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BBenenue

AyToBocnanutenabHble 3a0oneBanus (AB3) —
CpaBHUTEIBHO HOBas rpyina 3aboneBanuii. ['eH ce-
MEHHOW CPEeIN3eMHOMOPCKON JIMXOPAIKH OBLI HJICH-
tudunuposat B 1997 r. Ilo cBoum npossrnennsm AB3
MOTYT HATIOMUHATH N3BECTHBIC Ay TONMMYHHBIC 3200-
JICBaHWS, TAKME KaK CHUCTEMHAs KpacHas BOJYAHKA,
pPEBMaTOUIHBIN apTPUT H T. 1. [1; 2].
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Teoputo U caM TepMHH ayTOBOCITAJICHUS BBEI
B mpakTuky Daniel Kastner (1998). AyToBocmane-
HUE — MaTOJIOTUMYECKOe COCTOSIHUE BCIISICTBUE aHO-
MaJIbHOM aKTUBAIIUU KIIETOK BPOXKICHHOTO MMMYHH-
TeTa B Pe3yJIbTaTe TCHETHICCKUX MYTaIlUi, BO3HU-
KaeT «caMo 10 ce0e» MPU OTCYTCTBUU TOBPEIKICHUS
nnu nHpexnnu [5; 7].

LleHTpadbHBIM MEXaHHU3MOM Pa3BUTHUS MHOTHX
ayTOBOCHAMTEIBHBIX 3a00JICBaHUN SBIISIETCS AKTH-
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Banus nHpIammacoM. MapIamMmmacoma — OETKOBBIIA
KOMIUIEKC B Makpodarax U HeHTpoduiax, akTHBa-
11T KOTOPOTO BEJIET K CEKPEIIMU MPOBOCIAIUTEINb-
HBIX LIUTOKUHOB U 3aI1yCKy BOCHAJIUTEIBHOIO OTBETA
BPOXIEHHOTO MMMYHHTETA.

HacnencrBenHsle neprognydecKkne JINXOPaKd —
rpynmna peIKnx ayTOBOCHATUTEIbHBIX 3a00JI€BaHNM,
BCTPEYAIONIUXCS B IPAKTUKE pEBMATONIOTA. DTH 3a-
OosieBaHUs CBSI3aHBI C MyTaIUSIMHU OT/IEJIBHOTO TEHa,
BEAYLIUMH K HapyIIEHHIO PEryIsSLUN BPOKIEHHOTO
WMMYHUTETa 1 QYHKIINH nHpIamMmacoM [1; 2].

Crenytomnire 3a001€BaHNs XapaKTePU3yIOTCs TO-
BTOPSIOIIMMHUCS IPUCTyTIaMu (heOpHIbHON TUXOpai-
KU ¥ pelUJUBHPYIOIIEr0 CUCTEMHOI'0 BOCHAJICHUS
C BOBJIEUCHHEM MHOTHX OPraHOB U cUCTeM [7]:

1. Cemelinas cpeguzeMHoMOpeKas auxopaaka FMFE.

2. Cuagpom runepuMmyHorinooynuaemuu D HIDS
/medurut MeBaoHaTkuHa3sl MKD.

3. llepuonudeckuii CHHAPOM, acCCOLUHUPOBAH-
HBIH ¢ perentopaMu (akTopa HEKPO3a OIMyXOJIU-0
TRAPS.

4. KpuonupruHaccolmupoBaHHbIE TEPHOTUIECKIEC
cunapombl CAPS ¢ pa3ianyHoi cTeneHblo TAKECTH.

MexaHu3M HHIYyKOUH BocnaneHus npu AB3 mo-
JKET OBITh pa3audHbIM (puc. 1).

Knaccudukaumonnsie xkpurepun Eurofever
/ PROJECT nust HaciaeACTBEHHBIX IEPUOIHYC-
CKHX JIMXOPAJOK pa3padoTaHbl MEXIYHApOIHBI-
Mu 3kcnepramu B 2019 r. Ha OCHOBaHMU OICH-
KU peallbHBbIX MNallMeHToB M3 peecTpa Eurofever.
BriepBble 00beIMHEHB! KIMHUYECKHE MPOSBICHUS
C TEHOTHUIIOM (T€HETUYECKUE PE3YIIbTaThl HE SIBIS-
I0TCS OJHO3HAYHBIMH, X CIIEAYeT paccMaTpHBaTh

CAPS
KPMONUPUH-
3CCOUVMMPOBaHHbIN
neprMoau4ecKnii

HAD

FMF

cemenHasn
cpeAv3eMHOMOpCKan

I Xopaz

B KOHTEKCTE KIMHUYECKUX mposiBienunit (%) [11].
KpuonupunacconuupoBaHHbBIE TEPUOTUICCKHEC
cunnpombl (CAPS) nmpencrtaBnsioT co0oil rpymnmy
PEAKUX ayTOBOCHAJIUTEIbHBIX 3a00JIeBaHU, KOTO-
pas Bkirouaet [3; 57
*  FCAS cemeiinblii X0J1010BOM ayTOBOCIHAIHU-
TEJIbHBII CUHIIPOM;

*  MWS cunapom Maxkna — Yamica;

«  CINCA/NOMID xpoHHYECKHH MJjaacHUe-
CKHUH HEPBHO-KOKHO-APTUKYJISPHBIA CHHIPOM
/ MIIaJICHYeCKOe MYJBETHCUCTEMHOE BOCTIATH-
TeTbHOE 3a00JIeBaHME.

OTH CHHAPOMBI OBIIM NEPBOHAYAIBHO ONHMCAHBI
KaK OTJCNIbHBIC HO30JIOTHUYECKUE (DOPMBI, HECMOTPSI
Ha HEKOTOPbIE KJIMHUYECKUE CXOCTBA: Y MAllUCHTOB
4acTO MPHUCYTCTBYIOT MEPEKPECTHBIC CHUMIITOMEI,
BKJTIOYAsT TUXOPAJKY, KOXKHYIO CHITIb, HATTOMUHAIO-
IIyI0 KPANMBHUILY, ¥ MTOPAXKEHUE CYCTABOB Pa3INy-
HOM CTETICHH TS)KECTH, CBSI3aHHOE C CUCTEMHBIM BOC-
nasienueM [1; 2].

I'en, orBewaromuii 3a 3T TPU HO30JIOTUYECKUE
enuauIel (FCAS, MWS, CINCA/NOMID), Ha3siBa-
etcst NLRP3 1 konupyeT 0eox, Ha3pIBa@MBIH KPHO-
MHUPUHOM. DTOT OEIOK UTPAET KIFOUEBYIO POIb B pas-
BUTHHU BOCHAJIMTEIBHONW peakuuu opranusma. Hapy-
LICHUSI B ’TOM T€HE BJIEKYT 3a COOO MOBBIIIEHHYIO
(hyHKIINIO yKa3aHHOTO OeJIKa W TOBBIIIICHUE BOCIIA-
JINTEIBHBIX peakIuil. DTU YCUIIEHHbIE BOCIAIIUTEIb-
HBIC PEAKIIUU BBI3BIBAIOT KINHUYECKUE CHUMITTOMEL,
nabmonaemeie mpu CAPS.

Knunuveckue nposiBICHUS U CTETICHD TSIKECTH UX
MIPOSIBIICHUI BO MHOTOM CXOXKH, HO Kajoe 3a0ose-
BaHHE UMEET CBOM 0COOEHHOCTH [6; 7].

TRAPS
nepuoanyecKnm
CMHAPOM,

HIDS / MKD
cuHgpom runep-ligD/

aCCOUMMPOBAHHBIN

alEe . -

H3pyWweHHe nossiwesue
OYHKUMM SKTHEHOCTH
6enka nupMHa KDHMONHMDUWHA

HIPYLWIEHHE INCNPECTHM
AedexTHble peyenropa ®HO-a,
MHTOXOHAPMM, HAPYLIOHMO GYHRKUMM

OKUCAHT2NBHDIN CTpSCC IHAONNIIMATHYECKOTO
PETMRYAYMS,

ONHCAMTENBMBIR CTpecT

u3bbmoyHaR HEKOHTpONMPpYyaMaA aKTUB3AUMNA MH¢!IBI\\MBCOH\

TT1T ysemmuenne

KAINHNYeCKne Nposis/iIeHnA BocnasneHns

Puc. 1. Mexanuzmuvl unOyKyuu 60CNAIEHUS NPU CEMEUHBIX HACIeOCMBEHHbIX auxopaoxax [3; 4]
Fig. 1. Mechanisms of inflammation induction in familial hereditary fevers [3; 4]
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[pynHoit BospacT

2-3 gHA, YacTo nocne
BO3AEe/CTBMS Xoroaa

BO3[eCTBUA Xoroaa

. Chifb MO UMY KPANMBHULLI

HeMpPOCEeHCopHas TYroyXocTh;

»  KOHBIOHKTUBUT, rofioBHas

roroBHasi 6orb 1
60nb; aptpanrim

ChbIrnb MO TMMNY KpanuBHULIbI

acenTMYecKUin MEHUHIUT;

C poxaeHus

NoCToAAHHOE Te4YeHue C
nepnognyecknmM ycurneHmem

CbiMb MO TUMNY KpanuBHULIbI

XP. MEHUHTUT; [1lyXoTa; OTek Aucka
3pUT.HEPBA; AUCMOPGM3M; 3afepXKa
VHTENNEKTYarnbHOro passutus;
[ECTPYKTUBHbIN apTpUT

Mo &

Hal M Hoffmann, Nature, 2001]nfever database. www.fmf.igh.cnrs.

1. Koctvk MM 1 coasT. Kak pacnosHaTb cayToBocna. [ C
2. M. latTopHo. Bonpock! coBpemeHHoi neguatpun. 2014; 13 (2): 554

3. CanyauHa CO, poe EC, Ky HH. Cc 2016;10(2)114
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Puc. 2. Kpuonupurnaccoyuuposannvle nepuoouyeckue cunopomvl (CAPS) ¢ pazauunoii cmenenvio masjicecmu
Fig. 2. Cryopyrinassociated periodic syndromes (CAPS) with varying degrees of severity

Haubosiee Tpo3HBIM OCIIOKHEHHUEM HACIIECTBEH-
HBIX ayTOBOCIAJUTEIBHEIX 3a00JICBaHUHN SIBIISICTCS
amuion103 [8; 9]. B cBs3M ¢ 3TUM cBOEBpeMeHHas
paHHsAs auarHocTuka AB3 sBiseTcss akTyalbHOU
y MalUeHTOB AETCKOTO U B3POCIOro Bo3pacTa. B pan-
Heil tuarnoctuke AB3 ocHOBHOE MeCTO MPUHAIIEHKUT
METOJIaM MOJIEKYJISIPHO-T€HETUUECKON TUarHOCTHKH,
KOTOpBIC B HACTOSIIEE BpeMs POBOASTCS B (eme-
pajbHBIX MEAUIMHCKUX yupexkaeHusax Poccun.

B Poccuiickoil @enepaunu B HaCTOsAILIEE BpeMs
CO3MIaH MPOEKT MOAACPKKU MAllMEHTOB C HACIE[-
CTBEHHBIMH ayTOBOCHAJIUTEIBHBIMU 3a00JEBaHH-
smu. Llenb naHHOrO MpoeKkTa — MOMAJAEeP)KKa Malu-
€HTOB C HACJIEJICTBEHHBIMHU ayTOBOCHAIUTEIbHBIMU
3aboneBanusmu (FMF, HIDS/MKD, CAPS, TRAPS)
U TIPOBEJCHUE MOJICKYJISIPHO-TCHETHYECKON JHarHO-
CTHKH B (eiepaibHbIX HEeHTpax Pd.

B ucciienoBanun MOryT NPUHATH y4acTHE TallH-
€HTBI, IPOKHUBAIOLME Ha Tepputopun PO, Hyx naro-
IIuecs B BEPUPUKAIIUK TUATHO3A TTPH MOT03PECHUN
Ha ayToBocnaiuTensHele 3adonesanus (FMF, HIDS/
MKD, CAPS, TRAPS). Iloka3zanus K NpoBeICHUIO
JTAaHHOTO BUJla TUAarHOCTUKHU NpPHU HaJIMYHUU Xapak-
TEPHBIX KIMHUYECKUX CUMIITOMOB MOKET yCTaHaB-
JIUBATh Bpau-reHeTUK, Bpau-peBMaTOJIOT U B IIEPBYIO
ouepeb Bpaul-peBMAaTOJIOT U, OKa3bIBAOLIHUE CIIEIU-
aJIM3MPOBAHHYIO MEIUIIMHCKYO TIOMOIIIb 1O TPOQH-
110 «PeBMaTonorusy AeTCKOMY HACEIICHHUIO.

B nmocnegnue rogpl BCE yame yka3blBaeTCA Ha Be-
JNYILLYIO POJIb aKTUBAIIMU MPOBOCHAIUTEIBHOTO 11U~
TOKMHA UHTepiielikuHa |1 B matorenese AB3. B kiu-

HUYECKUX UCCIIEOBAHUIX U PEAbHOM KIIMHUYECKOM
npakTuke OblIa Jokazana 3 (HeKTUBHOCTh HHTHOH-
TOpPOB MHTEpJeHKnHA | (aHAaKWHpa, KaHAKIHYMao)
B TEPAINH NAI[UCHTOB C HACICACTBCHHBIMH Ay TOBOC-
NaJuTeNbHBIMU cuHApoMamu [10; 11].

B nanHOl cTaThe NpencTaBieH KIMHUYECKHUM CITy-
Yail Mo3aHed MUAarHOCTHUKHU ayTOBOCHAJIUTEIHHOTO
3a00JIeBaHNSI — IOBEHMJIFHOT'O PEBMAaTOMIHOTO apT-
puta (FOPA) ¢ cucTeMHBIM Ha4ajloM M KPUOIIHPHH-
aCCOIIMMPOBAHHBIM TMEPUOAMYECKUNH CHHIPOMOM
(CAPS).

Knaunuveckuii ciayyaii

[Maument X, mysxckoro noia, 1990 r. poxaeHus.

HaGmronaerca y pesmartonora YOKB c aBrycra
2022 1., korja ObLI HAIpaBJeH K PEeBMATOJIOrY KOH-
cynbratuBHON nonukianauku ['6Y3 HOKbB u3 Mar-
HUTOTOpCKA C KaJlo0aMH Ha CHIDKEHHE 3peHHsI Ha 00a
rj1asa, MeprHoinYecKue TOJOBHBIE OOIH B BUCOYHBIX
o0iacTsx, TOJIOBOKpYkeHue. llepuogniyecku oTme-
YaJI MIOBBIIIEHNE TEMIIePaTyphl 10 CyOheOpUIbHHBIX
uudp (g0 37,5, 37,2 °C) 1-2 pasa B Heaeno, COIpPo-
BOJK/JIAIOIIIEECs] YyBCTBOM JKapa U o01iel cadbocTho.
VY manueHTa Obla BEIpa)KeHa CHIIb HAa KOYKE TYJIOBH-
11a, OOJIBIIIe CIUHBI M )KHBOTA, KOHEYHOCTEH O THITY
YPTHUKapHOH, HE COMPOBOKIAIOIANACS 3yIOM U 00-
neto. Ha ¢oHe nepopalibHOro npuema JeKapCTBeH-
HBIX [penapaToB OTMeuas MOsBISHUS 00Jel B AIH-
ractpuu. [leprongnuecku Gecriokomno cepamednenre
(taxuxapaus 10 100 yx./muH, noBermenue AJl Mak-
cuMaibHO A0 135/85-90 MM pT. CT.).
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Amnamue3 3a007eBaHUs: PEOCHOK POIIIICS OT TIep-
BOi OEpEeMEHHOCTH, B MIEPHO KOTOPOW MaTh mepe-
Hecna OPBU. Ponbl B cpok, o1ieHKa 10 miKajae Amnrap
7—8 GainsoB. B Bo3pacTe msATH CyTOK KAIIEYHOE KPO-
BOTeueHUE (MPOXOMMII TEPAITHIO IO MTOBOIY S3BCH-
HO-HEKPOTHUYECKOTO DHTEPOKOJINTA, BBI3BAHHOTO
E. Colli), xumednoe KpoBOTE€UCHHE, TEKOMIICHCH-
pPOBaHHBIA TUCOAKTEPHO3, TUIOTPOPHS 2-1 CT., 1e-
pUHaTaJbHAsI IOCTTUIIOKCHYECKas dHIIe(alonaTus,
TUIIePTEH3UOHHBIN cCUHpoM. B Tedenue 1,5 mecsiien
noirygan riokokoptrkocteponsl (I'KC) — mpen-
HHU30JI0H B 103€ 1,5 MI /KI, B T€UEHUE MATH MECSLIEB
COXPAaHsLICA HEYCTOMUYUBBIN CTYII. B 11ects mecsLes
BIIEPBBIC MOSBUIIACH CHINb HA KOXe. BriepBrie oOpa-
TUJIUCH I noobcnenoBanus B 1 rox 11 mecsues
(1992 1.), IO MecTy KUTENbCTBA BHICTABIICH JTUATrHO3
renaToMerajaus HesICHOTO TeHe3a, XPOHUUICCKHUH ak-
TUBHEIN TenatuT. B o0mewm ananuze kposu (OAK)
yMepeHHbIH neiikoruto3 1o 1014 - 10°, COD 6 mm/u.
BunupyOuH u TpaHCaMUHA3bI B HOPME, UMM YHOTJIO-
oynunbl A, M, G B HOopMme. B 10T ke nepuop 3aduk-
CHPOBAHBI IOABEMBI TEMIIEPATY PBI TeNIa 10 (HheOpUIh-
HEBIX TADP.

XoIuTh Havall B 12 MecsLEeB.

B 1 roa 8 mMecsitieB BiepBbIe MOSBUJIACH OTEYHOCTH
1 00JIM B cycTaBax, OTKa3bIBaJICs XOIUTh. B Bo3pacre
JIBYX JICT HATIPABJICH K PEBMATOJIOTY, ObLII TOCITATAITH-
3MPOBAH C CAMIITOMaMHU IS THUCTO-TIAITYJIC3HOH CHITIH,
rermaToOMeraIiy, apTPUTa KOJICHHBIX CyCTaBOB, TUXO-
pazaxu. BeictaBnen nuaraos FOPA (cunapom Ctuiia).
[IpoBoaunacek myabC-Tepanus METUIPEIHUZ0IOHOM
1 nukIoQochaMugIoM, IMoydal HHIOMETalHH. BbI-
MHCaH Ha J103¢ MPEIHU30JI0HA 15 MT/CyT., Ha (oHe Te-
panuu KyIUpOBaH CYCTaBHON CHHAPOM, CHITTb KYIIH-
pOBaHa Ha HEMTPONOIKUTEIBHBIN MIEPUOJ, 3aTEM BHOBb
BO3HHUKAJIa, HO HE IPUHOCHIIA TUCKoMpopTa.

OtmMmeuanach 3a7iep>kka pocta. B Bo3pacre natu get
(1995 1.) BIICpBBIC HAMIPABJICH B IETCKYIO OOJACTHYIO
MOJIUKJTUHUKY K JHIOKPUHOJIOTY B T. UerssOmHCK
(poct 97 cM, Bec 14 Kr mpH MOCTYIJICHUH), TOJIO-
Ba rujipouedaabHoi (HOPMBbI, TUIIEPTPUX03, Aehop-
Malusi KOJICHHBIX CYCTaBOB, aTPO(MUU MBIIII HUXK-
HHUX KOHEYHOCTEH, NCUXHYECKOE Pa3BUTHE B HOPME.
[lo BHYTpeHHUM OpraHaM W3MCHEHHH He OBLIO BBI-
SIBJICHO. 3aKJIIOYCHHE YHIOKPHHOJIOTAa — 3aJepiKKa
poCTa u TUIEPTPHX03 Ha (OHE MTPUEMA CTCPOUTHBIX
npemnapaToB. [lanueHT nTpoaoKaeT MpueM IIII0KO-
KOPTHKOCTEPOHJIOB M HAOIONAETCS PEBMATOIIOTOM
aMOyJIaTOpPHO.

B cemb 5ieT rociuTanu3npoBaH B KapaIHOpEBMATOIO-
TMYECKOE OTIECIEHNE JETCKOH 00JIaCTHON OOIBHMIIEI.

[IpoBeneno momHOE AOOOCIEAOBAHIE U KOHCUIIH-
yM. BernencTtBue OTCYTCTBUS MOPAXEHUSI METKUX
CyCTaBOB Ae(opMaius KOJIEHHBIX CyCTaBOB 33 CUET
paspactaHus Oblila MCKIIOYEHA; C YYETOM Xapak-
TEPHOTO BHEIIHEro0 BHJa OOJIBHOTO, MHOXKECTBCH-
HBIX TCHETHYECKHUX CTHTM, ITHUCIPOITOPIIHOHATEHOTO
TETIOCTIOKECHUSI, KOCTHBIX JedopMaIluii, HAPYIICHUS
pocTa 3y00B, TemaToMerajinu, CeBA03aCTOIHOTO CO-
CKa 3pUTEIBHOTO HEpBa, OOJIBIIE JAHHBIX 32 HACIE/-
CTBEHHOE HapyIIeHne oOMeHa (MyKOIoJIrcaxapuio3?,
OCTCOXOHIPONTUCILIIA3HsA?), HO YPOBEHB IITUKO3aMHU-
HOTJTMKAHOB B HOPME.

B 7-8 neT mosBUIIOCH MOCTENEHHOE CHUKCHHE
CIIyXa, UCIIOJIb30BaJ CIyXOBOM ammapar.

Co c110B MaMbl, B BO3pAcTe JECATH JIET FOCIUTA-
nusupoBad B HUU nenuatpum, rine Obu1 00cienoBan
Ha I, II Tunm Mmykononucaxapumo3a. AHaINU3BI OBIITH
OTPHIIATEIBHEIE, CO CIIOB MAaTEepPH, BEICTABIICH JHAT-
HO3 0(TaIBMOOCTEOXOHApONaTUs. PekoMeH10BaHO
camxenue no3bl [ KC.

[Ipu ormene I'KC nogpem temmnepatypsl 10 de-
OpWIBHBIX IH(P, PeOCHOK OTKA3BIBAJICS XOIHUTH,
BCcTaBaTh. [10 MeCTy )KUTETHCTBA BHOBh BBICTABJICH
muarao3 TOPA, k sreuenuro ¢ 2011 r. BHOBB J00aBIIe-
bl ' KC — aunpocnan 1 8/M 1 pa3 B mecsir. B 2003—
2004 1. monpITKa HA3HAUYCHUSI METOTPEKCcaTa, HO U3-
3a pa3BUBIIETOCS CTOMATHTA IIperapar ObLT OTMEHEH.
C 2003 r. npyHUMAET NPEJHU30JI0H IEPOPAIIBHO.

B 2005 r. (B Bo3pacte 15 met) mpoBoamics Kypc
mrazMadepesa TPIKOBL, MOCIe YeTo KyMHUpOBaHA
celnb, HauaTto cHkeHne I'KC. B TeueHue Heckomb-
KHX MECSIIEB YyBCTBOBAJ ce0sl XOPOIIIO, 3aTeM BO3-
BpAaIaJINCh SBIICHUS CBIITH, O0JIEH B CyCTaBax, MOIb-
€MBI TEMITEPaTyphI TeTa.

Uepes Tpu Mecana BHOBb BepHYics K puemy 'KC
1,5-2 Tab./cyT., KOTOPBIH MPUHUMAET 110 HACTOSIIIEE
BpeMSL.

B 2011 r. npoBeneHa KoxJieapHasi UMILIaAHTAIHSL.

HabGmrogancs y peBMaTosiora 1mo MecTy >KHTENb-
CTBa.

B aBrycre 2022 . BepBble OCMOTPEH BPadOM-PEB-
MAaTOJIOTOM KOHCYJIbTaTHBHOM MOJMKIUHUKN ['BY 3
YOKB u B centsiope 2022 1. TOCIUTAIN3UPOBAH B PEB-
marosnoruueckoe otaenenue ['bY3 HOKB, rie npose-
JICHO TTOJIpOOHOE 00CIeI0BaHNe, BRICTABIICH AHATHO3!
apTpoIaTHs HEyTOYHEHHAs. [|ByCTOPOHHUI rOHap-
Tpo3 1-2-ii ctaguu. ®K 2. XpoHuueckuit racTput 6e3
MHKPOOHOH 00CEMEHEHHOCTH, MOJIHI XKeryaka SO-1.
Huskopocnocts HeyTouHeHHas. CHHIIPOM MPEkKIEB-
PEMEHHOTO BO30YKIACHUS KEITYIOYKOB: CHHIPOM
ykopouenus uatepsana PQ (CLC). XKexynoukosas
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Puc. 3. Huzkopociocmo
Fig. 3. Stunting

akcTpacucronus 4 a rpaganus no Ryan. CunycoBas
rnapokcusMalibHasi Taxukapaus. [Iponanc Mutpaib-
HOTO KjamaHa 1-ff cTemeHw ¢ perypruramuei 1-it
CTETCHU. 3aJHEKANCyIsIpHasl KaTapakTa, IICeBI03a-
croiiubiii JI3H o6oux rna3. CTepouIHbIi 0CTEOIO-
po3. Y marueHTa 3anojJi03peHo ay TOBOCHAIUTEIbHOE
3aboJeBaHmMe.

MeaguuuHCKHE AOKYMEHTHI MAaIleHTa OBl Ha-
npasineHsl B DI'BHY «HayuHo-uccnenoBaTenbCKuii
“Uuctutyt peBmaronsorun nmenu B. A. Hacono-
BOIT”» B peepeHC-IIEHTP 10 ayTOBOCHATUTEIBHBIM

3aboneBanusaM. IlarmmeHT ObUT rocIMTaIU3NPOBAH
JUI yTOYHEHHS AMarHo3a W JalbHEHIed TaKTHKHU
B ®BI'HY «HUU peBmartonorun umenu B. A. Ha-
COHOBOI»), I'lle IPOBEICHO 00CIeI0BaHNEe, BKIIOYa-
romiee uccneaopanne MEF rena, NLRP3, 6uoncuto
KOJKHOTO JIOCKYTa, 00CJIeIoBaHNE Ha aMUJIOUI03.

Koncunuym: Ilanuent nocrynui B kinauky HUN
PEBMaTOJIOT MU BIIEPBBIE, HA MOMEHT I'OCTIUTAIH3alUH
MOTy4aJl METHIIPE 6 MT, 4acThle MHBEKLUHU TUIPO-
cnana B/M. C Hauana 2022 . cTaj OTMeYarh MOsB-
neHne cyodeOprIbHON TeMIlepaTypsl Teia, dIpuTe-
MaTO3HbIE BBICHITIAHUS Ha KOXK€ TYJIOBHINA 2—3 JTHA,
KYIIHPYIOTCS )KapOCHIIKAIOINMU mpernapatami. [1pu
0CMOTpE: HU3KOPOCIOCTb, KOJIGHHBIE CyCTaBHI iedop-
MUPOBaHbl — ILAPOBHUIHbIC, HOI'TH UMEIOT BUJ Ya-
COBBIX CTEKOJI, 3yOBbl pa3pyIlleHbl, Ha KOXe TYJIOBH-
I1a 3pUTeMaTo3Has ChIb 0e3 3yxa. JlabopaTopHo no-
Beimienne CPb 49,8 PO, ALIII — oTpunaTenbHEIH.
o 6uorncuu caM3UCTOI 060JIOUKH KETyIKa — AMHU-
noun. PenTrenorpadus Kuctei ANCTaIbHBIX OTACIIOB
CTOII: PEHTI'€HOJIOTNYECKasi KapTHHA MOXKET COOTBET-
CTBOBATh paHHEeMY apTpuTy l-if ctaguu no reiin-
Opoxepy.

3akniouenue Koncuauyma: Ha OCHOBaHUH kKaJoo,
11a00PaTOPHO-UHCTPYMEHTAIBHBIX PE3YJIbTaTOB 00-
CJIeIOBaHUs, OCMOTPA, aHAJIN30B, aHAMHE3a 3a0oJie-
BaHUs y MalueHTa umeercs nuarao3 M08.2 roHore-
CKH{ apTPUT C CHCTEMHBIM Ha9aJIOM (3pHTEMaTO3Has
CBITTb, CyO(heOpuInTeT, B aHAMHE3€E: apTPUTBHIL, BOCTIA-
JUTeNbHOe 3a00/IeBaHNe KUIIEYHNKA, TeMaTOCIIIIEHO-
MeTajus), KpHONMMPHUHACCOIMUPOBAHHBIN TIEPHOIHU-
yeckuit cuaapom (CAPS), popma: CINCA/NOMID

Puc. 4. Tunuunas coine na kooice npu CAPS
| Fig. 4. Typical skin rash with CAPS
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Puc. 5. Hamenenue cycmasos
Fig. 5. Joint changes

(MiTaieHYecKUi AeOT 3a00JieBaHUsI, KpPaITMBHU-
1a, apTpajiruu, HeHPOCEHCOPHAS TYTOyXOCTh. EmMy
OblNa HA3HAYCHA ¥ WHUIMHPOBAHA T€HHO-HHXKEHEP-
Hoi 6uonornueckoit Tepanuu (I'MBT) mpenaparom
u3 rpynnsl uaruoutropos NJI-1 anakuupa (KuHeper)
100 Mr/cyT. HOAKOXKHO exenHeBHO B Mae 2023 .

Ha ¢done Tepanuu y manueHTa MoJHOCTHIO KYyTIH-
pPOBaHBI CHMITTOMEI TUXOPAIKH, CBHITTH, HOPMATH30-
BaJIMCh aHATU3bI KpoBH. [laniueHT mpomomkaeT quHa-
MHYECKOE HAOMIOCHNE PEBMATOJIOTA U PUEM IIpera-
pata kuHepeT 100 Mr/cyT.

BoiBoabl

e HacneacTBeHHble NEPUOJUYECKHUE JIMXOPAI-
KU — pEIKHe, TeHeTHYEeCKN 00yCIIOBICHHBIC
XpOHHUYECKUE 3a00JIeBaHUS, XapaKTepU3yo-
IUeCs] BBICOKUM CTAaTyCOM CHCTEMHOTO BOC-
ImajJeHus.

IIporHo3 3aBHCHT OT CBOEBPEMEHHOM MOCTa-
HOBKH JIMarH03a M paHHEro Hayaja naToreHe-
TUYECKOTO JICUECHHUSL.

braronapst BHEIPEHUIO B KITMHUYECKYO IIPAK-
TUKY MOJIEKYJISIPHON I€HETUYECKON JUarHo-
CTHKH, a TaK)Ke JIEKapCTBEHHOM Tepanuu reH-
HO-MHXEHEPHBIMU OMOJIOTNIEeCKUMHU IIpenapa-
TaMU B BBISIBJICHWH W JICYSHUH ITHX 3a00IeBa-
HUI TOCTUTHYT OYEBUHBIN IIporpecc.
[TanueHTHI ¢ MOHOT€HHBIMH IIEPUOJUYECKUMHU
JIUXOpaJKaMU BCTPEUAIOTCs B IPAKTUKE MHO-
I'UX CHELUAINCTOB, B CBA3H C UEM BPauU JJOJIK-
HBI OBITh TOTOBBI K BCTpEYE C TAKUMHU OOIb-
HBIMU.

Wnentndukanus ykazaHHBIX 3a00JIeBaHUIT OC-
HOBBIBAETCSI HA KOMIIJIEKCHOM OLEHKE CeMEM-
HOT0 aHaMHe3a, KIINHUYECKHX, Ta00paTOpHBIX
JAHHBIX U TEHETHYECKOM TECTHPOBAHUN.
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