 HEJaBHO OIYOJIMKOBAaHHBIC COBPEMEHHBIE PEKOMEHIa-
LIMU T10 BeAeHUIO TaureHToB ¢ AB3. OHU ObLIM MOATOTOBJIEHbI
MPpU yyacTuu 22 crielMajnucToB (IETCKHE U B3pOCble peBMAaTO-
JIOTY, UTHTEPHUCTHI, He(PPOJIOTH), TIOJIOBUHA M3 KOTOPBIX SIBJISI-
10TCs1 AKcTnepTaMu B obstact AB3 [11].

OCHOBBIBasICh Ha TAHHBIX 3apyOEKHBIX KOJUIET M YIUTHIBAsI
COOCTBEHHBII OMBIT paboThI ¢ 6obHBIMU CAPS, MbI pa3zpadoTa-
JIV aJITOPUTM TUATHOCTHKH, JIedeHHs] U MOHUTOPHUHTA TAKHUX Malu-
eHToB [11—13].

Koraa moxHo 3anogo3puts CAPS?

CAPS MoXeT OBITh 3aII0J03PEH y MalleHTa JII000i STHIYE-
CKOM MPUHAJICXKHOCTH, UMEIOIIETO 3MU30AbI IOBTOPSIOLIEUCS
(>3 B TeueHue roaa) heOPUILHON JTUXOPaANKU, KOXHBIE BbIChI-
MaHus U MOBBILIEHWE YPOBHS 0CTpoha30BbIX ITOKa3aTeaeil Kpo-
BU (COD >30 mMm/u no [TanyenkoBy, B4CPB' >20mr/i).

Cpenu Bcex moHoreHHbIx AB3 CAPS Haunbosnee uyacto
BCTpEYalOTCsS B IPAKTUKE PEBMATOJIOTA, TMO3TOMY HEPEIKO
MMEHHO PEBMATOJIOTY TIPUXOIUTCS TTPOBOIUTH OCHOBHOI nuar-
HOCTMYECKUI TOMCK. BBUIY cxoxkecTu KIMHUKO-1abopaTop-
Hoit cumntoMatuku CAPS ¢ HEKOTOPBIMU PEeBMAaTUYECKUMU U
HepeBMaTUYECKUMU 3ab0JIeBaHUSIMU TpeOyeTcsl MPOBeIeHUe
THIATETHHOUM TIpeaBapuTeIbHON AubdepeHIIMaTbHON I1MarHo-
CTUKU JIJIST UCKJTFOUCHUST OOJIBIIIOTO CITEKTPa COCTOSTHUIA, ITPOSIB-
JISTIOLIMXCST JIMXOPAJAKONW UM KOXHBIMU BBICBITIAHUSIMU (B TOM
quciae MHGEKIM, OHKOTeMaTOJOTMYECKUX, PeBMaTUYECKUX 3a-
OoJsieBaHuii U Ap.; Taba. 1) [13]. Haubosblliee CXOACTBO UMEIOT

'BuCPbB — C-peakTuBHBIi1 O€J10K, ONpeiessieMblil BHICOKOUYBCTBUTEb-
HBIM METOIIOM.
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CAPS u cucteMHbIil 1oBeHUIbHBII apTpuT (cFOA). Jluxopanka,
CBIITb, CUCTEMHasl TUMdAaTeHOIaThsI, TelaToJIMeHaTbHbIA CUH-
IPOM U JaXe CEPO3UT MOTYT OBITh MPOSIBICHUSIMUA 000X 3TUX
cocrossamit. CycraBHoit cunapom u ipu CAPS, u mpu clOA Ha
OIpeIeJICHHBIX CTaAUSIX MPEACTABICH apTPaITUsIMU WIX HETSI-
JKEJIBIMU apTpuTaMu. XapaKTepHbl TakXKe TOBBIIIEHNE YPOBHS
ocTpoa3oBbIX MapKepoB M OTCYTCTBME ayToaHTUTeN. Jlaxke
OIBITHBIN PEBMATOJIOT ITOPOIA 3aTPYAHSIETCS TOYHO OIPEICTIUTh
nuarHo3s. M Bce e MMeroTcsl JOMOTHUTENbHbIE IPU3HAKY, NTPU
HaJIMYUM KOTOPBIX MOXKHO YCOMHUTHCA B auarHoze clOA m
npeanonoxuth Hamuure CAPS:

— OTSITOLIEHHbBIN reHealorMuyecKrii aHaMHe3 (WIEHBI CeMbHU
C peuuauBaMU JIMXOPAAKU, KOXHBIX BBICBIMAHW, TIyXOTOM,
paHHel CMEePThIO BCJIENCTBUE XPOHMUECKOI ITOYeYHOI HeI0CTa-
TOYHOCTH, aMWIOUIO30M TTOUYEK);

— nebroT 3a0o0JieBaHUs B Bo3pacTe 10 1 roaa;

— Hamuure LHHC-nposiBieHunii (XpOHMUYECKW acenTrude-
CKUiI1 MEHUHTUT, BHYTpUUEPEITHAsl TUTIEPTEH3MSI);

— TopaxeHue a3 (peuMIUBUPYIOIINE KOHBIOHKTHUBUT,
YBEUT);

— HeWpPOCEHCOPHAs TYTOYXOCTh.

VYke He penkocTh cemeitable ciydyaun CAPS u ero muarso-
CTHKa BO B3POCJIOM BO3pacTe y pOIUTENCH AeTeil, CTpaaalommnx
3TuUM cuHiIpoMoM. JAuarHoctuka CAPS y B3pOCJbIX BbI3bIBaeT
CYILIECTBEHHbIE TPYIHOCTU, MOCKOJBbKY OCBEIOMJIEHHOCTD CIle-
LIUAJIMUCTOB B3pOCJION MPaKTUKU B 3TOI 001aCTH BeChMa HU3Kasl.
Kpowme Toro, He Bcerna Bpau oOpallaeT 10KHOEe BHUMaHUE Ha
HaJINUKe aHAJIOTUIHBIX CUTYalllii Y POACTBEHHUKOB, OCOOEHHO
y IeTeil, B TO BpeMsl KaK Iogo0Hasi HACTOPOXKEHHOCTD ITpU cO0-
pe aHaMHe3a, BbISIBJIEHUE CEMEMHBIX Cy4yaeB MOTYT OOJIETYUTh
nurarHocTuky CAPS kak y pebeHKa, Tak M 'y B3pOCJIOro MaluueH-
Ta. BaxkHBIM SIBJIsSIETCSI TO, YTO, HECMOTPSI Ha BPOXKIEHHBIN Xapa-
Krep u paHHee Hauasio CAPS, HapacTaHue ero TSXKEeCTH, MPUCOo-
eIUHEHUE CEPbE3HBIX MHBATUANZUPYIOIINX COCTOSHUM HEepe-
KO TIPOMCXOIST B MOAPOCTKOBOM M MOJIOAOM BoO3pacTe, T. €. Y
HauboJjiee TPyA0CTOCOOHbBIX MAlIMEHTOB.

Boabiyo nmomoiis B nuarHoctuke CAPS oka3biBaioT 10-
MOJIHUTEIbHbIE METOIbI 00CJIeIOBAHMS:

— OoCMOTp oTasibMosiora ¢ GUOMUKPOCKOIUEN TJ1a3a;

— KOHCYJIbTALIMST HEBPOJIOTa, MAaTHUTHO-PE30HAHCHASI TO-
morpadus (MPT) ronoBHOro mosra, mcciaenoBaHUE CIMHHO-
MO3TOBOM KUAKOCTU (IUIs1 BBISIBJICHUS TUApolieaTun, acenT -
YECKOro MEHMHTHUTA, aTpo(hUU KOPbl TOJJOBHOTO MO3Ta);

— KOHCYJbTallMsl CypIoJiora, ayauorpamMma (BBISIBICHUE
HEeNPOCEeHCOPHOIA, a HE KOHYKTUBHOU TyrOyXOCTH);

— MPT kocrteii ckenera (6enpo, rojieHb) M PEHTTCHOJIOTH -
YeCcKoe MCCeIoBaHMe HauboJjee MOpPaKeHHBIX CYCTaBOB (TH-
nepTpodus anudu30B, Xpsila, JU3UC U MepecTpoiiKa KOCTHOMU
U XpSIIIEBOI TKaHU).

— Y3U nouek (oLeHKa pa3MepOB U CTPYKTYpPhI MOYEK), 1~
arHoCTUKa aMUJIONI03a, OLIEHKA CYTOYHOU TTPOTENHYPUH.

[IpoBeneHMe 3TUX HEOOXOAMMBIX MHCTPYMEHTAIBHBIX MC-
CJIeIOBaHUI HEPEIKO BBI3BIBACT OOJBIIME CIOXHOCTH Y Tallu-
€HTOB paHHETO IETCKOTo BO3pacTa, HO UMEHHO 3T UCCIeI0Ba-
HUSI MHOTAA MOMOTAIOT MOCTaBUTh TOYHBIN AMAarHo3, paHO Ha-
4aTh Teparnuio U MPeaoTBPaTUTh (POPMUPOBAHNE OCTOKHEHUI.

KpaitHe BaXXHBIM SIBISIETCSI MOJIEKYJISIPHO-TEHETUIECKOE
oOcienoBaHNWe [IJI BBISIBJICHUS MyTanuii B reHe NLRP3
(CIAS1), koTOpOo€e BBHITIONHSIETCS B CIIEHMATM3UPOBAHHON Me-
JIMKO-TeHEeTUYeCKOi jadoparopruu. OgHAKO 3TO — JOPOTrOCTOSI-
11ee ucciiefioBaHue, Tpedytollee TIaTeIbHOro 0Toopa nalmueH-
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TOB U UHTEPIIPETALIMM MOJTYYEHHBIX PE3YJIbTaTOB BMECTE C FeHe-
tukoM [10, 11]. TTocKOMbKY MOMHBIA CUMOTOMOKOMILIEKC 60-
JIe3HW TIPUCYTCTBYET He BCET/a, HYXXHO 3HaTh, B KAKMX CITydasx
oHO HeobxomuMmo. [lokazaHuem aJIsT TIPOBENEHUS] MOJIEKYIISIP-
HO-TEHETUYECKOTO 00C/IEOBAHUS Y «HESICHOTO» JIMXOPAISIIEro
OOJILHOTO SIBJISIETCS] COYETAaHUE JIMXOPAIKU C KOXKHBIMU BBICHI-
MaHWSIMU, TTOBBIIIEHUEM YPOBHSI OCTpO(a30BBIX MOKa3aTenei
kpoBu (COD >30 mm/u no [Manuenkony, B4CPB >20 mr/n), a
TaKKe HaIM4Iue > 1 JOTOTHUTETbHBIX TPU3HAKOB.

JInarno3 CAPS ycTaHaBimBaeTcs NpH HAIMYHMH: >3 3TIM3010B
JINXOPAKU B TEUEHUE TOJa, KOXKHBIX BBICBITAHWI, OcTpodazo-
BbIX mnokazareneit (COD 2>30 mMm/u mo [lanyenkosy, BaCPb
>20 Mr/n) + BbisiBAeHUE MyTaluu B reHe NLRP3. Eciu mytauust
He o0HapyXeHa, TO IS TMarHOCTUKY HEOOXOIMMO ITPUCYTCTBUE
>1 U3 clenymuX TPU3HAKOB. HEMPOCEHCOPHAsI TYTOyXOCTb,
nopaxxenne LIHC, cycraBoB m a3, xapaktepHbie mist CAPS.
Ony6nukoBaHHbie B 2015 T KIMHMYECKUE JAUATHOCTHYEC-
ckue/kinaccubrKalMOHHbIe KPUTEPUU TMPEIosaraloT yCTaHOB-
nenue auarHo3a CAPS rnipyu Hanuyuu JUXOpaaKu, YPTUKApHOM
CBITH, HEMPOCEHCOPHOU TYrOyXOCTU, KOHBIOHKTUBUTA TIPU OT-
CYTCTBUY 9KCCYNATUBHOTO (hapuHTUTA 1 O0Jieit B xkuBoTe. Komu-
4ecTBO OAJIOB OOIIEro cueTa >52 TIO3BOJISIET C YBEPEHHOCTHIO
IMATHOCTUPOBATh 3TO 3aboseBaHue. OmHAKO TOCTETHUE [Ba
MpU3HAaKa, Ha Halll B3I, UMEIOT OTHOCUTENIbHOE 3HAaYeHue, a
00J1b B XKMBOTE MPUCYTCTBYET B KIMHUYECKON KapTUHE Y HEKOTO-
PbIX OOJIBHBIX ¢ JOCTOBepHBbIM auarHo3zoM CAPS (ta6:. 2) [9].

[Mockonbky CAPS xapakrepu3syloTcsl TTOJTUOPTaHHBIM TI0-
paXkeHHeM, eTo TMarHOCTUKA — CJIOXKHBIH MPOoILiecc, TPeOYIoTrit
y4acTusl CIEeIUAINCTOB Pa3IUIHOTO Mpodust (eauaTpsl, peB-
MaTOJIOTH, OKYJIUCThI, HEBPOJIOTHU, HeDPOJIOTU U Ap.), TeUCHUE
3a00JIeBaHMST MOXKET COMPOBOXAATHCS (HOPMUPOBAHUEM TSIKE-
JIBIX WHBAJTUIU3UPYIOIIMX OCIOXHEHU, MOHUTOPUHT TaKUX
MaIMEeHTOB JOJKEeH OCYIIECTBISITBCSI B MHOTOITPOMWIBHOM
IIEeHTpe. DTO OTPAKEHO M B MEXIYHAPOMHBIX PEKOMEHIALIMSIX
o BeaeHMIo maiueHToB ¢ AB3 (tab6a. 3) [11]. Bauanue 6ones-
HM Ha TMOBCEJIHEBHYIO XU3Hb, CEMElHbIE Cclyyau 3a00JeBaHUs
TPeOYIOT MPUBJIEYEHHUSI TAKXKE TICUXOJIOTOB U TEHETUKOB.

Jleuenue CAPS nipearnosnaraer ocyuiecTBieHue paHHEro u
OBICTPOTO KOHTPOJISI HAll aKTUBHOCTBIO 3a00JI€BaHMST U TIPEIOT-
BpallleHue OpPTraHHbIX TTOBpexXneHuii. He MeHee BaxXHBIMU actie-
KTaMU SIBJISIIOTCSI YJyYIlIleHWe KayecTBa JKM3HU OOJbHBIX U UX
MOJIHOLIEHHAsI COLIMATU3aLMsl.

Buonornyeckast Tepanusi CyIIeCTBEHHO YIydllldIa TEYECHUE,
KUCXO/Ibl U MPOrHo3 y nauueHToB ¢ AB3, ocobenHo ¢ CAPS, no-
Jlyqarommx MHruoutopsl uHTepevikuna (WJI) 1. YuutsiBas kito-
4yeByio poib MJI1-3aBucumoro BocmaiieHus B pa3BUTUMA CaMOTO
3a00JIeBaHUST U TAKOTO I'PO3HOTO ocioxkHeHus AB3, kak amuiio-
W103, BAKHOE MECTO B €ro MpoduiakTuke v JICUEHUN 3aHUMAeT
aKTHBHAsI TPOTUBOBOCHAIUTEIbHASI TepaIusi, TO3BOJISTIONIAas He
TOJIbKO MOIUMUIIMPOBATH TeUeHUE 3a00JIeBaHUsI, HO U CHU3UTH
PUCK Pa3BUTHUS TSDKENIBIX MMOTEHIMATBHO JIETATBHBIX OCJIOXKHE-
HUii. B cBsI3U ¢ 5TMIM HECOMHEHHBIN MHTEPEC TIPEICTABIISIET U3Y-
yeHue 3(pHeKTUBHOCTU 1 MIEPEHOCUMOCT NHHOBALIMOHHBIX Me-
TOJIOB Teparuu, HaMpaBJIeHHbIX B MEPBYIO OUYepeab Ha MoJaBie-
Hue cuHte3a NJI1. UmMeHHo moHnmaHue kinoueBoit poiau UJI1[ B
naTtoreHe3e AB3, ¢ 01HOIT CTOPOHBI, U CO3JaHUE TEeHHO-UHXKe-
HepHbIX Ouonormueckux mperaparoB (IMBIT) — 6Giokaropos
3TOTO LIUTOKWHA — C APYTOid, 0OYCIOBUIIO 3TH TOCTVKeHUS [14].
YcraHOBJIEHO, YTO JaHHAsT Teparnust KymupyeT BocTaleHue U Oc-
HOBHbIE TMPOSIBJICHUST 3a00JI€BaHMsI U B TO K€ BPeMsl MOMOTaeT
MPEIOTBPATUTh pa3BUTHE aMUIon103a. OCHOBHBIMU MPENCTaBU-
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Tabnuua 2. Kaunuueckue duaenocmuueckue/
Kaaccu@uKkayuoHHbvle Kpumepuu
CAPS [9]*
KimHnyeckue TMarHocTnyeckue KpuTepun Cuer
Hamuwe:
YPTUKapHasi ChlIb 25
HEMPOCEHCOPHAs TYTOYXOCTh 25
KOHBIOHKTUBUT 10
OrcyTcTBUE:
SKCCY/IAaTUBHBIN (hapuHTUT 25
abJoMuUHalbHas1 00J1b 15
OO6wmit cuet 252

*KinmHuyeckas KapTMHa J0JKHA ObITh MpeACcTaBieHa TUITMYHBIMU
JINXOPATOYHBIMU MTU30aMU ITPU UCKJITIOYEHUH JAPYTUX MPUUNH

|
teasimu MJI1-uHrMOuTopoB SIBSIIOTCS: aHaKMHpa (pacTBOPUMbIE
aHTaroHuctbl peuentopoB WMJI1), punoHauent (¢pparMeHT pe-
KOMOMHAHTHOTO PEeLENTopa, COeNMHEHHBIN ¢ 100aBOYHBIM OeI-
koM perenitopa Kk MJI1 u 1gG x WJI1) n xkanakuHymab (TIoTHO-
CTBIO YeJIoBeuecKre MOHOKIIOHambHBIe aHTuTena Kk UJI1p). Cy-
LIECTBYET MUPOBOIA OIBIT MPUMEHEHUST aHAKWHPbI U PUJIOHALIETI-

PEKOMEHAOALMUWM

Tabnuua 3. OcHogéononaearnujue NPUHYUNDBL
éedenusa nayuenmos ¢ CAPS [11]

TIpuHIMnIBI L S  Agree, %

MynbTUIMCHUTIIMHAPHAS KOMaHIa 4 D 100

B IIEHTPE, B KOTOPOM 3aHUMAKOTCSI

siedyeHueM AB3 1 umeeTcs BO3MOXHOCTb

TEHETUYECKOTO TECTUPOBAHMSI

PelieHue o01eceMeiHbIX TTPOOJIEM 4 D 100

Llenb ieyeHus: paHHUI U OBICTPbII 4 D 100

KOHTPOJIb aKTUBHOCTH, TTPOGIIIaKTHKA

HapylIeHUI, CBSI3aHHBIX ¢ AB3 u ieueHunem,

BO3MOXXHOCTb Y4aCTHsI B TIOBCEHEBHOM

JKU3HU, YIy4IIeHIEe KayeCcTBa XU3HU

AnekBaTHast (COOTBETCTBYOILIAS) 4 D 100

MCUXOCOLMAIbHAS TTOIEPXKKA

Ilpumenanue. 3nech 1 B TabI. 5, 6: L — ypoBeHb IT0OKa3aTeIbHOCTH;

S — cuia pekoMeHIauuii; Agree — MPOLIEHT COTIACHsI IKCIIEPTOB.
|
Tta [11, 14], aTM npenaparbl 3aperMCTPUPOBAHbBI JIs JIEUSHUS
CAPS B eBporeiickux ctpaHax u CIIA (ta6:. 4), onHako B Poc-
CHM TIOKAa pa3pellieH TOJIbKO KaHakKnHymao [11, 15, 16].

Db heKTUBHOCTh KaHAKMHYMa0a 1mo-

Tabauua 4. Pecucmpayus HIA1-uneubumopoe npu CAPS [15, 16] KasaHa B JBYX PaHIOMU3MPOBAHHbIX
WJI1-unruourop L EMEA FDA Poccuiickas KOHTPOJIMPYEMBIX MCCJIEIOBAHMSIX Y I1a-
Denepanust

Kanaknnyma0 1B CINCA/NOMID, MWS
u Tsekenbiit FCAS 22 ner

FCAS u MWS >4 ner

uueHToB ¢ CAPS pasHoro BospacTta (0T 9
no 74 ner) [17, 18], a TakKe B yeThIpex
HaOJIoIaTeIbHBIX  UCCASIOBAHUSIX Y

CAPS >7,5kr

u 27,5 kr GOJIbHBIX C pa3HbIMU (PEHOTUIIAMU U BO3-

PitoHaLenT B — FCAS 1 MWS >12 ter  — pactHbeiMU KaTeropusimu |19, 20]. Kana-
KMHYMa0 Ha3Havascsl TOAKOXHO B CTaH-

AHakuHpa 2A Bce CAPS >8 mMecu >10kr  CINCA/NOMID - JapTHBIX J03ax (2 MI/Kr y jaereil Wiu

MalMeHThI JTI000ro

BO3pacTa

Ilpumeuanue. EMEA — EBporneiickoe areHTCTBO IO OLIEHKE JIEKAPCTBEHHbBIX CPE/ICTB;
FDA — AMepuKaHCKOe areHTCTBO TI0 KOHTPOJIIO 3a MPOAYKTaMU MTUTAHUSI U JIEKAPCTBAMMU.

150 Mr y B3pocibix) 1 pa3 B 8 Henm wiu ¢
YBEJTMYEHUEM 03Bl Y JIETEH C TSKETBIMU
nposiBiieHusiMu [21—-23]. TlpoBeneHHbIe
WCCIIeIOBAHUS TIOKA3aJIM, YTO OpraHHbIC

Tabnuua 5. Pexomendayuu onsn nevenus
nayuenmoe ¢ CAPS [11]
Jleuenne CAPS L S Agree, %

WJI1-unruoutops! wist Bcex CAPS.
TTaumeHTsI 110600 BO3pacTa

IB2A A-B 944

1151 TpeaoTBpalleHUs OpraHHbIX 2B B 100
TOBPEXICHWH y TIAITMEHTOB

C aKTUBHBIM 3200JIeBAHMEM KaK

MOXKHO 0OoJiee paHHee JUTUTETbHOE

npumeHeHue NJI1-uHru6uTopon

Her nokaszatenbcTB aheKTUBHOCTH 4 D 94,4
BIIBIT u apyrux 'MBII, kpome
WJI1-uHruéuropoB

CUMIITOMAaTUYECKKE KOPOTKUE KYpPChI 3 C 100
HIIBIT u 'K, HO He Kak oanepXxuBao- 4 D

mas tepanusi 6e3 UJI1-uHruoutopon

JlonosHUTEeIbHAS TepaIust 4 D 100

(cbusmorepanusi, opTe3bl, CIYXOBbIE
arnmnaparbl) B COOTBETCTBYIOLIUX
CUTYAITSIX

Tlpumeuanue. BI1BIT — GazucHble TPOTUBOBOCIATIUTEIbHbBIE
rpenaparsl.
|

HapylIeHMs, TaKKe KaK MoTepsi cayxa, Ts-
JKeJIble HEBPOJIOTMYECKUE U CYCTaBHbIE MOpaxKeHUsi MOTYT CTa-
OMIM3UPOBATHCS U Jaxe yIydluTbes Ha doHe gedyeHust UJI1-
UHruoburopamu [24—28].

CoracHO COBpEeMEHHBIM peKOMeHIauusaM, teueHne MJI1-
WHTUOUTOpPaMHU JOJIKHO HAaYMHAThCS KaK MOXHO paHblle U
MPOBOJUTHLCS MPAKTUYECKU TTOKMU3HEHHO. D(PHEKTUBHOCTD Ka-
KHUX-JINOO Ipyrux cpeacTs, B Tom uucie HITBII, riokokopTu-
kouaoB (I'K) u apyrux I'MBI1, He nokazana (tabma. 5) [11]. Oxn-
HaKO HeOOXOIMMO YeTKO ITOHUMATh, KOMY 1 KOT/Ia HE0OX0IUMO
HazHauyaTb UJI1-uHruburopsl. B nepByto ouepenb oHU MOKa3a-
HbI TALIMEHTaM C TEHETUYECKM TMOATBEPKACHHBIM TUArHO30M,
MMEIOIIMM aKTUBHbIE MMPOSIBICHUS 3a00JIeBaHUSI U TIEPCUCTUPY-
JOI1YIO BOCHAJIUTEbHYIO aKTUBHOCTb. [1pu OTCYTCTBUU Fre€HETU-
yecKoro rnoareepxkaeHus namueHTol ¢ CAPS, umeroliue 1mxo-
panKy, KOXKHbIE BBICBHITIAaHMS, OCTpOoda30Bbie MapKephl, BOBJIE-
yeHHe > 1 XXKU3HEHHO BaXKHBIX OPTaHOB WJIM TTOTEHLIMAJIBHO MH-
BaJIMIU3UPYIOLINE TIPOSIBICHUS (TYyroyxocTh, mopaxkeHue LIHC,
CyCTaBOB, IJla3 M MOYEK), TaKXKe MOJIKHBI IOJydYaTh JIEUYCHUE.
ITpotuBonokaszanusimu K jnedyeHuto MJI1-uHrubutropamu ciy-
XaT: OTCYTCTBUE YCTAHOBJIEHHOTO B COOTBETCTBMU C KPUTEPHSI-
mu quarHosza CAPS, Hanuuue Tekyleit 6akrepuaibHO, BUPYC-
HOIi, TPMOKOBOI MH(EKIINU, 37I0KaYeCTBEHHBIX HOBOOOpa3oBa-
HUI, 6epeMEHHOCTH, JJaKTalluH, a TAKXKE TUTIEPIYBCTBUTETHHO-
CTU K KOMIIOHEHTaM Ipernapara.
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KanaknHymab Ha3zHayaloT MOAKOX-
Ho 1 pa3 B 8 Hen: nmpu Macce Tena ot 7,5
mo 15 xr — 4 mr/kr, ot 15 mo 40 xr —
2 mr/KT, oT 40 xr — 150 Mmr. [Tpy HemocTa-
TOYHOH 3(P(MEKTUBHOCTU WU OTCYTCT-
BUM 3(PdeKkTa NMpoBOAUTCS ICKaIALMST
03l — MaKCHUMaJbHO 10 8 MI/KI
(600 mr). KiTMHWYeCKMiT OTIBIT TPUMEHE-
HUS TIperapara ¢ MHTepBaJIOM J03UPOBa-
Hus <4 "Hen, B mo3e >600 Mr mau 8 Mr/Kr
orpanudeH’. Ha puc. 1, 2 mpencraBieHbI
aJITOPUTMBI MOAOOPa A03bI AJIsI B3POCIIbIX
U JeTeil B 3aBUCHMOCTU OT BO3pacTa M
Macchl TeJia.

Koutpoan 3ddexkTuBHOCTH, MEpeHO-
CHMOCTH H JHHAMIYEeCKOe HAOJIoIeHHe 3a
namueHTamu, nosgydaommvu VJI1-unru-
OHMTOPBI, BKJIIOYAET:

1) MOHUTOPUHI aKTUBHOCTU U Op-
TaHHBIX TTOBPEXICHUI ¢ OCMOTPOM CITe-
nuanucTa/skcnepra mo AB3, oleHKy
KJIMHUYECKUX TIPOSIBJICHUI C aKIEHTOM
Ha KOCTHO-MBIIIIEYHbIE M HEBPOJIOTHYE-
CKHe HapylIeHUsI, aHTPOITOMETPUUYECKUE
rnokazaresu (pocT, Macca Tesia) — 1 pas B
6 Mec;

2) KOHcyJabTaluo HeBposora, MPT
TOJIOBHOTO MO3Ta, MCCeIOBaHUE CITMH-
HOMO3TOBOW XHMIKOCTU (10 TOKa3aHU-
M) — 1 pa3 B roj;

3) 0OCMOTp KJIMHUYECKOTO MCUXO0JI0-
ra mo rnokazaHusm — 1 pa3 B 6 Mec;

4) ocMoTp odraabMoJiora ¢ OMOMUK-
pockomnueii raza — 1 pa3 B 3 Mec;

5)  KOHCyIbTalMIO  CypHoJjora,
ayauorpammy — 1 pa3 B roj;

6) MPT xocreit ckenera (6eapo, ro-
JIeHb), PEHTIeHOJIOTMIEeCKOe MCCIIenoBa-
HMe HamboJiee TMOPaKeHHBIX CYCTaBOB —
1 pa3 B rox;

7) Y3U nouek — 1 pa3 B rof, OLIEHKY
CYTOYHOMI MpoTerHypur — 1 pa3 B 6 Mec;

8) o11eHKY 2 (EKTUBHOCTU Tepanuu
o uHaekcy MWS-DAS — 1 pa3 B 6 mec.

O(PpdekTUBHOCTD Tepanuu KaHaKH-
HyMaboMm y 60ombHBIX CAPS onieHuBaetcst
B TIEpBbIe THU U Jajiee MO M3JI0XKEHHOM
paHee cxeme HabmoaeHus. DddekT Te-
panuu MOXET HaOJIIonaThCs 4Yepe3 He-
CKOJIBKO YaCOB TI0CTIe TIePBOIl MHBEKIIUMKA
U TIPOSIBJISIETCST 3HAUUTEILHBIM YITydIlle-
HUEM CaMOYYBCTBMS, KyIHMpPOBaHUEM
JINXOPAJKM, KOXHBIX BBICBHIITAHUM, CYC-
TaBHBIX 1 MBIIIEYHBIX MTPOSIBICHUI, MO-
JKET BO3HUKATh YYBCTBO 3iihopun 1 amMo-
IIMOHAJILHOTO TTOAbeMa. YMEHbIICHUE
BBIpAXEHHOCTU JuMbaIeHOaTuu Ha-

CTynacT B 0osiee oTHaIeHHbIE CPOKHM B TCUEHUEC HECKOJIbKUX M€-

PEKOMEHAOALMHKM

150 mr wm
2 Mr/kr

ITonyuden y10BIETBOPUTEIbHBIN
KIIMHUYECKUH OTBET uepe3 7 nHei

—

Aa HET

= —

TMonnepxuBaromas Tepanus PaccMoTpeTh BO3MOKHOCTh
150 Mr v 2 MI/Kr Kaxkable JIONOJTHUTENIBHON HHBEKIHU
8 Henenb 150 mr uiu 2 Mr/kr

N

ITomydeH yzoBIeTBOPUTEILHBII
KJIIMHUYECKUI OTBET uepe3 7 nHel

e T

Aa HET

e T

TlonaepxuBaroias Tepamnus PaccMmoTpeTh BO3MOXKHOCTH
300 Mr v 4 MI/Kr Kaxible JIOMOJHUTEILHON HHBEKIINU
8 Henenb 300 mr uinu 4 Mr/kr

N

[Tpu nostyyeHU M MOJIHOTO
KJIMHUYECKOTO OTBETa uepe3
7 nHel epeBecTH Ha
MO/ICPIKUBAOLILYIO TEPAIUI0
600 Mr uid 8 MI/Kr Kaxabie
8 Hexy

Puc. 1. Anecopumm nod6opa 003wt 045 83pocavix u demeii cmapute 4 aem ¢ maccoii meaa >15 ke

4 Mr/kr

TlonyudeH yaoBIeTBOPUTENBHBIN
KJIMHUYECKUU OTBET uepe3 7 THen

«— >

Aa HET

o —~

[MopnepKuBarOIas Tepanus PaccMmoTpeTs BO3MOKHOCTD
4 MI/KT Kaxasle 8 HeJelb JOIOTHUTEIbHON HHBEKIIUT
4 Mr/kr

N

[Ipu noxydeHnH MOJIHOTO
KIIMHAYECKOTO OTBETA Yepe3
7 nHel mepeBecTH Ha
MOJICP KU BAIOIIYIO TEPAITHIO
8 MI/KI Kaxaple 8 Heneab

Puc. 2. Aneopumm noobopa 0o3vt ons demeii om 2 0o 4 sem ¢ maccoii meaa om 7,5 ke do 15 ke

CALICB. KpI/ITepI/ISM OLCHKU ABJIACTCA NJMHAMMKa KIMHUYECKUX

*MHCTPYKIIMSI 110 TIPUMEHEHUIO JIEKAPCTBEHHOTO Tperapara ulst Meau-
uuHcKoro npumeHeHus: Minapuc. Per. Homep JITT-001414. http://grls.ros-
minzdrav.ru/Grls_View_v2.aspx?idReg=27289&t=.

MPOSIBIICHU T 1 TabopaTopHbIX Mmokazareseit (COD, TeKOLUTHI,
CPB, SAA). bonee MeaieHHOE CHUXKEHME YPOBHSI OCTpodha3o-
BbIX MapKepoB Haboaaercs y 6oabHbIx CINCA/NOMID.
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Tabnuua 6. lraenvie npunyunor moHumopupoearnus nauuenmos ¢ CAPS [11]

TIpuHIMnBI L S Agree, %
MonHuTopupoBaHUEe AKTUBHOCTH U OPTaHHBIX MOBPEXAEHUI TOJKHO OBITh PETYJISIPHBIM 4 D 93,8
YacToTa 3aBUCHUT OT TSDKECTU Y aKTUBHOCTHU 4 D 93,8
AIDAI BanmuanpoBaH 1 TOJKEH UCIOJIBb30BATHCS B KIMHUYECKUX UCCIICIOBAHUSX Y TAIIMEHTOB 2B B 100

¢ TRAPS u MKD mi MWS-DAS s CAPS

Bpau 10o/KeH MCKITIOYUTh APYrre NPUIUMHbL (MHMOEKIMK U TIP.) MPU aTUITMYHOM TeYeHU U 00JIe3HU 4 D 100
ITpu neyenun MBI obcyxnaercs BakuuHauus. CoracHo pekomeHnauusim EULAR, ciemyet 4 100

BO3IIEPKATHCS OT MPUMEHEHUSI KMBBIX OCIa0IeHHBIX BaKIIMH, 0COOeHHO mpu jiedeHun MJI11-uHrnom-

TOPOM (HEAOCTATOYHO JAaHHBIX O 6€30I1aCHOCTH)

aHaMHe3

Tabmuua 7.
KaHakuHymab (cobcmeenHbvle danHble)
2
o
o = )
2 g4 e
[ S E & b=
£ g SE 503 E £
o Q o] ool = ES)
= a g = o =4 < )
g g 5 58 & s 5 =
o Q S 28 = = (o)
= A E A8 H = = O
1. K. 5 XK. 0 5 MWS T4381 -
2 M. 16 X 0 15 MWS T350M aF
3. . 3 XK. 0 3 MWS T4361
4. M. 41 X 7 34 MWS T350M aF
S. B. 17 M. 0 17 CINCA - -
6. II. 8,5 XK 0 8,5 CINCA - -
7. B. 14 M. 0,6 14 MWS T350M aF
8. II. 44 XK 0 44 MWS T350M aF

Karunuxko-demoepaguueckasa xapakmepucmuka nayueimos ¢ CAPS, noayuamnuwux

g

3
g Z =
8 § B =
& =2 £5 E 5 ) E g
2 E =3 5 2 E. = M o
= A =5 & = =
=) =52 O = &) i ] @)
+ + + - = - - - -
+ + = + + = = = +
+ + + + + - - - -
+ + = + + + = = +
+ + + + + + + = =
+ + + + + = + - -
+ + + + + + = + +
+ + + + + + = + +

Ilpumenanue. KKT — xenynouHO-KULIEUHBINA TPAKT. M. — My>KuMHBI, 2K. — KEHIIUHBI.

OueHkKa MepeHOCUMOCTH JIEUEHUsI JOKHA TTPOBOIUTHCS C
y4eTOM BO3HUKHOBEHMSI HexXeJlaTeIbHbIX peakiuii (HP), B ep-
BYIO OUepe.b TSDKETbIX MHMEKIIWI: THEBMOHUS U APYTHE TSIKE-
Jible MHGEKIUY bIXaTeIbHBIX TTyTeil >1 ciydas B TOl, TUeso-
HedPUT U IpyTue TsKeTble MHGEKIIUN MOYEBBIBOISIINX ITyTel
>1 cimydast B rofi, 6aKTepualbHbIif MEHUHTUT, CUCTEMHas Tpuo-
KoBast UHGEKIMS U IPYTUe TSKeble peLUIUBUPYIOLIe NHDEK-
uuu. Ipu nposeneHuu tepanuu WJI1-uHnruburopamu cienyet
BO3/IEpXKaTbCsl OT MCIOJIb30BAHUSI KUBBIX ATTEHYMPOBAHHBIX
BakIWH (Tabm. 6) [11].

B PKM mnoka3zanbl Bbicokast 3((peKTUBHOCTb U XOpollas
MepeHOCUMOCTh KaHakKMHyMa0a y 6oabHbIx CAPS, a Takxke oT-
CYTCTBUE Cepbe3HbIX MOOOYHbBIX 3 hekToB. OcnoxHeHuii u HP,
BO3HUKAIOIIMX BO BPEMSI UHBEKLIUM WIK B MEPBble HECKOIbKO
4acoB TocJie Hee, He oTMeuyeHo. Ocoboro BHUMaHUs TpeOyeT
TIOSIBJIEHNE CePbe3HBIX MHMEKIINT BO BpeMsI JIeUeHUsT KaHAKH-
HyMaOoM, MTO3TOMY HEOOXOAUM TILATEJIbHbIA MOHUTOPUHT CO-
CTOSIHUSI TIAllMEHTa BO BpeMsl U TOCje JIeYeHUs KaHaKWHyMa-
6oM. Heobxonumo elie 10 Ha3HAuYEHUSI JIUEHUSI MIPUHUMATh BO
BHUMaHUE 3MU30/bl PELUAUBUPYIOIINX UH(PEKIIMOHHBIX 3200-
JIeBaHUA Yy OOJIbHOTO WJIM COCTOSIHUSI, Mpeapacroiaralonime K
HUM (UIMMYHOAE(hUIIUT U IIp.).

B nocnennue roabl B Poccum pacter yuciio OOJIbHBIX
CAPS, nonyyaroniux MJI1-unruoutop kanakunymao. C 2013 .
B ®I'BHY HUUMP um. B.A.HacoHoBoOI1 Tepanus KaHaKMHyMa-
6om HasHaueHa 8 maumeHram c¢ CAPS (MWS — 6,
CINCA/NOMID — 2; Ta6n. 7). Bo3pacT mauieHTOB Ha MO-
MEHT BKJIIOUEHMSI BapbUpoBaj oT 3 10 44 Jjiet, Bo3pacT aediora
60ne3Hu — ot 0 1o 7 net: 7 u3 8 mauureHTOB 3a00J1eJIM B BO3pac-
Te 10 1 roma, cpenu HUX 6 — ¢ poxaeHus. B mcciaemoBaHun
MpeacTaBieHo 2 ceMeiHbIX ciiyyad MWS (MaTh U 104b, MaTh U
cbiH). /IaBHOCTDH 3a00IeBaHMSI HA MOMEHT Hayvajia Teparuu co-
craBisiia oT 3 1o 44 net. Y Bcex OOJMbHBIX ObLT TPOBEEH MOJIe-
KYJISIpHO-TEHETUYECKUI aHanu3 AJs1 BBISIBICHUS MyTalluu B
reHe NLRP3 (CIASI). Y 6 6onbHbIXx ¢ MWS BBISIBJICHBI MyTa-
umu: Thr436lle m Thr4381le, Thr350Met — y 4 (06a ceMeitHbIX
ciydasi); y 2 TallueHTOB C KITMHUYECKU TOCTOBEPHBIM (heHOTH -
oM CINCA/NOMID myranuii He oTMe4eHO. Y BceX MalueH-
TOB 10 Ha3HAYeHUS KAaHAKMHYMaba UMeJICh TPU3HAKU aKTUB-
Horo 3aboJyieBaHMS (CM. TabJ. 7): ChINb M JUXOpaaKa (y Bcex),
IJ1a3Hble CUMIITOMBI (Y 7) B BUJIe KOHbIOHKTHBUTA UJIW YBEUTA,
HelipoceHCOpHasl TYroyxocThb (y 4), CycTaBHbIE MPOSIBICHMUS
(y 7), numdaneronarus (y 6), mopaxenue IHC (y 2;y 1 — B
aHaMHe3e), 00J1b B XX1BOTE (y 2), ctoMaTuT (y 4), OTCTaBaHUE B
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GbU3nYecKOM pa3BUTUHU Yy TMALMEHTOB C
CINCA/NOMID (y 1 c HapyuieHueM
WHTEJJIEKTYaTbHOTO Pa3BUTHS M KOTHU -
TUBHBIX (DYHKIMIT), MOBBIIICHUE YPOB-
HSI ocTpoa30BbIX MapKepoB (y Bcex).
JImuTenbHOCTh TIpUeMa KaHaKMHymaba
cocTtaBuJja ot 3,5 mec 1o 2,5 nert. [Ipena-
paT Ha3HavaJu B CTaHOapTHOM no3e. Ha
doHe JedeHusT y BceX MalMeHTOB yXe B
TEUCHUE TIEPBBIX CYTOK OTMEUYEHO KIIM-
HUYECKOe YJIydllleHWe: HOpMalln3aius
CaMOYYBCTBUSI, CYILIECTBEHHOE YyIyylle-
HUE HACTPOCHUS, OMOLIMOHAIbHbBII
MOAbeM, KyIMpOBaHWE JIMXOPATKH, UC-
Ye3HOBEHUE CBITU, YMEHbBIIIEHUE BbIpa-
KEHHOCTU JuM(aneHOomaTu W Trera-
TOCTIJIECHOMETAIMU, KyNUpOBaHUE WU

Tabauna 8.

PEKOMEHAOALMHKM

lloxazameau ocmpogazosvix mapkepos y nayuenmoe

¢ CAPS 0o (1) u na pone (I1) neuenus kanakunymabom

Ne  INamment Jnarno3 COD, mm/4 CPB, mr/n JleiiKomuTBI, THIC.
I I I II I I
1. K MWS 24 10 52,8 44 235 7,0
2. M MWS 29 6 22,8 0,5 21,0 6,4
3. .. MWS 30 3 30,8 24 154 7,9
4 M. MWS 60 7 23,5 0,5 12,9 4,9
5. B. CINCA 68 22 192 2,6 17,8 5,7
6. IL CINCA 45 4 89,5 85 13 9,5
7. B. MWS 48 5 23,9 0,4 22 6,3
8. IL MWS 35 12 18 1,2 27 5,7

YMEHbIIIEHUE BBIPAXKEHHOCTH TJIa3HBIX
CUMIITOMOB, CYOBEKTHBHOE YJIy4IIEHUE
cJiyxa ¥ ayIruorpaMMBbl IpY JajJbHEeHIIeM TMHAMUYECKOM KOH-
TpoJie, CHUXEHUE YPOBHS O0CTpoa30BbIX MapKepoB (Tadil. §).
V 1 maumenTku, nojyuyasiieit 'K, ux ynanoch nmojHOCTbIO OT-
MeHUTh. OCIIOXKHEHUI 1 TOOOYHBIX peaKInii BO BpeMsl WM B
nepBble HECKOIBKO YacOB MOCJe MHbEKIIMU He oTMeueHo. [le-
PEHOCUMOCTb Teparuu B lLieJjoM Obli1a xopouieit. HP 3aperuct-
pupoBaHbl Y 1 (12,5%) mammentku ¢ MWS, y KOoTopoii B TIpo-
1ecce JieYeHusI OTMEUEHO MTOBTOPHOE TMOSIBJICHNE KOXHBIX W3-
MEHEHUI B BUIE KOJIbLIEBUIHOM rpaHyaeMbl. [Tocie neTanbHO-
ro obcienoBaHUS U MCKIIOYEHUS] BCEX BO3MOXKHBIX MPUYMH
9TU U3MEHEHMS paclieHEHbl KaK MpOsIBICHUE TPUOKOBOM MH-
dexuuu. Ha ¢oHe aHTUTPpUOKOBOI Teparuu HACTYITUIO KJIM-
HUYeCKOoe yiayullleHue. B cBSI3u ¢ 3TUM BpeMEHHO NMPUOCTAHO-
BJICHHAsl Tepalusl KaHaKuHyMaboM OblLta Bo3oOHOBJIeHA. Bce
MalMEeHTHI TTPOIOJIKAIOT IIPHUEM Tperapara. YBeIMUCHUS TO3bI
M COKpaIlleHUs MHTEPBAJIOB MEXTYy MHBEKIIUSIMU M3-3a MOTEPU
a¢pdekTuBHocTH MM HP He ObL0.

Takum 00pa3oM, Ha OCHOBE COBPEMEHHBIX PEKOMEH ALt
o BeaeHUIO OobHBIX ¢ AB3, a TakKe COOCTBEHHOTO OIIbITa
paspaboTaH anroputm auarHoctuku CAPS, no3Bossioniuii omn-
TUMU3UPOBATh ero M depeHINaTbHYIO TUarHocTUKY ¢ ctOA n
npyrumu AB3, paHHee HazHaueHMe 2 (GEKTUBHOM Tepanuu, a

TakXke MOHUTOPMHTI MauueHToB. [ToBblllieHHe ypoBHSI MHMOP-
MUPOBAHHOCTHU Bpaueil pa3IMYHbIX CIIELIMAILHOCTEN, paciipe-
Hue 3HaHuil B oonactu AB3 nu CAPS kak ux Haubosiee SIpKuUx
MpeACTaBUTENICH, TTOSBICHUE HOBBIX JUAarHOCTUUYECKUX BO3-
MOXHOCTEIl M TEXHOJIOTMI TO3BOJIWIO YIYYIINTh U YCKOPUTH
JMIMaTHOCTUKY 3TUX DPEOKUX, HO BCTPEUAIOIIMXCS B pealbHOI
BpaueOHoI npakTuke 3adoeBanuii. Ceronnst umerorcst MBI,
MO3BOJISIOLLIME MPOBOAUTD JeueHue naueHToB ¢ CAPS B pam-
Kax ctpaterun «Treat to target». BHenpeHue OMOIOTMYECKOM Te-
parnuy 0Ka3aJio PEeBOTIOIMOHHOE BIMSHUE Ha BBIKMBAEMOCTD,
KCXObI, TTPOTHO3 M KAYECTBO KM3HU TaKMX MalueHToB. [1po-
JIOJDKAIOTCS KITMHUYECKUE MCCIeTOBaHus, TIOCBSIIEHHBIC TTPY-
MEHEHUIO U olieHKe nepeHocumoctu MJI1-uHruouTopos y na-
LIMEHTOB OYE€Hb PaHHETO Bo3pacTa (MJajiie 2 JeT) C HeOOoIbILIOH
Maccoii Tena, nmockoiabky CAPS — reHeTuuyecku o0ycJIOBJIeHHAs!
rpymma 3a0boJieBaH1Ii, KOTOPbIE MOTYT BO3HUKATh B TIEPBbIC JHU
Kn3HU. [1o Mepe perucTpalliii HOBBIX TTperiapaToB MOSIBITCS U
HOBbIE BO3MOXHOCTHU UISI OYEHb pPaHHETO Hayaja Teparuu.
TinaTenbHbIE MOHUTOPUHT OOJIbHBIX C PEAKUMM 3a00JI€BaHMSI -
MM, TOJTYYaIOIIMX TAPTETHYIO Teparuio, — BaxkHas 3a1adya K-
HMITUCTOB U 00sI3aTeJIbHOE YCJIOBUE IS OCYIIECTBIICHUSI CTpa-
terum «Treat to target».
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HccnenoBaHue He nMeo CHOHCOpCKOf?I TIOAACPAKKU. ABTOpI)I HECYT MOJHYIO OTBETCTBEHHOCTD 3a IPEAOCTABICHUE OKOHYATEIIb-
HOM BEPCUM PYKOIIMCHU B II€YAThb. Bce aBTOPLI IPUHUMAJIN y4aCTUeC B pa3pa60TKe KOHICIIIMWU CTaTb U HAITMCAHUUN PYKOITUCHU. OKOH-
yaTejbHas BEPCUA PYKOIIMCHU ObL1a 01106peHa BCEMU aBTOpaMM.
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