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TpyAHOCTU ANArHOCTUKU KPUONNPUNH-aCcCoOLLMMPOBAHHOIO
nepuoaunyeckoro cnHgpoma (CAPS) B ycnoBusix peasibHOM
NPaKTUKU (KNUHUYeCcKoe HabnaeHne)

E.B. KaanHuHa, U.B. Aekapesa, A.P. ba6aesa

PIEOY BO «BOArOrpaACKMiA TOCYAQPCTBEHHBIM MEANLMHCKMM YHUBEPCUTETH MUH3APABA Poccun,
Boarorpaa, Poccus

PE3IOME

BBeaeHune. KpMOnMUPUH-ACCOLUMMPOBAHHbIN MeproAndeckuii CMHAPOM (CAPS) OTHOCHTCS K QyTOBOCMAAUTEAbHbIM 3A060AEBAHUIM, KOTOPbIE
06bIYHO AEBIOTMPYIOT B AETCKOM BO3PACTE M XAPAKTEPU3YIOTCH 3MM30AAMM HEMOTUBMPOBAHHOM AMXOPAAKM B COHETAHMM C PA3AUYHBIMM
OPraHHbIMM MOPAXKEHUIMM.

LleAb — NPOBECTM AHAAM3 KAMHUYECKOrO CAy4Yas MO3AHEN AMATHOCTMKM KPMOMMPUH-ACCOLMMPOBAHHOIO NePMOAMYECKOro CUMHAPOMAQ,
AE€BI0TMPOBABLLIETO B AETCKOM BO3pACTE.

MaTepuanbl U MeToAbI. [TALUMEHT C KAMHWYECKOM KapTuHoi CA, HEOAHOKPATHO OBPALLABLLMIACS 30 MEAMUMHCKOM MOMOLLILIO HA YPOBHE
AMBYAQTOPHOIO 3BEHA. AAS MPOBEAEHUS AMGPPEPEHLUMAALHOM AMATHOCTHKK W Beprdbukaummn anarHosa CAPS nposeaeHoO pacLumMpeHHoe
KAMHM4YeCcKoe, AaGOPATOPHOE U MHCTPYMEHTAABHOE MCCAEAOBAHME, BKAKOYAS reHETUYECKMI QHOAM3.

Pe3yAbTaTbl. KAMHMYEeCKOe HaBAIDAEHUE MPOAEMOHCTPUPOBAAO, YTO, HECMOTPSA HO KAQCCHUYECKMI AeBIOT 30D0AEBAHMS B AETCKOM
BO3PACTE C MEPUOAMYECKON AMXOPAAKON M OTATOLLIEHHYIO HOCAEACTBEHHOCTb, Yy MEAMATPA HE BO3HMKAO OMACEHMI B MAAHE BEPOATHOIO
CAPS. B nocaeaytoLLLEM MPOrPECCHUPYIOLLIMI XAPAKTEP 3A60AEBAHMS, MPUCOEAMHEHNE APKUX KOXHbIX MPOSBAEHUIM, CYCTABHOIO CMHAPOMAQ,
MOPAXKEHMSA TAQ3 U HEMPOCEHCOPHOM TYrOyXOCTH TAKXXE OCTAAMCh 6€3 AOAXKHOIO BHUMAHMS 1 HE CTAAM OCHOBAHWEM AAS HOMPABAGHMSA NALMEHTA
K PEBMATOAOTY. AULLIL MPU OBHAPYKEHMM MOPAXKEHMUS MOYEK M CTOMKMX BOCMAAMTEAbHBIX M3MEHEHMI B KPOBM BO3HMKAQ MbICAb O CUCTEMHOM
PEBMATUYECKOM 3060AEBAHMM. ArarHO3 CAPS Bblia YCTAHOBAEH PEBMATOAOTOM HA YPOBHE CTALIMOHAPHOIO 3BEHA M MOATBEPXKAEH F€HETUHECKMM
QAHAAM3OM. MHMLMALIMS BUOAOTMYECKOM TeP A MHIMOUTOPOM MHTEPAENKUHA- 1 MO3BOAMAQ AOCTHIHYTb ObICTPOrO TEPAMNEBTUYECKOro 3¢bcheKTa.
BbIBOAbI. 3Qr103AQAQS AMArHOCTUKA OPOPAHHbIX 3AO0AEBAHMI OCTAETCH AKTYAALHOM MPOBAEMOM MPAKTMHECKOM MEAMLIMHBI. AAEKBATHbIA QHAAM3
KAMHW4ECKOM KQPTHHbI 3AOOAEBAHMS M CEMENHOTO AHAMHE3A YPE3BLIYAMHO BAXKEH AT MPEABAPMTEALHOIO AMArHO3A KPMOMMPMH-ACCOLMUPOBAHHOTO
MepUOAMHECKOro CUHAPOMA. BeprabrnkaLims AMArHO3a MPOBOAMUTCS C MOMOLLIbIO FEHETUIECKOTO MCCAEAOBAHMS. CBOEBPEMEHHAS TAPreTHAs Teparnms
CAPS HEOBXOAMMA AAS MPEAYPEXAEHNS HEOBPATUMbIX OPIFAHHBIX MOPCXKEHUM, MPEXAE BCETO AMUAOMAO3A MOYEK.

KAIOYEBBIE CAOBA: ayTOBOCMIAAUTEABHbIE 3AOOAEBAHMS, KPUOMUPUH-ACCOLIMMPOBAHHbIN MEPUOAMYECKUI CUHAPOM, MEPUOANIECKASN AMXOPAAKQA,
AHAKMHPA, AMMAOMAO3.

KOHPAUKT UHTEPECOB. ABTOPDbI 305BASIOT O6 OTCYTCTBMM KOHODAMKTA MHTEPECOB.

Difficulties in cryopyrin-associated periodic syndrome (CAPS)
diagnosis in real practice (clinical case)

E.V. Kalinina, I.V. Lekareva, A.R. Babaeva

Volgograd State Medical University Ministry of Health, Volgograd, Russia

SUMMARY

Infroduction. Cryopyrin-associated periodic syndrome (CAPS) is an autoinflammatory disease that usually occurs in childhood and is characterized
by episodes of unexplained fever combined with various organ lesions.

The aim is to analyze a clinical case of late diagnosis of cryopyrin-associated periodic syndrome that debuted in childhood.

Materials and methods. A patient with a clinical picture of CAPS who repeatedly sought medical care at the outpatient level. An extended clinical,
laboratory, and insfrumental examination, including genetic analysis, was performed to conduct a differential diagnosis and verify the CAPS diagnosis.
Results. The clinical observation demonstrated that despite the classic debut of the disease in childhood with periodic fever and a burdened
family history, the pediatrician did not have any concerns about the possible CAPS Subsequently, the progressive nature of the disease with
severe skin manifestations, joint syndrome, eye damage, and sensorineural hearing loss were also neglected and did not considered as a reason
for referring the patient to a rheumatologist. It was only when kidney damage and persistent inflammatory changes in the blood were detected
that the possibility of a systemic rheumatic disease was suspected. The diagnosis of CAPS was established by a rheumatologist at in-patient clinic
and confirmed by genetic test. The initiation of biological therapy with an interleukin-1 inhibitor led to a rapid therapeutic effect.

Conclusions. Late diagnosis of orphan diseases remains an urgent problem in practical medicine. An adequate analysis of the clinical picture
of the disease and family history is extremely important for the preliminary diagnosis of cryopyrin-associated periodic syndrome. The diagnosis is
verified by genetic testing. Timely targeted therapy for CAPS is critical to prevent irreversible organ damage, primarily renal amyloidosis.
KEYWORDS: autoinflammatory diseases, cryopyrin-associated periodic syndrome, periodic fever, anakinra, amyloidosis.
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Beenenne

AytoBocnianurenbHbie cHHIpoMbl (ABC) — rpymnmna npe-  paropasIxX (nossinienre COD u coneprkannsi C-peakTHBHOTO
HMMYIIECTBEHHO HaCJIEICTBEHHBIX 3a00JICBaHU, CBS3aHHBIX  OejKa, HeHTpoMIbHBII JISHKOIINTO3) PH3HAKOB BOCIIAJICHHS,
CO CIIOHTAHHOW HEKOHTPOJIUPYEMOH MPOAYKLIHEH MPOBOC-  KOTOPBIE HEJb3s1 OOBSCHUTH APYTMMHU IPUYNHAMH, TAKUMH
AU TeNbHBIX TUTOKMHOB. [Ipennonarare ABC cnenyer mpu  kak MH(EKIMH, 3]I0Ka4€CTBEHHbIE HOBOOOPA30BaHUS UITH
HAJIMYMU KIMHUYECKUX (TIPEXIE BCEro JUXOPaaKH) U Jabo-  ayToMMMYyHHbIE 3a0oneBanus [1,2].
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Kpronupun-acconmnpoBaHHbIA NEPUOANIECKUN CHH-
npoM (cryopyrin associated periodic syndrome — CAPS) —
TpyIIa HacJIeICTBEHHBIX 3a00J€BaHNN C ayTOCOMHO-0-
MHUHAHTHBIM THUIIOM HacJEJOBaHUS, CBI3aHHBIX C MyTa-
nusimu B reHe kpuonupuHa (Cryopyrin/CIAS 1/NLRP3)
[1-3]. CAPS npencrasien TpeMs GpeHOTUIIAMH, KaXKIABIH
W3 KOTOPHIX sIBIsieTCs OoJiee Tsokenol (opmoit mo oTHO-
LIEHUIO K Npeablyleil: ceMeHHbIM X0I0A0BON ayTOBO-
cnanutenbHbli cuaapom (familial cold autoinflammatory
syndrome, FCAS), cunnpom Maxkita — Bemica (Muckle —
Wells syndrome, MWS) 1 XpoHHYECKHH MJ1aieHYeCKUH
HEPBHO-KOXKHO-apTUKYJISIpHBINA cuHApoM (chronic infantile
onset neurologic cutaneous articular, CINCA)/mnanenueckoe
MYJIBTHCUCTEMHOE BOCIIAJIUTENIbHOE 3a00eBanue (neonatal
onset multisystem inflammatory disease (NOMID) [3-5].
KpuomnupurH urpaer KJIo4eByo poiib B pa3BUTUU TeHETHYE-
CKH JIETePMUHHPOBAHHOTO BOCIIAJIIUTEIILHOTO OTBETA, IPU
AaKTHBAIUN CIIOCOOEH CBS3BIBATHCS C APYTHUMHU OeIKaMHu
¢ 00pa3oBaHUEM KPYITHOTO MOJIEKYJIIPHOTO KOMILIEKCA —
HnH(pIaMMacoMbl — B Makpodarax u Heiirpopmiax. Mugnam-
Macoma IpeJiCTaBIsieT cO00i MHOTOOETIKOBBIN OJTMTOMEPHBIH
KOMIIJIEKC, YYaCTBYIOIINH B aKTHBALIMU BOCHAIUTEIHLHOTO
otBeTa, BitouaeT NLRP3 (kpuonupus), BCIOMOTaTenbHbINH
6estok ASC (arnornro3-acColMUPOBAHHBIN PETYIATOPHBIN
6e10K) 1 npokacmasy-1; cnocoOCTByeT NpOIYKIIUHU TPOBOC-
nanuTenbHbIX TUTOKUHOB (MJI-1 1 UJI-18); crumynupytot
MMUPOTNTO3 — 0COOBIH BU IIPOrPaMMHUPYEMON KIIETOYHON
rubenu; B HOpMe 00eCIeUnBaeT 3alIUTY OT Yy>KEPOIHBIX
MHKpOOpPraHu3MoB (Oakrepuii U BUpycoB) [6, 7].

Myrauuu rena NLRP3 npuBogsT Kk HEKOHTPOIUPYEMOi
akruBarmu nHpIamMmmacombl NLRP3, moBsIieHHIO KCIpeccuu
WJI-1, pa3BUTHIO KIIMHUYECKON KapTHUHBI 2y TOBOCTIAJINTEIHHOTO
3aboneBanus. C runepnpoxyKIrei mpoBoCIaIMTEILHOTO -
ToxuHa UJI-1 CBA3BIBAIOT pa3BUTUE KIMHUYECKUX MPOSBICHUH
0ose3Hn (JIMXOpaJKa, CHIIIb U JPyTHe) U NaTOJIOTHYECKUX
H3MEHEeHNH 1abopaToOpHBIX ToKa3aTesel (JISHKOLUTO3, ITOBbI-
menue C-peaktuBHOro Oemka, COD, SAA) [7, 8].

Cewmeiinas xononoas kparnusHuna (FCAS) — naubonee
nerkuit penorur. 3aboneBaHne HaYMHAETCs y IeTel crapiue
6 Mec M XapaKTepu3yeTcs MOsBICHHEM I'eHepaIi30BaHHON
ypTHKaporofoOoHoH cbimu cyctst 30—60 MUH noclie KOHTaKTa
¢ xoozoM. Bo BpeMst mpucTyna BO3MOXHBI TOIOBHAsE O0JIb,
KOHBIOHKTHBHT, apTPaIrMi. AMHUIIONI03 U HEHpoceHcopHast
TYTOYXOCTb JJIst 3TOH (hOpMBI HeTUNHYHEL. V3 1abopaTopHBIX
MapKepoB XapaKTepHBI HOBBIIIEHNE 0CTPO(}a30BBIX ITOKa3aTe-
neii: COD, CPB, SAA, HelTpoHITbHBIH JTEHKOIMTO3 B MOMCHT
npuctyna. [Ipu rucToIornueckoM UCCIIeI0BaHNH KOXKH BBISIB-
JISIOTCSI TIEPUBACKYJISIpHAs MOHOHYKJI€apHas 1 HeUTpo(IbHas
MHQUIBTpanus, OTeK BEPXHHUX CJIOEB JiepMbl. [lonTBepxaro-
11ast TMarHOCTHKA — BBISIBIICHUE MYyTalMii B T€TEPO3UTOTHOM
COCTOSIHUU B IreHe kpuonupusa [1, 2, §].

Cungpom Makna — Yamiaca (Muckle — Wells, MWS) —
IIPOMEKYTOUHas 110 TsDKeCTH Gopma 3adboseBanus. Je6rotT
BO3MOJKEH B JJIOOOM BO3pacTe, MPHUCTYIBl YaCTO IPOBOIIH-
PYIOTCSl HHTEPKYPPEHTHBIMH 3a00JIEBaHUSIMH, CTPECCOM,
repeoxjaxaeHrueM. Bo Bpemst mpucTyna BO3MOKHBI KOHbB-
IOHKTHBUT, apTPUT, YBEUT, TMMQaieHonaTus, 00Jb B )KHUBOTE.
OCHOBHBIM OTJIMYHEM 3TOH (POPMBI OT NPEIBIIYILIEH SBISETCS

MEPCUCTUPYIOILEE TEUCHUE, TPUCOETUHEHUE HEHPOCECHCOPHOM
TYTOYXOCTH, Pa3BUTHE aMHIon03a B 25 % ciy4aes. Jlabo-
partopHasi IMarHoCcThKa TakKe Hecnenn(puIHa U aHaJIOrn4Ha
TakoBOW npu npensiayimei popme. [lonTeepknaromas 1ua-
raocrtuka ta xe [1-3, 7, 8].

Cunnpom CINCA/NOMID — Haunbonee tsxenast popma
CAPS, sHocut cnopaguueckuii xapakrep. Knnnnueckas
KapTHHA 3TOW (DOPMBI IOCTAaTOYHO CIIeU(pUIHA, TOITOMY
BO3MOXKHA €€ KIIMHUYECKask IMarHoCTHKa 0e3 reHeTHYEeCKOTo
nonTeepkaeHust. Kak npasuio, 3a0oneBanne HaYMHAETCS
C IEPBBIX YaCOB JKU3HH, MOSBISIOTCS JIUXOPAJKa U YPTH-
KapHBIE 3JeMeHTHI. J{J1s 3TOro cuHIpOoMa XapakTepHbI de-
PEIHO-TMIEBOH TucMOphU3M (THUITOIIIa3Hsl CPeJHEN TPETH
JIMIA), BEICTYNAOUINHI 7100, runponedansHas Gpopma uepera,
CKEJICTHbIE aHOMAJINH (TUHepIuiasus u e opManus KocTeH,
MOHOAPTPUT C TUNEpIIIa3ueii HaIKOJICHHUKA, XOHAPOMBI),
a Taxxke nopaxenue [JHC — xpoHndeckuii MEHUHTHUT, IpU-
BOJSIINK K TuAponedanuu, arpodun BeniecTra Mo3ra,
pa3HOM cTeneH! 3aep)KKa HHTEIUICKTYaIbHOTO Pa3BUTHS.
[TopakeHue ciryxa (HepoCeHCOpPHAs TYTOyXOCTh) TaKXKe
xapakTepHO. COIacHO ACHCTBYIOIMM KIMHUYECKHM PEKO-
MEH/IalUsIM 110 AUArHOCTHKE U JICYEHUIO ayTOBOCIAIUTEb-
HBIX 3a00neBanui, muario3 CAPS MokeT OBITh YCTaHOBIICH
NIpU HaJIM4YUH CIEeAyoIUX KpuTepues: nossimenue COJ,
mm6o CPB, mubo ceiBopoTounoro amuionna A (CO3/CPB/
aMWIoua A) IUTIOC KaK MUHUMYM JIBa IpU3HaKa U3 CIeIy-
FOIUX IIECTH: YPTUKApHas ChIb (KPAIMBHUIA), SITU30/IbI
JINXOPAJKH WJIM KPAITMBHULIEI TPOBOLMPYIOTCS XOJI0I0OM
(3HM30/1bI XOJIOIOBOM IKCIIO3UINH ), HEHPOCEHCOPHAS TY-
TOYyXOCTh, CKEJIETHO-MBIILIEYHBIE CUMIITOMBI (apTpajiruy,
apTPUT, MUAJITUH), XPOHMUYECKUH aceNTHYECKUII MEHUHTHT,
CKeJIeTHbIe aHOMaIMU. YyBCTBUTEIBHOCTh KilacCH(UKaIH-
OHHBIX KpUTepueB cocTaBisieT 81 %, cnennpuanocts — 94 %
[1,2,8,9].

B ocnoBe narorene3a CAPS nexut MoJekyJIsapHbIN 1e-
(deKT, npuBOIALINI K N30bITOYHOMY 0Opa3oBanuio IL-1b,
YTO MPEJONPEaeIsieT BHIOOp TaApreTHOW reHHO-MH)KEHEp-
HOI1 6uonornueckoit Tepanuu. biokuposanue perentopa
IL-1 npuBOANT K Pa3BUTHIO OBICTPOTO TEPANIEBTHYECKOTO
a¢¢ekra, KynmMpOBaHUIO MPU3HAKOB CUCTEMHOT'O BOCIIAJIE-
Hus. TaprerHas tepanust CAPS sapnserca npuHIMnuanbHoN
TepaneBTUYECKON ONIUEeH, U TOJIBKO CBOEBPEMEHHOE Ha-
3HA4YCHHE MaTOTCHETUYECKOW Teparuy Crioco0CTBYET KOH-
TPOJIIO HaJ 3a00JIeBaHNEM, YIyUIICHUIO KaueCTBa KU3HU
W TIPEyNPEXICHUIO Pa3BUTHS TSHKEIIBIX HECOBMECTUMBIX
C J)KM3HBIO ocnokHeHui [1, 2, 10, 11].

eap: Ha mpuMepe COOCTBEHHOTO HAOIIOICHUS ITpOaHa-
JIU3UPOBATH TPYAHOCTH THATHOCTUYECKOrO MOUCKA y Ta-
[IHCHTA C KPUOMUPUH-aCCOITUUPOBAHHBIM ITEPUOTNICCKUM
CHMIITOMOM.

Marepuajbl M MeTOAbI

Knnandeckoe HaOIIOMEHUE MAIIMEHTa C KAPTUHOW ayTo-
BOCHIAJIMTEILHOTO 3a00JICBaHUS B (hopMe IMePUOTNICCKOM
XO0JIOAOBOM JIMXOPAJKH, PELUUAUBUPYIOLIEH KPAaTMBHULBI,
C HAJIMYKUEM KOXKHBIX U CYCTaBHBIX MPOSBICHUN, TPU3HAKOB
MOpaXXeHUs1 OPraHoB 3peHUs U cayxa. CIeKTp UcCiieI0BaHUiA
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BKJIIOYaJI 06HIerI/IH$[TLI€ MCTOJBI: THIaTCHBHLIﬁ C60p " aHa-
JIMN3 aHaMHe3a 3a00JIeBaHus U JKHU3HHU, BKIIIO4Yasa CEMEHHBIN
AaHaMHE3, IPOBCACHNUEC ACTAJIbHOI'O (I)I/ISI/IKaJ'H)HOFO OGCJ'IC,HO-
BaHUA, paCIMPCHHOC na60paT0pH06 U HHCTPYMCHTAJIbHOC
O6CJ'I€Z[OBaHI/IC nanueHTa JJ1s1 HCKITFOYCHUA I/IH(i)eKHI/IOHHBIX,
OHKOJIOTMYECKUX U ayTOUMMYHHBIX IPOLICCCOB, TCHETHYCCKHM
aHaJIU3 [JJid IOATBECPIKACHUA KPUOTIUPUH-AaCCOTUUPOBAHHOTO
NEepUOANYCCKOIo CMHApOMA.

PesynbTarnl

[Mauwment A., 41 rona, obparuiicsi B KIIMHUKY (aKyIbTeT-
cKoi Tepanuu Bonrorpaackoro rocynapcTBeHHOTO Meu-
LIMHCKOT'O YHUBEPCHUTETA C Kajl00aMu Ha EpHOINYECKOE
TIOBBILIEHNE TeMIIepaTypsl (10 2—3 pa3 B Heelo) 10 Gpedpuitb-
HBIX 1M (]p, Ha BEICHIITAHUS YPTUKAPHOTO XapakTepa, He CO-
MIPOBOKAAIOIINECS 3y/IOM, Ha KOXKE I'PY/IH, )KUBOTA, BEPXHUX
1 HIKHUX KOHeuHocTer. Kpome Toro, manueHT npeabsBiisi
»KaJI00bl Ha IOKPAaCHEHHE TJ1a3, CHIYKEHHE 3PEHHS, «IyBCTBO
MecKa» B IM1a3ax. TakiKe IPUCYTCTBOBANIM KaJlOObI Ha CHIKeE-
HUE CITyXa B T€UCHHE ITOCIIEJHNX JIBYX JICT, He3HAUNTEIIbHbIE
00JM B IJIEYEBBIX, KOJIEHHBIX CyCTaBax, HE CBSI3aHHbIE C (H-
3UYECKOI Harpy3Koil.

Anamues 3aboneeanus

Co cJIOB manmeHTa, ¢ paHHEero IKOJIBLHOIO BO3pacTa
cTaJia MosBIAThCS PeOpriTbHAs IMXopaaKa Ha 1—2 aHA ¢ me-
puoanyHOCThIO | 3mm30x B 2—-3 Mecsla, TeMIeparypa npo-
XOJIHJIa CaMOCTOSTENIFHO HITH ITOCIIE OHOKPATHOTO ITpHeMa
napaneramona. Ilepuoguueckn ocMaTprBaics MeAnaTpoM,
OJIHAKO JaHHBIX 332 aKTUBHBIM MH(EKIMOHHBIA IpoLece
Wi moboe npyroe 3adosieBaHUE HE BBIBILIOCH. Tak Kak
aHAJIOTMYHBIE CUMIITOMBI OBUIM Y OTIA M KyTIHPOBAJIMCh ObI-
CTPO IPHEMOM I1apalneramoria, pOAUTENH NallMeHTa PEeLIHIIH,
YTO 3TO T€HETHYECKask «0COOCHHOCThY, U 38 MEANLIMHCKOH
ITOMOIIBIO B JIETCKOM BO3pacTe 4acTo He oOpalanucs. Brio-
cienctsum 10 30-JeTHETO BO3pacTa MPUCTYIBI JINXOPATAKH
OBUIM HEYaCTBIMH, OJTHAKO CTaJIX MOSBISATHCS YPTUKAPHBIC
BBICBINIAHNS Ha KOXKE T'PYH, )KUBOTA, BEPXHUX M HIDKHUX
KOHEYHOCTEH, IEepBOHAYAJILHO BBICHIIIAHUS OBICTPO IPO-
XOAMJIM M HE JOCTABISIIIN 3HAYUTEIBLHOTO JUCKOM(pOpTA.
[Tanuent 3aHnMalcs GU3NYECKUM TPYIOM, C Harpy3Koi
CHPABIISUICS XOPOIIO.

C 30-neTHero Bo3pacTa 313046l HEMOTHBUPOBAHHOIO
TTOBBIILICHUS TEMIIEPATYPhl B COYETAaHUH C YPTUKAPHBIMU
BBICBHIIIAHUSIMHU Ha KOXeE CTaju 0ojiee BHIpa)KEHHBIMU U 00-
Jiee 4acThIMHU, C HEJJOCTATOYHBIM OTBETOM Ha HapareTaMol.
Kpowme Toro, marmuenr crai 3amMedarh, 4TO padoTa B X001~
HOE BpeMsl Ha OTKPBITOM BO3yXe ITPOBOLMPYET AaHHBIC
cUMNTOMBI (ITpodecCuoHaIbHasI ASSATEIBHOCTh CBsI3aHa
C MOHT@)XOM 000PY/IOBaHUS HA OTKPBITOM BO3/IyX€ B JII000E
BpeMms roj1a). YUNTBIBas y4alleHNE IIPUCTYIIOB JINXOPaIKH,
YPTUKApHBIX BBICHIITAHUHN, ManueHT ¢ ssHBaps 2017 r. Ha-
YHHAET aKTHBHO o0cienoBarbes. [lepBoHauaIbHO MaMEeHT
oOpalaeTcs K aJuIeproJiory o MoBoJy YPTHKapHBIX pelu-
JUBUPYIONIMX BEICHINaHMi. EMy ycTaHaBIMBaloT AMarHo3
OCTpPOH KpamuBHHIIBI, IPOBOIST AJNIEPrOJIOTHIECKUE TIPO-
OBl (Ha COpHBIE, JIYTOBBIE TPaBbl, IPOOBI HA TPUOKOBHIE,
HWHCEKTHBIE aJIJICPTEHBI, KJICIIH JOMaITHEH MbIJIN) — BCE

NpOOBI OTpHIIATEIbHEBIE, YPOBEHb MMMYHOIIIOOYIMHA E
B HopMe. Hapsiny ¢ 3TuM OblIa IOJIHOCTBIO UCKIIFOUEHA
rapasutapHas HHGeKus (JIMOJIN03, acKapu103, SXHHO-
KOKKO3, TOKCOKapo3).

B sToT mepuox oOcnenoBaHus BIIEPBEIC B OOIIEM aHa-
nu3e KpoBU 00HapyxkeHo yckopenue COD no 42 mm/4ac,
MOBBILICHHUE yPOBHS TpoMOonuToB 10 444x10°. Amep-
TOJIOTHYECKas IaToJIOrusl ObUIa MOJTHOCTHIO UCKITIOYEHA,
W NaIlMEHTa HAlPaBIISIIOT K TaCTPOIHTEPOJIOTY JJIs UC-
KJIFOUEHHS 3a00JIEBaHMI KEyJOYHO-KHUIIIEYHOTO TPAKTa
KaK MPUYHHBI KOXKHBIX MposiBicHuH. [TpoBomuTcs Gpubdpora-
CTPOCKOIHS, 110 Pe3yabTaTaM KOTOPOH BBISABIIEH CMEIIaHHBIN
racTpuT, accounnpoBanHuslii ¢ H. pylori. briina HasHauena
CTaHIapTHAas aHTUXEIUKOOAKTEepHAs TepaIlvs, B MOCICAY-
IOIIEM KOHTPOJIb C MOMOIIBIO JIBIXaTEIbHOIO yPEea3Horo
TecTa MoKa3ajJ OTCYTCTBUE XEITUKOOAKTepHOH HH(EKINH,
HO CUMITOMBI 3200JIEBaHUS OCTABAINCH IPEXHUMH. bpina
IpOBeJIeHa KOJIOHOCKOIUS, JaHHBIX 32 HOBOOOpA30BaHUs
W BOCHAJUTENbHBIE 3a00eBaHNsI KHIIEYHNKA HEe OOHa-
pyxeHo. [TanueHT npogoymKa JeYuThCs NapalneTaMoioM
B CBSI3M C YAaCTBIMU 3MM30/1aMU JINXOpaJKku U ceinu. B 2020 .
MIPHUCTYTIBI MOBBIMICHUS TEMIIEPATYPHI M YPTUKAPHBIX BHICHI-
MMaHUW YYaCTUITUCH, PUCOCIUHUIUCH TIIa3HBIC CUMITTOMEI
B BUJIC OLIYIIEHUS «IIECKa B I1a3ax», IOKPACHEHUs IJ1a3,
MalueHT CTajl XyXe ciblmark. KpoMe Toro, nosiBUIINCh
00JIM 1 OTEYHOCTDH B IIPABOM I'OJICHOCTOITHOM CYCTaBe, YTO
3aCTaBWIIO MAlMeHTa 00paTUTHCS K TPAaBMATONIOTY-OpTOTIE/Y.
B ananmzax KpoBH 0TMeYaIoCh NoBbIIEeHHE C-pEaKTHBHOTO
nporenHa 110 79,10 mr/n, ypoBens P® — 7,6 (pedepeHcHbIe
3HaueHus 10 14 ME/mi), MoueBOI KHCIOTHI — 375 MKMOJIIB/JI,
6bu10 BeIOTHEHO MPT mpaBoro rojaeHoCTONHOrO CycTaBa,
3aKiitoueHre: MP-kapTHHa SHTE3UTa aXUIUIOBA CYXOXKHIIHS,
axmuto0ypcuta. B ¢Bsi3u ¢ HaM4MeM CycTaBHOTO CHHIpOMaA
MAIUEHTY TPOBOJIUTCS TEPAHs HECTEPOUIHBIMHU IIPOTHUBO-
BocnanurtenbHpIMu penaparamu (HIIBIT) u BHyTpHCY-
CTaBHOE BBE/ICHHE 00OTaIIEHHON TPOMOOLINTAMH TIIA3MbI
(PRP-tepamnus) — 3 mponenypsl, Ha 3ToM (POHE OTMEUAETCs
yMepeHHast HOJIOKUTEIbHAs IMHAMUKA CyCTaBHOTO CHHPO-
ma. JIo 2022 r. maueHT JeYUTCI BHOBb CAMOCTOSATENBHHO:
MO-TIPE)KHEMY KYIIHPYET IPUCTYIIBI MOBBILICHUS TEMIIEpa-
TYpBI IPUEMOM ITaparneTramoa.

B nexabpe 2022 r. mpu oOpaiieH!H K TepareBTy 10 H0-
BOJly JIMXOPAJKH BBIIIOIHSETCS OOLINI aHAJIN3 KPOBH, B KO-
TopoM oOHapyxeHo moBsiieane COD mo 51 mm/gac, nerko-
uuto3 11,7x10°, rpomboruTos3 419%10°¢, kpeaTHHIH KPOBH
138 mxmons/i (pedepercurie 3HaYeHuST 74—110 MKMOIB/IT),
B 00IIeM aHaJIM3€ MOYH BBISBIISCTCS IPOTEUHYpHs 10 1
r/cyT, Mukporemarypus — 1820 sp. B 1/3peHusi, ypoBeHb
peBMaTONIHOTO (haKTOpa, MOUYEBOH KHCIOTHI B Ipeaeiax
HopMEI. [TanmeHT HanpaBseTcst Ha KOHCYJIBTALMIO K YPOJIO-
ry — BeinosHsiercst Y3U novek, Ha/llOYeYHUKOB, BBISBIACTCS
KOHKPEMEHT MPaBO¥ MOYKHU 0 8 MM, HOBOOOpa30BaHHIT
HE BBISIBJICHO. YPOBEHb IIPOCTAT-CIEU(PUIECKOTO aHTH-
rera (IICA) B kpoBH B npezenax HOPMBI. YpoJiorndeckas
MMaTOJIOTHS UCKITFOUACTCS, MAIlUCHT OB HAMIPABIICH K He-
¢dponory. B pespane 2023 . mpoxonuT o0OCIIeOBaHUE Y He-
¢poiiora: ypoBeHb CyTOUYHOH ITPOTEUHYPHH KOJIeOIeTCs
ot 0,5 no 1 r/cyt, kpeaTuHuH KpoBH 125—155 MKMOIb/11,
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B aHAIIM3aX KPOBH COXpaHseTcs NOBbILEeHHbIH ypoBeHs COD, CPB, TpoMbo-
uuto3. Hapsiny ¢ 3TuM BriepBble OTMEYAeTCs IOBBIIEHUE apTepUaIbHOI0
nasierus 1o 150/90 MM prT. CT., KOTOpOE MAMEHTOM HHMKaK He OLIyIa-
ercs. Hedposorom ycranaBnuBaeTcsi AMarHo3 XpoHU4eckoro audaoys-
HOTO IJIOMepyIoHe(dpHTa, JaTeHTHOE TeUeHHE, Ha3HAYASTCs] HHTHOUTOP
ATI® — paMunpui B 103€ 5 MI' B CyTKH, KypCaMU COCYAMCThIE IPEnaparsl
U pEKOMEHyeTCsl KOHCyJIbTanus remaronora. B mapre 2023 r. manueHt
OCMaTpPHUBAETCs IeMaToJI0TOM — BBINOJHSIETCS UCCIE0BaHUE HA Mapa-
nporenHeMu4eckuii 6esnok benc-/[oHca, MOBTOPHBINA aHaIN3 KPOBH.
B pesynbrare 06ciae10BaHHS T€MaTOIOTOM reMo01acTo3 HCKITIOYEH, ObLIO
PEKOMEH/IOBaHO AMHAMHUECKoe HalloieHue y Hedposora, MpoaoIIKUTh
Ha3HaYeHHYI0 Tepanuto. [lapannenbHo NalUeHT IPOXOIUT yIAbTPa3ByKO-
BOE HCCJIEIOBaHNE OPTaHOB OPIOIIHOM ITOJIOCTH: BBISIBIIEHA TeMaHTHOMa
TIEYEHH, YTO MOCITY)KHUJIIO ITOBOAOM K JIOIIOJTHUTEILHOMY 00CIICI0BaHIIO
JUTSL ICKJTIOUEHUST OHKOIIATOJIOTMH. BhINoHeH aHaan3 KpoBU Ha aibda-
(eTonpoTerH, KOTOPHII OKa3ajics B HOpME, IpOBeJeHa KOMIIBIOTEpHAs
tomorpadus (KT) opranos 6promHoii nonoctu, KT opranos rpynHoit
KJIETKH — NaTOJIOTUH HE BBISBICHO.

VY4uuThiBasi peLUAUBUPYIOIIUNA XapaKTep BBICHIIAHUI Ha KOXKeE, Malu-
€HT BHOBB 0OpAaTHJICS K aJUIEproory-UMMYHOJIOTY, KOTOPBIH IpeIo-
JIO’KUJT BO3MOXHBIH CUCTEMHBIM BaCKYJIUT KaK NPUYUHY PELUIUBUPYIO-
el ypTUKapHOH ChIH. B cBSI3M ¢ 3TMM peKOMEHI0BaHa OMOTICHS KOXKH.
[To nanuBIM MOpdonoruyeckoro uccienoBanus ot 10.05.2023 BrisiBiIeH
BACKYJIUT C MUHUMAJILHOM aKTUBHOCTBIO. OIpesieleHne TUlla BacKyaIuTa
HE MpeICTaBUIOCh BO3MOXKHBIM. [IalieHTy peKoMeH1yeTcsl HCIONb30Ba-
HUE MECTHBIX KPEMOB U Ma3€il ¢ cofepKaHueM NIIOKOKOPTUKOCTEPOUIOB.
Jo xonna 2024 r. manueHT nNpojoynkal NPUHUMAaTh Ha3HA4eHHOE He-
(G poIoroM M amIeproJIoroM-uMMYHOJIOTOM JieueHne. HecmoTps Ha mpo-
BOAMMYIO TE€panuio, KIMHUYECKast KapTHHA ocTaeTcs npexHeil. Kpome
TOTO, HapacTaeT CHI)KEHHE cilyXa, Ooinbie ciea. [lanuenTt obdparaercs
K oropuHonapuHroinory, Bemonnsercs KT Bucounsix kocrer, KT masyx
HOCa — IaTOJIOTUH HE BHISBICHO, yCTAHOBJIEH JUACHO3 XPOHUUYECKOU CEHCO-
HEBPAIIbHOU TYyTrOyXOCTH, pEKOMEH/I0BaHa ayJuoMeTpHs. B ananuse kposu
COXPaHSIOTCS JIEHKOLMTO3, TPOMOOLINTO3, ycKopeHHOe COJ, MoBHIIICHHE
YPOBHSI KpEaTHHHHA IIPY COXPAHEHHOMH CKOPOCTH KIIyOOYKOBOH (HIIBTpa-
uuu Ha ypoBHe XBIT C2. B cepenune 2025 1. manieHT BHOBB oOpamaercs
K aJlIeproiaory-uMMYHOJIOTY, KOTOPBII PEKOMEH10BaJl KOHCYIbTALUI0
peBMarosora JuIs HCKJIIOUEHHSI CHCTEMHOTO 3a00JIeBaHMs COCIMHUTEILHOM
TkaHu. B mae 2025 r. marueHT aMOyIaTopHO 00paIaeTcs K peBMaToIOry,
YCTaHABIUBAETCA MPEABAPUTENBHBIN JUAarHO3 CUCTEMHOM KpacHOU BOJI-
YaHKH, BHIITOJHIETCS aHAJIN3 KPOBU Ha aHTHHYKJICapHBIH QakTop (MeHee
1:160, anTuTena k narusHoit IHK B HOpMme), 071HaKO Ha OBTOPHBIN IpHEM
MalUEeHT He NPUXOAUT U MPOAOIDKACT IPUEM MapaneTamosa.

B cenTsa6pe 2025 r. manueHT BriepBhle oOpaniaeTcs B KIMHUKY (da-
KynbreTckoil Tepanuu BoarI'MYV. Tlpu nepBudHOM 0CMOTpE NalueHTa
B CTallMOHApPE C YUYETOM Jkajio0, aHaMHe3a 3a00JIeBaHNs, KIIMHUYECKUX
MIpOsIBJICHUH 3a00JIeBaHUs OBLI IOCTABIICH MTPEIBAPUTENIBHBIN 1HarHo3
KPHUOIUPHUH-ACCOLIMMPOBAHHOIO NEPUOANUECKOTO CUHIPOMA, U NAl[UEHT
6b11 rocniuranusuposan 24.09.2025 B Tepanesruueckoe ortaenenne 'Kb
«Knuamueckas 6ompauIa Ne 4y 1. Bonrorpaja, uMmeroriee B CBOSH CTPYKType
PEBMATONOTNYECKHE KOUKH.

Anammues srcusnu

W3 anaMHe3a KM3HU U3BECTHO, YTO APYTMX XPOHHUYECKHX 3a0oe-
BaHUH y nmanueHTa HeT. Bpeauble npuBsluky orpunaet. XKenat. [lereit
HeT. bepemenHocreit y sxensl He Hactynano. C cynpyroii HabnronaeTcs
B nentpe DKO. B pesynbrare o0cineq0BaHusl YCTAHOBICH MY)KCKOU
¢dakrop nHpepTrabHOCTH. OOpamiaet Ha ce0si BHUMaHHUE OTSTOLICHHAs

PrCyHOK. YPTUKAPHAS Cbifb HO KOXE NALIMEHTA C KPUO-
MUPUH-OCCOLMMPOBAHHOM MEPUOAMIECKOM AMXOPAAKOM

HacjaeACTBeHHOCTh. OTIy manueHTa B HacTO-
siee BpeMs 68 JeT, y HEero Takxe B TeUeHUE
BCell XU3HHU BOSHUKAIOT SH30/1bl IOBBILIEHUS
TEeMIIepaTyphl, BBICHIAHUSA HA KOXKE, OTHAKO
OHU HOCST 00Jiee peAKU XapakTep, IpH TOM
IPOTrPECCUPYET IBYCTOPOHHSSI CEHCOHEBPAIIb-
Hasl TYTOYXOCTb, OTEI] IIOJIb3YETCS CIIyXOBBIM
anmnaparom. CecTpa malieHTa 340poBa, Ol-
Hako y ee 10-1eTHell foyepu Takxke craia
MEepUOANYECKH MOBBIIATLCA TEMIEparypa
B COUETAHUHU C BBICBINAHUSIMU Ha Koxe. I'e-
HETUYECKOE HCCIIE0BAaHUE Y POJCTBEHHUKOB
HE IIPOBOAMIIOCK.

Hannvie ocnompa

[Ipu noctynneHny B KIMHUKY COCTOSIHUE
MalMeHTa OTHOCUTENBHO yIOBIECTBOPUTEb-
Hoe. Co3HaHue SICHOE, KOHTAKT a/IeKBaTHBIN,
KpuTHKa coxpaHeHa. Temneparypa tena 37,8
°C. ITanueHT HOPMOCTEHUYECKOTO TEI0CIONKE-
HUS, BPOXKJACHHOHN NAaTOJIOTHH ONOPHO-IIBH-
raTeJbHOW CHCTEMBI HE BBISIBICHO, UMEETCS
HEe3HaunTeNbHAasE N30BITOYHOCTh MAcChl TeJla
(UMT) — 25,6 xr/m?. Tlepudepuueckue Ium-
(aTmyeckue y3ibl He yBeauueHsl. Ha koxe
TPYIHM, CIIMHBI, )KUBOTa, BEDXHUX KOHEYHOCTEH
YpTUKapHBIE BBICHIIAHUS (puc.). Mblneunas
crucrema 0e3 NaToJIOTHH, pa3BUTa XOPOIIO.
BuiMBbIX 9KCCyaTHBHBIX SIBICHUN B CycTaBax
HE BBIIBJIEHO. J[BIDKEHHMS B CycTaBax B IIOJHOM
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o0Obeme, nanpnanus ux 6e30one3HeHHa. B 1erkux apixanne
Be3ukyisapHoe, xpuroB HeT. YJIJ] 20 yn/mun. Ceprie — TOHBI
purmuunbsie. YCC 76 B MunyTy. AJl 130/75 MM™ pt. ct. XKu-
BOT MATKHH, 6€300JIe3HEHHBIN NTpH nanbnanui. CUMIITOM
TTOKOJIAYMBAHUsI OTPULIATENBHEBIN ¢ 00eux cTopoH. Cryi,
auype3 B HopMme. OTEKOB HeT.

/aunnvie oocneoosanusn

[Tpu npoBeneHnn 1a60paToOpHOro 0OCIeI0BAHUS B KIIH-
HUKE B aHAJIN3aX KPOBH BBISIBJICHO MTOBBIILICHHE JICHKOIIUTOB
1o 11,42x10¢, popmy:a: 303uHOGHIBI 2 %, TTATOYKOSAEPHBIC
1%, cermenTosinepusie 85 %, mumdorutst 10 %, MOHOITUTEI
2%, remorno6un 130 r/m, spurpounTts! 4,48%10°, TpomMbO-
mutThl 495%10°, COD 45 mm/uac. B OHOXMMUYECKOM aHAIH3E
KpOBHM — acnaprarrpancamunasa 23,3 En/n, ananuHTpaHca-
muHaza 14,5 En/n, kpeatuHuH kpoBu 125 MKMOoIb/11 (pede-
peHcHbIe 3HaYeHUS 75—110 MrMonb/i), CK® 61,2 mu/MuH
(XBII C2), moueBas kucnota 199,7 MKMOJIB/1, TITIOKO3a
kpoBH 4,19 MmMoube/n, C-peakTuBHBIN Ociiok 44,4 Mr/n, Ha-
Tpuit 139 Mmmoune/n, kanmi 5,2 MMoIe/i1, Xiop 104 MMoOTB/I.
[TaumeHTy BBHINOTHEHBI OAKTEPUOIOTMYECKHH TTOCEB MOYH —
pocTa He JiaJ, aHajiu3 KPOBH Ha CTEPUIIBHOCTD — pocTa He Jajl.
B o0meMm ananuze Mouu Habromanack MPOTEHHYPUS
1o 0,28 r/n, spurporurypus 1o 15 B 11/3penus.

[To nanHBIM MHCTpYMEHTaIbLHOTO 0OcenoBanus Ha DKI
BBISIBJICHA THIIEPTPO(HUS JIEBOTO Kenynouka. [1o naHHBIM
KOMITBIOTEPHOH TOMOTpa)uu OpraHoB I'PYAHOHN KIIETKH
otT 25.09.2025 — B J1€eTOYHOM TKaHU NaTOJIOTHYECcKUe 00b-
eMHBIe 00pa30BaHus, CBEKHE 04aroBble 1 MHQMILTPAaTHBHBIC
n3MeHeHHs He oOHapyxkeHsbl. [Ipn ynbpTpa3ByKOBOM HCCIIEN0-
BaHUM OpraHOB OPIOIIHOM mosocTh oT 26.09.2025 BeIsSBICHBI
nuddy3HbIe I3MEHEHNS TTeUYeHH, TeMaHTHOMBI TIPaBOH JOJIN
redeHu, TuQQy3Hble U3MEHEHUS OIKEITyTOUHON KeTe3bl,
MapeHXMUMBI oueK. Jxokapanorpadueii ot 26.09.2025 BrisiB-
nena HopmanbHas reomerpus JOK. Cucronndeckast GyHKuns
JIX coxpanena, muacronnyeckas pynkuus (JDPIDK) ne uz-
MeHeHa. Kameps! cepana He pacmmpensl. Peryprurtanus
MHUTPAJIBHOTO KjanaHa |-i cTerneHu, TPUKYCIHIaJIbHOTO
knanaHa 1-if creneHu. 30HBI HApYIIEHUs JIOKAJIbHOU CO-
KpPaTUMOCTHU HE BBISIBICHBI.

T'enemuueckuii ananu3s: BHIIOTHEH TEHETUYECKUI TECT —
B 3-M 3k30He reHa NLRP3 oOHapy»keH aToreHHbIH BapyUaHT:
c778C>T (p.Arg260 Ter; rs121908150) B reTepo3uroTHOM
COCTOSIHUU.

Juazenos. Ha ocHOBaHNY aji00, aHaMHe3a, KIIMHUYECKHX,
71a00paTOPHBIX U MHCTPYMEHTAJIBHBIX TAHHBIX ObLT yCTAHOB-
JICH TUAarHO3: KPUORUPUH-ACCOYUUPOBAHHBIU NEPUOOUYECKUTLL
cuHopom, KiuHuueckuil eapuanm Maxna — Yannca, ¢ nopasice-
Huem Kodicu (KpanueHuya), Cycmasos (apmpum, apmpaneus),
0p2ar06 3peHus (PeyuousUpyIoUWUl KOHIOHKMUGUM), OP2AHO8
CNyxXa (CeHCOHe8panbHas My20YXOCHb), C UCXOOOM 8 03MOIC-
HbLL amMunoudos nouex. Mugepmunvnocme.

[ManmenTty ObUTa Ha3HAUYEHA TEpaUs TCHHO-UHKECHEP-
HBIM OMOJIOTHYECKHM TIPETapaToM U3 Pyl HHTHOUTOPOB
uHTepielikuHa- 13 — anakuupa B 103e 100 MI/CyT MOAKOKHO.
Ha ¢done xypcoBoii Tepanuu orMedansack ObICTpasi KIMHUKO-
naboparopHas JUHaMHKa. Yke Ha 3-i JeHb Tepanuu HOp-
MaJIM30BaIach TEMIIEpaTypa Tea, Ha 5-i JeHb NOJIHOCTHIO

KYNIMPOBaHBI KOXKHBIE ITPOSIBJICHUS, © OHH HE PELUUBH-
poBaiy, B aHAIN3aX KPOBHU CHIDKEHHE JICHKOLIUTOB KPOBU
1o 7,6x10°, tpom6boruToB 10 400x10°, CPb mo 13,5 mr/m,
B aHaJIM3aX MOYM CHHU3WIACH poTenHypus 110 0,2 r/cyT.

B nanpHeimemM riaHupyeTcs IepeBosl NanueHTa Ha HH-
rubuTop uHTEepineikuHa 1b — kaHakuHymab B o3e 150 mr 1
pa3 B 8 Heelb.

Oobcy:xnenue

Kak ciemyer U3 npeacTaBIeHHOTO ONUCAHMS, Y HaOI0-
nmaemoro Hamu nanueHTa CAPS neOroTupoBan B 1eTCKOM
BO3pacTe, OAHAKO, HECMOTPS Ha TIOBTOPHBIEC 00paeHus
K eAMaTpy U HaJIM4Me CEMEMHOro aHaMHe3a, 9TO TeHeTHYe-
ckoe 3a0oseBanue He OBUIO 3ar003peHo. B nocienyromem
MaLUEHT IPEANPHHUMAT MHOTOKPATHBIE TIOIBITKA YCTAaHOBUTh
MIPUYHMHY COXPaHSIONUXCS CUMIITOMOB U HapacTaHUs UX
YacTOTHl U HHTEHCUBHOCTH C TEYCHHEM BPEMEHH, 0COOCHHO
¢ 30-nerHero Bo3pacta. B uncno cnennanucTos, yuacTBOBaB-
IIMX B KOHCYJIBTHPOBAHUU M 00CIIEI0BaHNH MTAIMEHTA, ObLIH
BKJIFOUEHBI TEPANEBT, 1€PMAaTOIOL, alIeproI0r-HMMYHOJIOT,
racTpO3HTEPOJIOT, TPABMATOJIOT, YPOJIOT, HEQPOJIOT, OTOPH-
HOJIAPUHTOJIOT, F€MATOJIOT, PEBMATOJIOT.

Ha srane amOynaropHoro oocieioBanus B CBSI3U € IIpe-
oOiagaHnneM B KJIMHUKE 3a00J1eBaHMUS KOXKHBIX TPOSIBICHUI
MalMeHT JJINTEIbHOE BpeMsl HaOJIofaIcs y JepMaToiora
Y ajuleproyiora, OAHAKO IPOBOAMMAS JIOKAJIbHAs TEpaIus
Opu1a HeapPekTuBHONW. OTHOCHTENIBHO OJIArONPUSATHOE
TedyeHue 3aboseBaHus y HabII0aeMoro rnanueHTa 6es3 pas-
BUTHS [TOPAKEHUS )KM3HEHHO BaXKHBIX OPraHOB HE BHI3BIBAJIO
TPEBOTH y KYPHPOBABILUX €ro crenuanuctos. OCHOBaHHEM
K OoJiee NIyOOKOMY aHaIM3y KIIMHUYECKONH KapTHHBI 3a-
OosieBaHus Ha aMOyJIaTOPHOM 3Tare CTaJIO MOBBIIICHHE
ocTpo(a3oBBIX MMOKa3aTejaeii KPOBH, OSIBJICHUE ITPOTEH-
HYpPHH, TOBBIIICHNE YPOBHS KPEaTUHUHA, pa3BUTHE ap-
TepUaIbHON TMIEPTEH3UH, YTO 3aCTABUIIO NPEANON0KUTh
BOCIAJIUTENIBHOE [TOPAKEHUE TI0YeK (IIIoMepysIoHePHT),
OJTHaKO I'eHEe3 ero He OblI YCTaHOBJICH, U MALUEHT MOTyYall
TOJIBKO CUMIITOMaTH4eCcKoe JeueHue. [laruenT npoxoamn
o0ce1oBaHNe U Y OTOPHHOJIAPUHTOJIOTa, OBLT yCTaHOBIICH
JUarHO3 «CEHCOHEBPAJIbHAS TYTOyXOCTbY», OJHAKO IIPUYHHA
MOSIBIICHUS TAKOU MaTOJIOTUH B MOJIOAOM BO3pPACTE HE BhI-
3BaJIa JOMNOJHUTENBHBIX BOIIPOCOB y CHEUANIUCTa. YKe
Ha aMOyJaTOpHOM 3Tare ObUIO TPOBECHO pa3BepHyTOE J1a00-
paTopHOE ¥ MHCTPYMEHTAJIbHOE 00CIIeI0OBAaHHE, PE3YIIbTAThI
KOTOPOTO MO3BOJISIHN 3aI0A03PUTH ayTOBOCHAIUTEIbHBII
CHUHIPOM, HO HE OBIJI yTOUHEH HACJICICTBEHHBIH aHAMHE3
1 HE NPUHAT BO BHUMAHHE CUCTEMHBIN XapakTep HOPaKeHUsL.
3akIroueHue peBMaToJIora NOMUKIMHUKY CBUETENBCTBYET
0 TOM, YTO HE HCKIII0YaJI0Ch CUCTEMHOE 3a00JIeBaHUE CO-
€JUHUTEIbHON TKaHM, XOTSI HALIUEHT HE COOTBETCTBOBAI
JIMarHo3y CUCTEMHOU KpacHOU BOIYaHKHU. TeM He MeHee
JaHHOE IPETON0KEHUE SIBUJIOCh OCHOBAaHUEM JJI IOBTOP-
HOTO 0OpalIeHus IMalueHTa K PEeBMaTOoJIOTy yXKe Ha YPOBHE
CTAalMOHAPHOW CHEeNUaTIN3UPOBAHHON MOMOINIH, YTO MO-
3BOJIMJIO MPUUTH K IPaBUIBHOMY JUATrHO3Y.

Ciienyet OTMETHUTH, UTO y HaOJII0AaeMOro MmaueHTa
JUIUTEIBHOE BpeMsl IPUCYTCTBOBATIN TUIIMYHBIE KIIMHUYEC-
kue nposiienust CAPS, coueraromuecs ¢ ocTpoha3zoBEIMU

e-mail: medalfavit@mail.ru

MeanumHCKMIM aAdpaBUT Ne28 /2025. PeBmaToAorus B obLLLeM Bpa4ebHOM NpakTike (2)



MapKepaMu BocnasieHus. J{uarno3 Obur BepupUIMpoBaH
C NMOMOIII0 FTEHETUYECKOrO aHAJIN3a, KOTOPBIH O3B0
BBIIBUTH XapakTepHyto 1ist CAPS myranuto rena NLRP3.
Oco0oro BHUMaHUS 3aCITy>KUBAIOT MPU3HAKH TOPAKEHUS
rmoyek (MOYEBOIl CHHIPOM B BHJI€ CTOMKOI IPOTEHHYPHH,
MuKporemarypuun u cHmxkenne CKd), koropsie, ckopee
BCETO, SIBJISIFOTCS CIEICTBUEM aMMJION103a MTOYEK, BIIOJIHE
BEPOSITHOTO IIPH CTOJIb UINTEILHOM TEUCHUH 3a00JIeBaHHS
U B OTCYTCTBHE NTaTOr€HETUYECKON Tepanuu. /luaruos amu-
ou03a GOpPMYyIUPYETCs KakK MPEATOI0KUTENbHBIN, T. K.
BepHudUKaus aMuIon103a moyek Tpedyer HepoOuoIcu.
Eme onHa kiMHUYecKas cuTyanys, Ha0ronaemMas y aryenTa,
TpeOyeT aHa3a — 3To My)ckoe Oecruroane. He uckimouaercs,
YTO HHPEPTUIHHOCTH 00YCIIOBJIEHA MTPSIMBIM BO3JICHCTBHEM
CHUCTEMHOI'0 ayTOBOCIHAJICHHUS Ha TCHEPATUBHYIO (DYHKIHUIO.
CnenyeT OTMETHUTB, YTO IIPU PSAJAE ayTOBOCHAIUTENIBHBIX
CHHJPOMOB, B YACTHOCTHU IIPU CEMENHOI cpeau3eMHOMOP-
CKOM JIMXOpajKe, BCTpedaeTcs: peHOMEeH HH(EPTUIBHOCTH
KaK y JKCHIIVH, TaK U y MY>K4HH.

Penxas BcTpe4aeMOCTb KpHOIMUPUH-ACCOLIMUPOBAHHOTO
CHH/IpOMA M HEJJ0CTAaTOYHasl MH(OPMHUPOBAHHOCTH Bpauei
Pa3INYHBIX CelHalbHOCTEH 00 3TOM OopdaHHOM 3ab0Ite-
BAaHUU MpUBENHU K no3aHei nuarnoctuke CAPS u HecBoeB-
pEeMEHHOMY Hayaly OMOJIOTHYECKOH Tepaliu HHIHOUTOPOM
nHTenelikuHa- 1. Tem He MeHee y)ke Ha paHHUX CPOKax Jie-
yeHHs OblUIa MOJTydeHa YeTKas MOJIOKUTENIbHAs JTUHAMHUKA
KJIIMHUYECKUX U J1a00paToOpHBIX ITOKa3aTeilel, 4T0 TOBOPUT
0 HEOOXOJMMOCTH JJTUTEILHOTO TPUMEHEHUSI HHTHOUTOPOB
WHTeNelKnHa- 1 B 1u1st npeaynpexaeHns penuauBoB 3a00-
JIEBaHUS U MPO(HUIAKTUKY MPOTPECCUPOBAHUS OPTraHHBIX
MOpPa’KEHUHM, BKIIIOUasi aMUIION 103 TTOUEK.

BruiBoaBI

Ha mpencraBneHHOM KIMHUYECKOM HaOIIONEHUH TTPO-
JIEMOHCTPUPOBAHO, YTO JTUATHOCTUKA ayTOBOCHAIUTENb-
HBIX CHCTEMHBIX 3a00s1eBaHMil, OOBIYHO J€0I0THPYIOMNX
B JIETCKOM BO3pacTe, KaK IPaBWIO, ObIBAET 3aTpyJHEHA
13-32 PEJKOM BCTPEYaeMOCTH STHX OOJIE3HEH, a TaKkKe n3-3a
HEJ0CTATOYHOH HACTOPOXKEHHOCTH CIIELIUATIUCTOB PA3HOTO
npoduiis, B T.4. NEAUATPOB, B IUIAHE IIEPUOINIECKUX JIH-
Xopazok. Y HaOIogaeMoro HaMu NaleHTa MpaBUIbLHBINA
JIrar"o3 OpuI ycraHoBieH criycTs 30 et ot aebiora 3a-
OoseBaHMUs yKe Ha CTaJli HEOOPaTHMBIX OPTaHHBIX TOpa-
JKEHUH, TaKUX KaK CEHCOHEBpalbHas Tyroyxocts, XbII C3,
BO3MOXHBIH aMHJIOU03 oYeK. ENMMHCTBEHHBIM METOIOM
JIeYeHHsl, CIOCOOHBIM KyIIMPOBaTh NMPOSIBIECHHS 3a001eBaHNs
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Y IPEIOTBPATUTH WM 3aMEUINTh IPOTPECCUPOBAHNE JKH3-
HEYTI'PO’KAIOIIEro TOPAKEHHS MOYEK, BKIIOYast BTOPHUHBIN
aMUJION103, SIBISIETCSI HIPUMEHEHNE TeHHO-MH)XEHEPHBIX
OMONIOrMYECKHX IIPEenapaToB — HHI'MOUTOPOB MHTEPIIEHKNHA
1b. Mnnnmanus yka3aHHOW Teparuy y rnanueHTa IpuBeia
K CyIIECTBEHHOM MOJIOKHUTEIBHON KIMHUKO-1abopaTop-
HOH nuHamuke. TakuM oOpa3oM, HOBBIIIEHHE HHPOPMH-
POBAaHHOCTH Bpaueil pa3IMuHbIX CIEHUAIBLHOCTEH O PEAKUX
ayTOBOCHAJINTEIIBHBIX 3200J€BaHUSAX O3BOJIMT yIyUIIUTh
JINarHOCTHKY KPHUOIIMPHUH-aCCOLMUPOBAHHOTO MEPUOIH-
YECKOT0 CUHAPOMa, COKPATUTD JUTMHHBIN ITyTh NMallHEHTa
K TIPaBHJILHOMY JMarHo3y ¥ CBOEBPEMEHHOIN MHUIIMALNA
HaubOosee 3P PeKTUBHOI Teparnu.
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