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IIposigaenus co cmoponst acenydouno-kuuweunozo mpaxkma (XKKT), maxue kak 6016 6 dcugome, mowHoma, peoma, ouapes, A8AA10Mcs 4a-
CMbIMU CUMRIMOMAMU aYMO80CNarumensHoix 3abonesanuii (AB3). Abdomunanvhas cumnmomamuxa, ompaxcarouyas cepo3um, npeocmaes-
em cob60tl 00uH U3 Hauboee BaNCHbIX KAACCUPDUKAUUOHHBIX U OUACHOCIMUYECKUX KDUMEPUEE KAACCUUecK020 MOHo2eHH020 AB3 (MAB3) — ce-
MmetiHotli cpeduzemromopckoii auxopaoxku (CCJI). Heceoespemennas duaenocmuxa CCJI Hepedko npusooum K He0O0CHOBAHHbIM XUpypeuye-
cKUM emeuamenscmeam. AOOOMUHANbHBIMU CUMRIMOMAMU MO2YM NPOAGAAMbCA U Opyeue nepuoduyecKue Auxopaoku, 00OHAKO 6 Ux OUaeHo-
cmuvecKue NPU3HaKu mu CUMRMoMbl He 6xo0am. K makum 3a604e6anusm omHOCUMCS npedcoe 8ceeo nepuoouvecKuil CUHOPOM, accouul-
POBaHHbIIL ¢ Mymayueil eeHa peyenmopa gaxkmopa Hekpoza onyxoau o — TRAPS. OcnosHbimu mapeemuvimu npenapamamy 045 Ae4eHus
TRAPS cayncam uneubumoput unmepaeiixkuua 1 (uMJl1). B Poccuu 3apeeucmpuposar ulJl 1 kanaxumnymad, komopblii npedomepaujaem pas-
sumue opeanHbIX nospedcoerull, ¢ mom ucie co cmoporvt KKT.

B cmamue npedcmaeneno kaunuueckoe Habardenue couemanus Kaaccuveckux nposenenuii TRAPS (auxopadka, coinb, nepuopoumanbHulii omex,
apmpum, nogvluieHue ypogHs 0Cmpopazobix MapKepos 80CNANCHU) C BbIPAICCHHbIMU AOOOMUHANUIMU 80 8DEMS NPUCMYNOE U (OPMUPOBAHU-
em mAdicenoli cnae4Holl 604e3HuU, Ymo npueeno K npoOo0eHUr0 KUWKY U SKCMPEeHHOMY XUpypeueckomy emeuiamenscmey. Pazeumuro ypeenmmo-
20 060cmperuUs ChocoOCME068anU OAUMENbHAS NEPCUCIEHUUS 60CNAAUMENbHbIX amaK 00 HaYana mepanuu, Hapyuienue pexcuma éeedenust uMJI 1.
Taxum obpasom, y nayueHmos ¢ msadicenbimu 2acmpouHmeCmMuHanbHbIMU NPOSIBACHUAMU, XAPAKMEPUIYIOUWUMUCS NPUCMYNO0OPA3HbIM MedeHU -
em, HeoOxo0umo éxarouame TRAPS 6 dughgheperuuanvho-ouaenocmuueckuii kpye. Taxue nayueHmot HyHCOAOMCS 8 C60€6PEMEHHOM HAZHAUEHUU
mapeemHoil mepanuu, 4emKoM co0a00eHUuU 003bl U UHMEPBAN08 MedCOy 86e0eHUSMU NPEeNapamos, MujamensbHoM MOHUMOPUH2e C Ueablo npedom-
8PAUEHLS CEPbE3HbIX OCA0JICHEHUL CO CIOPOHbI BHYMPEHHUX 0peanos, @ mom uucie XKT, u nesamedaumenvroll ux KoppeKyuu.
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CMUHANbHBLE NPOSGACHUS.
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Gastrointestinal (GI) manifestations, such as abdominal pain, nausea, vomiting, and diarrhea, are common autoinflammatory disease (AID)
symptoms. The abdominal symptomatology reflecting serositis is one of the most important classification and diagnostic criteria for the classic
monogenic AID (MAID) — familial Mediterranean fever (FMF). Failure to timely diagnose FMF frequently leads to unjustified surgical inter-
ventions. Other periodic fevers may also present as abdominal symptoms; however, the latter are outside their diagnostic features. These diseases
include, first of all, tumor necrosis factor receptor-associated periodic syndrome (TRAPS). Interleukin 1 (IL1) inhibitors serve as the major
targeted drugs for the treatment of TRAPS. Russia has registered the IL1 inhibitor canakinumab that prevents the development of organ dam-
ages, including those in the GI tract.

The paper describes a clinical case of the classic manifestations of TRAPS (fever, rash, periorbital edema, arthritis, and elevated levels of acute-
phase inflammatory markers) concurrent with severe abdominalgia during attacks and with the development of severe peritoneal adhesions,
which led to bowel perforation and emergency surgical intervention. The prolonged persistence of inflammatory attacks before the initiation of
therapy, as well as violation of the IL1 inhibitor administration regimen facilitated the development of an urgent exacerbation. Thus, TRAPS
should be included in the differential diagnostic circle for patients with severe gastrointestinal manifestations characterized by an attack-like
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course. These patients need timely prescription of targeted therapy, strict adherence to the dosing and intervals between drug administrations, and
careful monitoring to prevent serious complications with the visceral organs, including the gastrointestinal tract, and their immediate correction.
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AyToBocTianuTeNnbHbie 3a001eBaHns (AB3) mpencraBisgioT
c000i1 HeTaBHO BBIAEJICHHYIO TPYIIITY PENKUX 3a001eBaHUM, KO-
TOpbIE XapaKTEePU3YIOTCSl HATUUYUEM XPOHUYECKOTO WU PeLU-
JIVBUPYIOLIETO CUCTEMHOTO BOCHAJIEHMSI U YacTO Pa3BUBAIOTCS
0e3 npoBouMpyux pakTopos [1, 2]. DTH pa3HOpPOAHBIE 3200-
JIEBaHUSI TIPOSIBIISIIOTCSI B OCHOBHOM 3TIM30/IaMU JINXOPAIKUA B
COUETAaHWU C KOXHOU CBHITIbIO, OOJTBIO B CyCTaBax, KMBOTE U MO-
TYT IPUBOAUTH K XPOHUYECKUM OCJIOKHEHUSIM, HATIPUMEP aMU-
nounosy [3—6]. UmetoTrcs 1 apyrue Xu3HeyrpoXaroume oCaox-
HeHuss AB3, oOyciioBjlieHHBIE TIEPCUCTEHIIMEH BOCHaleHUs, K
KOTOPBIM OTHOCSITCSI TIPOSIBJIEHHSI CO CTOPOHBI KeJTYTOIHO-KH-
eyHoro TpakTa (KKT). OqHum u3 moHoreHHbix AB3 (MAB3)
HapsiIy ¢ ceMeifHOl cpeam3eMHOMOpcKoi muxopankoit — CCJI
(Familial Mediterranean fever, FMF), cunapoMoMm runepummy-
HomtoO0ynuHeMuu D / cuHapoMoM neduiinta MeBaloOHaTKUHA-
3b1 (Hyperimmunoglobulinemia D-syndrome / Mevalonate
kinase deficiency syndrome, HIDS/MKD) u npyrumu AB3, ipu
KOTOpPBIX 0OJIb B XMWBOTE M TIPOYME TaCTPOUHTECTUHAIbHBIE

CHMIITOMBI CYNTAIOTCST 3HAUMMBIMU TTPU3HAKAMH, SIBJIICTCS TIe-
PUOAVYECKMIT CUHAPOM, acCOIIMUPOBAHHBIN ¢ MyTalldeil reHa
peuentopa (aktopa Hekposa omyxoau o (Tumor Necrosis
Factor Receptor-Associated Periodic Syndrome, TRAPS; cwm.
Ttabauiy) [3].

TRAPS — 3a0osieBaHue, XapaKTepU3yloleecs ayTOCOMHO-
MIOMUHAHTHBIM TUTIOM HAacJIeAOBaHUS, 0OYCIOBICHO IeTepO3U-
rotHoii myraumeit reHa TNFRSFIA, pacroioXXeHHOTO Ha KO-
POTKOM T1j1eye 12-ii mapbl XpOMOCOM M KOJMPYIOLLEro peLenTop
¢akropa Hekpo3sa onyxoiu I tuna (55 x/la). TRAPS otHocuTCs
K TpyImIie MOHOTEHHBIX MEPUOANYECKUX JTMXOPATOYHBIX CHH-
npoMoB [7]. TlposiBisieTcst mepUoANIECKUMUI IMU30aMU JINUXO-
panKu JUIMTETbHOCTHIO 7—20 mHeit, 601e3HeHHBIMU MUTPUPYIO-
IIAMH 3PUTEMATO3HBIMU WJIA KOJIbIIEBUIHBIMU BBICHITIAHUSIMU,
MHTEHCHBHOI 0O0JIbIO B (KUBOTE U IPYIH, TOPAKEHUEM TJ1a3 (me-
PUOPOUTATIbHBIN OTEK U TUIIEPEMUS BEK, KOHBIOHKTUBUT), apT-
pajTUSIMU/apTPUTOM, MUATTUSIMU, HoBbIIIeHHeM COD, ypoBHS
CPB, SAA (6ejiok ceiBOpoTOYHOro ammiiounnga A) [3, 5, 6, 8—11].

Kimnuko-nadoparopHas u nemorpaguyeckas XapaKTepucTHKa OCHOBHbIX MAB3
Clinical, laboratory and demographic characteristics of main monogenic autoinflammatory diseases
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ITpumeuanune. CAPS (Cryopyrin-associated periodic syndrome) — KpuonupuH-acCOUMMPOBAHHbBIE TIEPUOANYECKUE CUHAPOMBI; Al — ayTOCOMHO-10-

MMHaHTHBII, AP — ayrocomHo-penieccuBHblii; CAM — CUHIPOM aKTUBALlMM MaKpoharos.

Note. CAPS — cryopyrin-associated periodic syndromes; AD — autosomal dominant; AR — autosomal recessive; MAS — macrophage activation syndrome.
|
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Kak mpaBuio, 3abosieBaHMEe HauYMHAeTCsl B JETCKOM BO3pacTe
(MenuaHa 4 roma), oHaKo vaile, yeM apyrue MAB3, moxeT pas-
BUBATbCS Y B3POCIIbIX. ¥ HEKOTOPBIX MAllMEHTOB CUMIITOMBI 3a-
0oJIeBaHUSI U TIOBBIIIICHWE YPOBHSI OCTPO(a30BBIX MapKepOB
WMEIOT TIPOJIOHTMPOBAHHOE TEYCHHUE M COXPAHSIOTCS MEXIY
arakaMu. YacTtoTa pa3BUTHUSI aMUIOUI03a 0e3 JIeYeHUsI COCTaB-
nstet 15%. IanyeHThl ¢ MyTalMsIMU, 3aTPariBarOIIMMK IIACTSH -
HOBBIE OCTAaTKU B OEJIKOBOI MOJIEKYJIe, UMEIOT 0oJiee BbICOKUIA
PUCK TSKEJI0ro TeueHus 00JIE3HU U Pa3BUTUS aMUJIOUI03a.

OnHuM 13 3(hGHEKTUBHBIX METOIOB TEPAITUH SIBJISIETCS TIPH-
MeHeHMe MHruouTopa nnrtepieiikuna 1 (nMJ11) kanakuHymaoa,
KOTOpBI B HOsiOpe 2016 I. Ha OCHOBAaHUM PE3YJIBTATOB MEXIY-
HapOIHOI0 MHOTOIIEHTPOBOTO UCCIEI0BAHUS ObLT 3apETUCTPU-
poBaH s JeuyeHus naureHToB ¢ TRAPS, B Tom uucie B Poc-
cuiickoit @enepaumu [12].

TpamuIIMOHHO CYMTACTCS, YTO OCTpasi 00JIb B XKUBOTE SIBJISI-
eTCcs OMHUM U3 MaTorHoMOoHUYHBIX cuMnToMoB CCJI, B couera-
HUU C STHUYECKON MPUHAMIEKHOCTHIO 3TO CTAHOBUTCS MPaKTH -
YecKHu yKazaHMeM Ha auarHo3. OJHaKko, Kak MOoKa3blBaeT OIbIT,
BBIPAXKEHHBIN a0JOMUHAJIBHBINA CUHAPOM MOXET ObITh HE MOC-
JIETHUM CUMIITOMOM U y MalMeHTOB ¢ ApyrumMu AB3, B yacTHO-
ctu ¢ TRAPS. Onmcanne Takoro cirydast Mbl TIpUBOIUM B JTaH-
HOI MyOJUKALUU.

Kaunuueckoe nabarooenue

Hayuenmea I1., 13 nrem, enepsole eocnumanu3uposana é peé-
mamonoeuveckoe omoenenue OIBHY «Hayuno-ucciedosamens-
cKkull uHcmumym peemamonoeuu um. B.A. Haconosoil» 6 mapme
2015 e. ¢ acarobamu Ha nepuoduyeckue (Kaxcovie 2—3 Hed) InU30-
dbl auxopaodku, colnu, nepuopouUmMatbHoO20 omexa, apmpuma, 604u
6 ocusome oaumenvHocmuro 10—20 oneii. boavna npakmuuecku ¢
DPOdICOeHUS, K020a CIAAU 0mMme4amscs SNU300bl MAKYAE3HOL CbinU.
C 3-mecaunoeo eo3pacma — excemecsuHvie n00seMbl MeMnepany-
pot 0o 39,6—40,4 °C npodoaxcumensrocmoto 10 dueii (6 psde cay-
uaes 00 20 OHell) co CAUBHOU MAKYAE3HOU U KOAbYCBUOHOU CbINBIO,
MUANUSMU, APMPANUAMU, KOHBIOHKIMUBUMOM, NePUOPOUMAanbHol
IPUMEMOI, 3HAUUMENbHBIM NOGbIUEHUEM YPOBHS 0CMPOdAa308bix
mapkepog (COD, CPb, o:-enobyaunsl, aeiikoyumos, anemus). An-
MUHYKAeapHblil hakmop, peemMamoudHsiic pakmop, anmumenda K
UYUKAUYECKOMY UEMPYAIUHUDOBAHHOMY NenmuUdy OmpuyamenvHoie.
Ilo mecmy xcumeavcmea ycmanogieH 0uaeHo3 HeduggepeHyupo-
8aHHO20 KoanaeeHo3da. B eospacme 1 eoda npednpunumanace no-
NbIMKA HA3HAYeHUs HecMmepoUOHbIX NPOMUB0BOCHANUMENbHBIX
npenapamos, 00HaKo aghghexma He noayuero. B nocaedyrouem npo-
600unace NyavCc-mepanusi Memuanpeonu-

Puc. 1. Dpumemamosnvie KoavyeuoHbvle GbICHINAHUS
vy nauuenmxu H., 13 aem, ¢ TRAPS (a — 2)
Fig. 1. Erythematous annular rashed in patient N., aged 13 years,
with TRAPS (a—d)

BUOHBIX 2/1eMEHMO8 HA KoJice epyou, CnuHbl, naeu, seoouy (puc. 1),
eunepemuell KOHsBHOHKMUSE, 0me4HOCmbio 6ek (puc. 2). Jlumgpoadero-
namuu He ommeuero. bonv 6 mvluyax eepxnux KoHeuHocmeil npu
dsudicenuy. Dnuzo0bl apmpumos KOAeHHbIX CYCMAB08, BbIPANCEH-
Holl 6oau 6 ycusome. B neexux — eesukynsproe ovixanue, Xpunog
nem. Tonwl cepdya 36yunvie, pummuursle. Yacmoma cepoeurwix co-
kpaweruii — 98 6 munymy, apmepuanvioe oaénrerue — 95/45 mm
pm. cm., yacmoma Ovixanuss — 24 ¢ murnymy. I[Ipu narvnayuu scu-
60Ma 8bIABAANACH O0NE3HEHHOCMb 8 NPABOM NOOpedepbe U INUACH -
puu. Onpedensinocs yeeauueHue neveHu (neueHb biCmMynaia Ha 5 cm
u3-no0 kpas pebepHoli 0yeu) 80 8pems NPUCMYNo8 U HOpMaru3ayus
ee pasmepos medxcoy amaxamu. Cene3eHKa He NAAbAUPOBAAACD.
Ommeuanuce 6046 (2 6ansna) u oepanuuerue osumxcenuil (1 6ain) 6
000UX NY4E3aNACMHbIX CYCmagax, Oequeypayusi U 0epaHu4eHue
deudicenuil 6 KoaeHHbix cycmasax. llpu obcaedosanuu 6o epems
NpUCMynog viaeaeHa 8vicokas aabopamopras akmusrocms: CO9 —
43 mm/u, aeikoyumosz — 23,5 moic., CPb — 211 me/a (nopma
<5 wme/n). Ilyavc-mepanus eatokokopmukoudamu nymem 00HO-
KPamno2o 6HympugeHHo2o éeedenus oopuiéara amaky. Cocmosinue

Mexucoy amakamu OMHOCUMENbHO YO08ae-

3040HOM, HA 2-M 200y JHCU3HU OblA HA3HA-
YeH NPeOHU30N0H 6 Cmapmosol 003e
10 me/cym, nabarodancs ebipaiiceHHblil -
hekm, ucuezasuiuii no mepe CHUdICEHUs 00-
3bl. [lnasmaghepes yxyodwan cocmosnue.
Buvinoansnuce cenemuueckue ananusvl Ha
CCJI (monekynspuo-eeHemuueckoe uccie-
dosanue eena MEFV) u 6one3ns lowe —
MYymayuii He 8bl516/1€HO.

Bo epems eocnumanuzauuu ¢ PrbHY
«Hayuno-uccaedosamensvckuii uncmumym
pesmamonoeuu um. B.A. Haconosoir» na-

meopumensHoe.

Buinoaneno monekyaspHo-eenemuue-
cKoe uccaedoganue: Memooom npsmoco ce-
\ KBEHUPOBAHUS NPOBeDeH YACMUYHbIIL AHA-
auz eena TNFRSF1A. Hccaedosanwl 2Kx30-
\- Hol 2, 3, 4. B ax30He 3 6bis61eHA 0OHOHYK -

sneomudnas 3amena c295T>C ¢ cemepo3u-

2omHom cocmosiHuu. JlanHoe usmeHeHue
’ npugoodum K 3amere AMUHOKUCAOMbL 8 NOC-
nedosamenvrocmu Oeaka pCys99Arg u
onucano 6 6aze HGMD (The Human Gene
Mutation Database) kax namoeerHoe

ont00anocey 0éa npucmyna 3a001e6aHUsl,
COnpo8oNCOasUIUXCS (PeOPUNbHOL AUXOPAd-
Kol do 40,4 °C, caueHoil He3yoawell 3pu-
MeMamo3HOll CbINbI ¢ HAAUYUEM KOAble-

146

Puc. 2. Ilepuopbumanvhoiii omex y
moii xce nauuenmku (a, 6)
Fig. 2. Periorbital edema in the same
patient (a, b)

(CM043874). duaenoz TRAPS nodmeep-

JHCOeH € 8bICOKOI 8ePOSMHOCMbBIO.
Tlayuenmka 6vina exaoueHa 6 meduc-

JyHapooHoe MHO2OUeHMPOoBoe UCCAe006a-
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HUe No NpUMeHeHUr) KAHAKUHymaba npu aymogoCnanrumenbHbix
cunopomax [12]. 25.02.2015 e. evinoanena nepeas uHseKyus npe-
napama. B danvHeiiuem 66edenue KaHAKUHyMada ocyuecmensnoch
ambynamopro ¢ PIBHY <«Hayuno-uccaedosamenvckuit uncmu-
mym peemamonoeuu um. B.A. Haconoeoil» ¢ coomeemcmeuu c
mpebosanusmu npomokosa 6 0oze 150 me 1 paz é 4 ned, umo npu-
6€10 K KYNUPOBAHUK) OCHOBHbIX NPOS8ACHUL 3a001e6aHUS U CHUICE-
HUI0 YposHs nabopamoproil akmusrocmu. Jlo dekabps 2015 e. cum-
nmomuyl 3a60ae6anus omcymemeosanu. Ilpu nonvimke yseauuums
unmepean medxucoy esedeHusmu npenapama 0o 8 veo 6 oexaope 2015 e.
OMMeUeHbl Peyuous unepmepmuu, Coinu, GbiCOKOLU 2YyMOPANbHOUL
akmugHocmu, 5nu3006l duapeu, MoutHOmbl, pEomsl, 00AU 8 JHCUBO-
me, 6 C8A3U C UeM UHMepP8an Mexcoy 66e0eHUsMU KaHaKkuHymaoba
6H08b Obl1 YMeHbuleH 00 1 pasa é 4 Hed, umo npuseno K cmaoduiu-
3ayuu cocmosinus. B nosope 2018 e. 6 césa3u ¢ nepepbleom 6 neuenuu
Hab00anUCh NOBMOPHBLIL peyudus cunepmepmuU, colnu, 604U 6 cy-
CMaAsax, 6 MoM HUCAE 8 GUCOUHO-HUICHEUeNOCMHOM (He M02Aa Om-
Kpblmb pom), yeeauueHue wetiHol epynnsl AUMpamuueckux y3108,
cxeamkoobpasHas 601e 6 xcusome, nosviuenue COD do 82 mm/u,
yposrsa CPb do 310 me/a (nopma <0,5 me/0n), aeiikoyumo3 0o
19 moic. (Hopma do 13,2 moic.), chuxcerue yposts Hb 0o 8,7 e/on
(Hopma 12,0—16,0 2/0n).

B c6s3u ¢ majcecmpio cocmosiHusl, AUXOPAOOUHBIM CUHOPOMOM
0bla nOBMOPHO nposeder OuazHOCMU4ecKuil Nouck. Bummoanena
KOMHNbIOMeEPHAs MOMo2paghus 0peanos epyoHoi Kaemku — namono-
euu He sviaeneno. Ha ghone neiikemoudnoil peakyuu kposu (mema-
muenoyumnt 1%; muesoyumor 1%, onacmeor 1%) nposedena mpena-
HOOUONCUSL KOCMH020 MO0324 — 310KAYECMEEHHO20 3a001e6aHUS
Kposu He o6Hapyxcero. Ha ghone nHapacmarowjeil KAUHUKU «OCMPO-
20 Jcusoma» 6 dexaope 2018 e. blnoaHeHa IKCMPeHHAs 1anapomo-
MU — OuaeHOCMupos8anvl nepgopayus nonepeurol 0060004HOI
KUWKU, PAcnpocmpaneHHblil cepo3HO-uOPUHO3HbLI NepUmMOHUM,
MAcCusHbLil cnaeurbulii npoyecc 8 oprouHoll nosocmu. Bxood 6 oprows-
HYH NOAOCHb OblA NPOU36E0eH ¢ OONbUUMU MEXHUYEeCKUMU mpYyO-
Hocmamu. [lemau moHKOU u MOACMOU KUWKU HA 6CeM NPOmMsice-
HUU ObLAU UHMUMHO CNASHbL Medicdy coboil U ¢ nepedHell OprouHoll
CMEHKOU, a makoice ¢ 00NbUWUM CANbHUKOM, MPYOHO JupgepeHyu-
DPOBAAUCH, He3HAHUMeNbHO pa3dymuvl 00 2,5 cM, nepucmaibmuxa
caabas. Tlewens pagHomepHo YKpolma nAoMHbIM CA0EM (<NAAUOM»)
hubpuna Ha écem npomsadICeHUU ¢ nepPexo0oM Ha OOAbULOL CANbHUK,
UHMUMHO NPUNASIHA K NApUemanbHoli Oprouune, 30ech jce 00Hapy-
acerno 0o 20 ma ceposHo-pubpurosHoeo evinoma. llposedenst yuiu-
6anue nepopayuu Kuwiku, peeusus, CAHauyus, OpeHUposanue
OprOWHOLL NOAOCIU.

Bozobnosnrenue mepanuu kanaxuwymabom ¢ aumeaps 2019 e
npugeno K NOAHOMY KYRUPOSAHUIO KAUHUHECKUX NPOSéAeHUl, 000~
MuHanvHol cumnmomamuru u Hopmaausayuu COD, yposeus CPb.
[lpu cmayuonaprnom obcredosanuu 6 aseycme 2019 e. Kaunuueckux
nposieaenull u arabopamoproil akmuernocmu He ommeuerno: COD —
19 mm/u (no Becmepepeny), Hb — 144 e/n, 2. — 8,9 moic., ymepen-
Hoe nosviuerue yposrs CPb — 32 me/a (nopma 0—5,0 me/n).

Ilpu danvuelimem HabAOOCHUU COXPAHANOCH YO08ACNBODU-
meabHoe Ccamoyyecmeue, NAuUeHMKa npoooAXNCcUAa o0yHeHue 6
mexHukyme. Peuuodueoe eunepmepmuu, colnu He 0bi10, nepuooute-
cKu becnokouna HesvipaxcenHas 604b 6 wcusome; COD — § mm/u,
yposenv CPB — 6,3 me/n (npu nopme do 5 me/a).

Obcyxnenue. [IpencraBneHHBI KIMHUYECKUI CITyJaii me-
MOHCTPUPYET coueTaHMe Kiaccuueckux mposiieHuii TRAPS
(Jluxopaznka, Chllb, MEPUOPOUTATIBHBIN OTEK, apTPUT, MOBBILIE-
HUE YPOBHSI 0cTPO(a30BbIX MAPKEPOB BOCTIAJIEHNUSI) C BEIPAXKEH-
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HBIMU a0JIOMUHAJITUSIMU BO BpeMsl MPUCTYNOB U (HhOpMUPOBaA-
HMEM TSDKeJION CITaeqHo 00JIe3HM ¢ TTOCeNYIONUM Pa3BUTHEM
MPOOONEHUST KUIIKY, TTOTPEOOBABITUM IKCTPEHHOTO XUPYPTHU-
YeCKOTO BMeIIaTeIbCTBA. Pa3BUTHIO YPTeHTHOTO OOOCTpEHUS
CITOCOOCTBOBAIM IJIUTENIbHAS TIEPCUCTEHIINST BOCTIATUTEIBHBIX
arak /1o HauaJia Teparuu, HapylieHue pexuma BeeaeHust uJI1.

ITposiBnenus co croponbl 2KKT npu HekoTopbix AB3 sijist-
IOTCSI HEOThEMJIEMOM YacThlO KITMHUYECKOW KapTUHBI U KPUTe-
pUeM MarHos3a, HepeaKo CIyXaT MOBOAOM [UISl KOHCYJIbTAllUU
abIOMUHAJIBHBIX XUPYPTOB C IMTOCICAYIOIINM BBITIOJTHEHUEM OTIe-
pauuu, He Bceraa onpasaaHHoii [13—16]. M3BecTHO, 4TO OCTpast
abnomuHabHast 6016 (OAB) B 7—10% cityuaeB siBIIsIETCSI IPUYH -
HOM TOCTYIUIEHUSI MalMeHTa B XUMPYPrMUECKUi CTallMoHap U
CTOUT Ha 2-M MecTe ITocjie OOJIeBOrO CHHIpOMa KOHEYHOCTEH
[13, 16]. MeHee yacTo (B ciiydyae YMEPEHHO BBIPAXKEHHBIX TI0 TsI-
KECTU W PacIpoCTPaHEHHOCTU HapYyIIEHWI) — 3TO IOBOJ IS
aMOy/1aTOpHOTO TocelieHus Bpada. [IpuumHbl 60K B XXKUBOTE
MHOT000pa3Hbl U BKJIIOYAIOT B ce0s1 3a00/1€BaHMST KUIIIEYHUKA, B
TOM 4YMCJIe BOCHaluTeNIbHbIe 3a00jeBaHus KuineyHuka (B3K),
TernaTooMIMapHOTO TPaKTa, PeTPONEPUTOHEATLHOTO TTPOCTPaH-
cTBa (TI0YEK, aOPTHI, MUIIEBOA U JP.), MOYETIONIOBOY CUCTEMBI
(13—40% cnyuyaeB), HempoxoauMmocTh KumieuyHuka (7—10%),
octpeiii anneHauuut (1,3—28%), oCTpbIil AMBEPTUKYJIUT
(3—12%) [13] u opyrue COCTOSIHUSI, K KOTOPBIM OTHOCSITCSI
MAB3. V 18—36% nanueHToB 60b siBIsieTcss HenudbdepeHIm-
POBAHHOW U CITy>KUT OJHOM M3 OCHOBHBIX TIPUYMH TTOCTYTIIICHUS
B XMPYPrU4ecKuii craiimonap. B 25% ciydaeB mpOBOAMTCS He-
obocHoBaHHas anmeHmdkTomus [13, 16]. ¥ 20—40% mauneHTOB
¢ OAB He ynaeTcst TOUHO yCTaHOBUTD AvarHo3 [13—18]. Bepudu-
kauus npuyuH OADB TpeOyeT nmpuBIcYeHUs] pa3HbIX CICLAIM -
CTOB: TEPaNeBTOB, FACTPOIHTEPOJIONOB, YPOJIOrOB, TMHEKOJIOTOB,
a0IOMUHAJILHBIX M COCYIMCTBIX XUPYPToB U Jip. L1l TpaBUIbHOM
IMAaTHOCTMKY MMEET 3HAaYeHUE TIIATeIbHO COOpaHHbBIM aHAMHE3:
HaJ4yue APYruX IMPOSIBICHUI, 3THUUYECKAs MPUHAIICXKHOCTb,
BO3pACT Hayajaa v JUIMTEIbHOCTh CUMIITOMOB, TICUXOHEBPOJIOTH-
yecKasi CUMIITOMaTHKa (erpeccus).

CCJI — gpkuii npuMmep 3a00JieBaHUSI, OCHOBHBIM TpU3HAa-
KoM koToporo siBisieTcst OAB (v 95% nauneHToB), 00yCIOBIM-
Barolllasl 9acThle TOCITUTAIN3AIUN B XUPYPTUUECKUI CTallMOHAD
[13, 19-21]. OADB mpu CCJI BxomuT B mepevyeHb kiaccuduka-
LIMOHHBIX W TUArHOCTUYECKUX KpuTepueB [22—24]. Ataku rnpu
CCIJI otnnyaroTcs pa3zHOOOpa3ueM TSDKECTU U JJIMTEIbHOCTH.
[Toutn y nojsoBHHBI OOJBbHBIX HEOOOCHOBAHHO BBIMOJIHSIIOTCS
JIATTApOTOMMUSI 1 aTlIIeHIIKTOMUST, HEPEIKO pa3BUBAETCs CIiaey-
Hast 60s1e3Hb [13, 20, 25, 26]. HekoTOpbIe aBTOPHI TaXe BbIICIS -
0T XapakKTepHblIe 4epThl, IMO3BOJIIoNIEe AUDGhEPEeHIIMPOBATh
OAB nipu CCJI oT ocTporo anmneHaAuIuTa, Mpu KOTOPOM Ha0JIi0-
naroTcst 6oJiee BBICOKME YPOBHU MUKPOATBOYMUHYPUU U 32-MHU-
KpOrjoOyIrMHa B MOYe, a TakKe MpoKajabluToHuHa [13, 27, 28].
B nnarnoctuxke CCJI moMoraer Y3U, npu KOTOpoM ornpenesisi-
eTcsl 3HAUUTe/IbHOE YBeJnueHue cene3eHku (>11 cm), umeronee
BBICOKYIO CTIeIM(UUHOCTD 1Tt ocTpoit ataku CCJI [13, 29], kak
U TuMbOoaeHUT U TIEPUTOHUT B OCTPHIN repuo. B uccienosa-
Huu S. Masatlioglu u coaBrt. [26] nmpuBeneHs! naHHbie 0 100 Ty-
peukux namyeHTax ¢ OAB, KoTopbie ObLIM 00CIeIOBaHbI HA MY-
tauyu B rene CCJI, mpu arom CCJI nuarHoctupoBaHa B 2% ciy-
yaeB. beuin BeineneHsl ocodeHHoctu OADB nipu CCJI, B Tom
YHciie KOPOTKast TPOIOJIKUTEIIBHOCTD aTak (10 72 4) ¥ UX CITOH-
TaHHOE MpeKpalieHue, XoTs y yactu rnamueHToB ¢ CCJI Hab0-
JlaeTCsl HeTUIMYHOE TeyeHMe 3a00JeBaHusl C JJIUTEIbHBIMU
aMnu307aMu 00JI1, YTO 3aTPYAHIET IMarHOCTUKY. Y TALIMEHTOB C
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TRAPS OAB ormeuaeTcst pexe, HO OHa 0oJiee MPOIOIKUTETb-
Hast (uHorma o 3 Hex). [lpu HIDS/MKD XKKT-cumnrombl
(pBOTa, nuapes, CrIeHOMeTraaus) BXOIST B KjlacCU(MUKAIIMOH-
HbIe Kputepuu [22]. OgHAKO ClIeayeT YYUTHIBATh, YTO TACTPOMH-
TeCTUHAJIbHBIC CUMIITOMBI TIpU MAB3 MHOTIA CBSI3aHbBI C pa3BU-
BaIOIIMMCS aMUJIOMIO30M U APYTUMM OCTOXKHEHUSMU.

XoTts abgoMuHalbHas 00J1b YAaCTO BCTpevaeTcsl y mauueH-
TOB ¢ TRAPS M siBAsIETCSI OMHUM U3 BaXKHBIX €r0 TTPU3HAKOB (CM.
TabaUILy), B KpUTepuu 3a00jeBaHUsI OHA He BKJoueHa [1, 22].
TeM He MeHee, KaK ITOKa3bIBAIOT HAIlle W ApyTUe HAOIIOICHMS,
JMAHHBIII CUMIITOM TpeOyeT TIATEIbHOTO KOHTPOJIS BBUIY pa3-
BUTHST CEPHE3HBIX OCIOXHEHUI. MeroTcs enMHUYHbIe My0/Iu-
Kalllu, IeMOHCTPUPYIOLIKe 3HaYeHUE ab0JOMUHAIBHOM CUMMTO-
MAaTUKU ISl yCTAaHOBJIEHUS quarHos3a. Tak, uapauibcKue aBTo-
pbl nuarHoctupoBaiiu TRAPS y 30-jieTHero My>XX4unHbI-eBpesi, B
TeueHwue 20 JIeT CTpagaBIIeTo MPUCTYITAMU JTUXOPaIKU, aOIOMU-
HaJIbHOM 0OJIM B COUETAaHMU C HAJTMYMEM OCTPO(Da30BbIX MapKe-
POB BOCTaJIEHUsI, MIEPEHeCIIero HeOAHOKPATHbBIE OMepaTHBHbIE
BMelIaTebCTBa (MEPUTOHUT, MHOXECTBEHHbIE CIaliKu B Ku-
wevyHuke) [30]. OrcyrcTBUe myTauuu B rene MEFV, oTeeta Ha
KOJIXUIIMH, MOSBJICHUE B TeUeHUE OOJIe3HU TaKUX MPU3HAKOB,
KaK MUTPHUpYIOIIasi 3pUTeMa, IepuopOUTaIbHBINA OTeK U KOHb-
IOHKTUBHUT, a TakKe BbIsIBIeHMEe MyTanuu B reHe TNFRSFIA,
MO3BOJIJIM TOJIBKO Yepe3 1Ba NEeCATUIIETHSI OKOHYATEIbHO yCTa-
HOBUTb IMarHO3 U Ha3HAUUTh TAPreTHYIO Teparnuio KaHaKUHY-
MabOM C BbIPaXKEHHBIM TOJIOXKUTEIbHBIM OTBeTOM. Ha ocHoBe
MOJYYEHHOTO MPAKTUYECKOTO OIMbITA ObLIU BbIIEJIECHBI TPU3HA-

KU, TI03BOJIsTIONIME 3anon03puTh U auddepeHunponaTbh TRAPS
ot CCJI: meuenue amak bonee 7 Oueil, npeobradanue apmpaneuil
HAa0 apmpumom, MUepupyowds spumema, 1a3Has CUMNMOMAmu-
Ka, peaucmeHmHoCmy K KOAXUYUHY, 9YTO HEOOXOIUMO YIUTHIBATh
npu coope aHaMHe3a U JMHAMUYECKOM HaOJI0JeHUHN 3a Malu-
eHTamu [30].

M3BectHO, uyTo BoBiieueHre KK T MoxkeT ObITh YaCThIO KJIU -
HUYECKOI CUMIITOMATUKU U NpU Apyrux peakux MAB3. K Hum
otHocaTcst TNFRSF1IA-accoluupoBaHHBINA TIEPUOTUIECKUI
CHHIPOM, 3HTCPOKOJIUT, OOYCIOBJICHHBII MYyTallUSIMU TCHOB
N0 u a- u p-ueneit peuentopa K UJ110 (IL-10RA u IL10-RB),
NLRC4-accolMMpoOBaHHbI ayTOBOCHAJIUTENbHBIA CUHIPOM,
cunapoMbl DADA2, APLAID u PLAID, BbI3BaHHBIE ApYTUMU
peakumu mytauusimu [3, 31, 32]. OueHb BaXHBIM SIBJISIETCS
TaKXe CBOeBpEMEHHOE paclio3HaBaHKe 1 OoJiee 4acTo BCTpeva-
IOIIMXCS B MPaKTHKE peBMAaToJiora 3a00JIeBaHUIA, TaKUX KakK
B3K [10, 13], 6one3ns bexuyeTa, KoTOpble TaKKe MOTYT paccMa-
TpUBATbCS Kak npeacTaBuTenn AB3 MmynbrudakTopHoil mpupo-
bl [33].

Takum 00pa3oM, y TMAIlMEHTOB C TSDKEIBIMU TaCTPOMHTE-
CTUHAJIBHBIMU TIPOSIBJIEHUSIMU BO BPEMST TIPUCTYTIOB HEOOXOI -
MO BKJIIOYATh B KPYyT AU(M(epeHINPYEeMbIX COCTOSIHUI HE TOJTb-
ko CClJI, Ho u npyrue AB3, B Tom uucie TRAPS. CBoeBpemeH-
HOE Ha3HaYeHUE TapreTHOM Tepanuu, 4eTKOe COOII0EHUE 103bI
Y MHTEPBAJIOB MEX/Iy BBEIACHUSMU IIperapara, TIIATeIbHbIi
MOHUTOPWHT MTO3BOJISIT TPEAOTBPATUTE CEPhE3HBIC OCTOKHEHUS
co cropons! KKT 1 mpoBecT Mx CBOEBpEeMEHHYIO KOPPEKIIHIO.
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