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Pesiome

AJuteprust Ha X0JI0[] SIBJISIETCST OCOOEHHBIM CJIyYaeM aJIePrUUecKoil Peakiinu, Mpyu KOTOPOW HU3Kask TeMIIepaTypa siB-
JISIETCsI TTpoBOIMpYIoNnM (hakTopoM. B HacTosiIiee BpeMst CyIecTBYeT [BE OCHOBHBIE TEOPUN XOJIOJOBOMN aJlIePrilM: aJji-
Jileprudeckast M rceBJoajiepruueckasi, B mocaeHeil Kpuorio0yanH Urpaer KJIUeByIo pPojib. Y CTaHOBJIEHO, YTO CYIle-
CTBYIOT MOAU(DUIIMPOBAHHbIE U HeMOAM(UIIMPOBAHHBIE (DAaKTOPBI PUCKA JAHHOTO BU/A aJJIepTuu. B Mx 4mcjio BXOAAT
reHeTUYecKre U HereHeTwmdeckre (haKTOPhI PUCKA, a TAK)Ke JieKapCcTBeHHbIe (haKTOpbl. B craThe omucan ciayvail ocTpoit
AJIEPIrMYeCKOl peakIny Ha BBeJEHHE HOACOAepsKallero peHTTeHOKOHTPACTHOTO BEIECTBa, KOTOpast MPUBEJa K JIETaIb-
HOMY MCXO/y. B IpMKM3HEHHO B3STHIX 06pa3iiax KPOBU CAy4ailHO ObLIO OOHApYsKeHa peakiys Ha XOJIOJ, KOTopas IIpo-
SIBUJIACh B BUIE€ TE€MOJIN3a, 9TO A0 BO3MOKHOCTH YCTAaHOBUTH HAJIMUYNE XOJOMOBOW aJIEPTUU Yy JaHHOTO MAI[HEHTA.
Takum 06pasoM, PaCCMOTPEHHBIN KIMHUYECKHI CJydail IeMOHCTPUPYET HEeOOXOAUMOCTh GoJiee TiyOOKOro M3ydeHUst
HaroreHesa XOJIOJOBOH a/IEPIUM, BKJIIOUAIOIEr0 B cebsl OUMCK TeHeTUYEeCKUX IIPUUUH €€ PasBUTHUs, C 1IEJIbIO BbISBJIE-
Hug HanboJjiee BEPOATHBIX (DAKTOPOB €€ BOZHUKHOBEHUSI.

KuroueBbie caoBa: X0J10/10Bas a/uleprus, KpUorao0y/IiiuH, KpUOIUPUH-aCCOLMUPOBAHHbIE TIEPUOAUYECKUE CUHIPOMDI,
nHpIaMMacoMa, CHCTEMAa TeMOCTa3a.
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Summary
An allergic reaction to cold is a special case of an allergic reaction in which low temperature is a provoking fac-
tor. Currently, there are two main theories of cold allergy: allergic and pseudoallergic, in the latter of which cryoglob-
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ulin plays a key role. Tt has been established that there are modified and unmodified risk factors for this type of al-
lergy. These include genetic and non-genetic risk factors, as well as medicinal factors. The article describes a case of
an acute allergic reaction to the administration of an iodine-containing radiopaque substance, which led to death. In
the blood samples taken during life, a reaction to cold was accidentally detected, which manifested itself in the form
of hemolysis, which made it possible to establish the presence of a cold allergy in this patient. Thus, the considered
clinical case demonstrates the need for a deeper study of the pathogenesis of cold allergy, including the search for the
genetic causes of its development, in order to identify the most likely factors of its occurrence.

Keywords: cold allergy, cryoglobulin, cryopyrin-associated periodic syndromes, inflammasome, hemostasis system.

BBeaeunue

[IporeHT GOMBHBIX AJIEPTUYECKUMU 3a60ICBAHUSAMI
B MUPOBOU craTtucTuke Bo3pactaer. Hapyienue ¢hyHK-
UM UMMYHHOI CHUCTEMBI OPTaHM3Ma TPOSBISETCS yBe-
JIMYEHEM WHTEHCUBHOCTH ajmepriur. OcoObIM THIIOM
AJIJIePrUYecKoil peakiuu, Mpu KOTOPOU HUBKasT TeMIle-
parypa sIBJIIeTCsl TIPOBOIUPYIONINM (HAKTOPOM, SIBJISIETCST
ajieprist Ha xoJ10/1. KpuorsoGyiuabl — GeJIKK, KOTOpble
006pasyioTcss y HEKOTOPBIX JIO/eil MO BIAUSHUEM HU3-
KUX TEMIIEpaTyp, He Bcerjaa oOGHApyKUBAIOTCS B KPOBU
Ha yPOBHE KJIMHUYECKUX MPOSBICHUHN XOJOI0BOU ajljiep-
TUH, 3TO MOXKET YKa3bIBaTh HA TO, UYTO aJJIEPrUUecKue
MIPOSIBJICHUS BBI3BIBAIOTCS HE KPUOTIOOYIMHAMH, a Jeii-
cTBHEM camoro xoJioza. Ilpu ncesmoaniepruu, B OTIIdIe
OT MCTUHHOI aJlJIepruu, OTCYTCTBYeT repBast (MMMYHOJIO-
rUYecKast) CTajiusl, a UMEHHO He TPHUCYTCTBYIOT CIICIH-
(brueckme neMKONNTH WM aHTUTENTA K XOJIOLY, B MATO-
JIOTMYECKUI TPOIleCC MMMYHHAsl CUCTeMa He BOBJIEYEHA.
Ho Bropast u TpeTbst cTauu UAEHTUYHbI OTIUCAHHBIM [IPU
ajuieprudeckoii Teopun. Ciie/1oBaTeIbHO, UMEETCS TPUTTED,
KOTOPBIiT HEMOCPEICTBEHHO CIIOCOOCTBYET aKTHBAIINH TYY-
HBIX KJIETOK ¥ BBICBOOOKIEHHIIO MEJUATOPOB BOCIIAJIEHSI
B OTCyTCTBUME UMMYHHOU peakiuu. CriOHTAHHAS aKTUBA-
[[UST TYYHBIX KJETOK MOKET OBITh BBI3BAHA HE TOJIBKO aJ-
JiepreHaMM, HO M IPYTUMH HeaJlIepreHHbIMI (haKTopaMu,
TaKMMH KaK MeXaHU4YecKoe pasjipakeHue (KparmuBHBIN
nepmorpacdusm), pusuueckass akTUBHOCTD (XOJIMHEpruye-
cKas KpanuBHUIA), yabTpaduoseroBbie gyun ((oroceH-
cubunusanys ), Terio u xoson (kpanusHuia) [1].

JlabopaTopHble UCCTIEN0BAHMSI JIJISI IUATHOCTHKH XOJI0-
JIOBOI1 a/Iepruy BKJII0YAIOT: 00LIMIA aHaI13 KPOBU, OOt
aHAJIN3 MOYM, OUOXUMWYECCKUI aHAJU3 KPOBU, WACHTH-
dburanust KPUOTIOOYIMH-CEHCUOUTU3UPOBAHHBIX JTHM-
(doruToB, B TOM umnciIe KPUOTIOOYJINHOB IJIA3MBbI, HC-
MOJIb30BAHKME KOKHBIX TPOO JIJIST MCKJIIOYEHUST HATMUIST
comyTCTBYIoIIel asepruu |2, 3].

[Tpu mpoBenernn 06IIETO aHATN3a KPOBH YacTO OTMe-
YaIoT yBeJIMUEHUEe KOJUYECTBA JIEHKOIIUTOB, 903UHODUIOB
u Bozpactanne COI — mosyueHHbIe JaHHbIE MOXKHO WH-
TEPIPETUPOBATh KaK MPU3HAKKM MPOTEKAHUS ajijiepruye-
ckoro mporecca. [IpucyrerBue 6eka B MOde MOXKET yKa-
3BIBATh HA BOCIHAJIUTENbHBIN MPOIECC B MOYEBBIBOJISIIIX
MyTsIX, HAIIPUMEDP, [IPU TJIoMepyionedpuTe, KOTOPbII sB-

JISIETCST OCJIOJKHEHUEM QJUIEPTUH. Y BeJMIeHHe KOJTMIeCTBa
[UPKYJIUPYIONIUX UMMYHHBIX KOMIIEKCOB, GEIKOB OCTPO
(hasbl, yuacTBYIONIMX B BOCHAJIUTEbHON PEAKIINH, YPOBHS
obutero mmMyHoryiobynnHa E ykaseiBaer Ha miepuoj 00-
OCTPEHWSI JITIEPTUYECKON PEaKIiu, HO HE TaeT HUKAKOMH
KOHKPETHON uH(bopMaiuu o6 ajepreHe.

[TonoXuUTENBHBIN Pe3yJbTaT OINpeNeJeHUsT KPUOTJIO-
OyJINH-CCHCUONTN3UPOBAHHBIX JIMM(pOIUTOB YKA3bIBAECT,
YTO XOJIO/ SIBJISIETCST OCHOBHOW MPUYMHON Pa3BUTHS aJi-
gepruun. IIpeaBapuTeabHO MPOBOAUTCSA KOKHAS MPoba.
K coxanenmto, HeKoTOpbie JUM(MOIUTDI, YyBCTBUTEIbHBIC
K KPUOTJIOOYJIMHY, He OOHAPY/KUBAIOTCS B KPOBU. B TakoMm
cllydae BOZHUKAET TIPEAMOTIOKEHHUE, YTO JaHHAs MATOJO-
TUYecKas Peakivst UMeeT OTHOIIEHWE K TICeBIOaLIePri-
YECKUM PEAKIUAM WU JKe OHA TIEPECEKAeTCs ¢ ajiepruei
Ha Jipyroe BemiecTBo [1].

AHa/m3 MeUIIMHCKHUX JIOKYMEHTOB manuenTta N

[ManuenT 1970 ropa poskaenust ObLI FOCHUTAIU3UPOBAH
B despasie 2024 roga s IpOBeeHUsT 0OCTEI0BAHISI CO-
CTOSIHUST CEP/IEYHO-COCYAMCTON CUCTEMbI — IPOBE/ICHIE
koponaporpacdun. [lepBUdHbIi UATHO3 TTPU TTOCTYILIEHHH:
uieMudeckas GoJe3Hb CEP/IIla, CTEHOKAP/IUS HAIPSIKEHUSI.
ConyrerByornue 3ab0JieBaHust: racTpoasodareaibHas He-
JIOCTaTOYHOCTD C JMCTATBHBIM HEIPO3UBHBIM 330(haruToM,
HEIOCTaTOYHOCTh KapJAWHU: XPOHUUECKUI TAaCTPUT, HEpel-
Kuie 000CTPEHMUSI.

C MOMeHTa TIOCTYTIJICHUS TAIMEHT MPEeIbIBIST Ka-
JI0OBl Ha <«HEOJHOKPaTHBIE DIU30AbI AUCKOMMOpPTa
3a TPYAUHOM, KOTOpPbIe BO3HUKAIOT B MEPHOIbI (DU3Hnye-
CKOTO W SMOIMOHAJBHOTO TIepPeHATPSIKEHNsT ¢ Havyasa
nekabpst 2023 roga». Poct manmenta — 165 cMm, macca
tera — 70 Kr, mHAEKC Macchl Tena 25,71 kr/m% U3 ucro-
pun GOJIE3HM M3BECTHO, YTO paHee IAlUEHT He MEPEHO-
cus mHMpapKT MUOKap/a W HapyIleHne MO3TOBOTO KpO-
BooOpatierust. [Ipu amOymatopHoM ob6cseoBaHIy ObLa
BBISIBJIEHA CMIITOMATHKA UIIIEMUYECKOTO TIPOUCXOKIICHNS],
noarBepxkaeHHass pesyiabratamn DXO-KI, KT (ycroii-
yuBasg rOpU3oHTANbHAA Aenpeccus cermenta ST V4-V6
¢ pasmepom 2,4 mm, 11, IIT u AVF no 2,8 mm), a Takke
unsepcus 3youa T (II, III, AVF, V5-V6). ITauuent Ha-
JINYKe aJIJIEPIUH ONPOBEPTAJI, €5KeJHEBHO TI0 yTpaM IMpH-
HUMaJI 75 MT alleTUICAIUIUIOBON KUCJIOTDL.
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B cranmonapHoe oT/iesieHne MaluenT MOCTYTHI B YI0-
ByretBopuTesbHOM coctosiiun. Y/I/1: 17 B munyty, conep-
JKaHue yriekucsoro raza: 98%, yposens YCC: 85 yu/mum,
MyJibe: 85 B MUHYTY, PUTMUYHBIH, ¢ HOPMAJbHBIM apTepu-
abHBIM JlaBieHueM, rpymnma kposu A (I1) momoskuresnn-
HBII pesyc-dakrtop Rh+.

[MTaupenty N ObLIN IPOBEAEHBI CJAEAYIONIME UCCAEN0-
BAHUS:

— OKI or 11.12.23 1. teMOHCTpUPYET CUHYCOBYIO Ta-
XuKapanuio B 93 yi. B MUH, TP 9TOM BEPTUKAJIbHOE I10-
snoxxerne JOC HAXOAUTCS B Ipejiesiax HOPMBbIL.

— XM I9KT ot 02.12.23 gemoHcTpupyer cTabuiib-
HBII CHHYCOBBII PUTM C TIEPUO/IaMU CUTHYCOBOW apUTMUH
45—141 yn/mun, nipu atom cpentee 3nadenne YCC co-
craBiager 84 ya/muH. B TeueHue MUHYTHI HaOII0ZaeTCs
nenpeccust ST KOCOBOCXOJISIIETO TUIIA, KOTOPast JJTUTCS
10 26 MUHYT.

— 9XO KI, nposezierroe Ha (oHE CHHYCOBON TaxXu-
Kapauu: He ObLIO OOHAPY:KEHO runepTpoduu MuoKapiaa
U JIUJIATAIUUA CEPJEYHON MBbIIIIbI, A0PTa He paclImpeHa
U He YIJIOTHeHa. 3aUKCUPOBAHBI CJAEAYIONINE U3MeHe-
HUsE B cTpyKType hubpostoro kosbila MK u crBopok AK:
MP I cT., 710KaNbHAdg COKPATUMOCTH He HapylleHa.
Ha pannbiit MomenT riaobanbHas cokparumocTb JIJK
He Obuia camkena. MB cocrasister 75%.

— IIpu crpecc-IKT or 11.12.23 Gbuin o6HAPYIKEHBI
U3MEHEHUs B COCTaBe JKeJIy/IOYKOBOTO KoMiiekca V4-V6:
yBeJIMYEHUE €ro pa3MepoB ¢ 2,4 MM 10 2,8 MM B OTBe-
nenuax 11, III u AVF; takyke B BOCCTAHOBUTEJIBHBIN I1€-
puoa oTMevanach uHBepcus 3youa T B orBepenusx I, 11,
III, AVF u egunuunbie skcTpacuctosbl. [lo pesysbra-
TaM KCCJIeJJOBAHUI B COCTOSIHUM IOKOS U 1pu (usnde-
CKOIl Harpyske He OOHAPY/KEHO HapyIICHUS JIOKAJIbHOI
COKPATUMOCTH, OJHAKO HaGJIOJAeTCsl YBeJUYeHUe IJIo-
6aJIbHON COKPATMMOCTH JIEBOIO »KeJayZouka. 110 pesyJib-
TaTaM CTpecc-axoKapauorpaduu: oTpuiareibHas pobda
u 110 anabiM IXOKT Harpyska B Tpefiesiax HOPMBIL.

— Ilpm penrrenorpadun OT'K, mpoBemennoit
20.12.23 r., OTCyTCTBYIOT O4aroBble W MH(MUIbTPATUBHbBIE
U3MEeHEHUsI.

— IIpu II'/AC, npoBenennoit 21.12.23 1., BBISABIEHBI
HEIOCTAaTOYHOCTh Kapauu, A @y3HbIil 930(haruT, moBepx-
HOCTHBII TaCTPUT.

B maGopaTopuy BbIIOJIHEHbL:

— Ouoxummdeckue ucciaenoBanus: XC JIHIT —
5,6 mmoub/i1; XC 06ur. — 7,6 MMOJIb/JI; KpeaTuHUH —
91 mrmours/m; CPB — 0,6 mr/u; Tmokosa — 6,4 MMOJIb,/ 1,
[JIMKUPOBaHHBINA remorsobun — 6,0%; K+ 6,0 Mmmoub/i;
OKCC — 46 mxmousn/n; KK-MB — 3,8 mkr/im; He Ha-
6mogaercsa nospimenue tpononnna; TTE — 1,3 MExa/m;

— o6muil anamus moun — Gemnok 0,15 1/

— o0muil aHajaM3 KPOBM — IIOKasaTesn B pedepenc-

HBIX mpegeaax: Tpombormtel — 232x10° /71, Temoryiobus —
145 r/1, COD — 3 Mm/u.

[Tarment B craimoHape MOJIyYaeT CJAeAYIONIe Tpera-
parbl: HEOMBOJIOJ — 2,5 MT, alleTUICATMIIIOBAsT KIUCI0Ta —
75 wmr, omempaszon — 20 mr, atopBactatnd — 20 M.

[IpoBeseHo npeaBapUTEIbHOE MEIUIIMHCKOE 0Oce-
JIOBaHUe HENOCPE/NCTBEHHO Tepesl MpOBejleHueM Mpo-
nenypsl kopouaporpabuun 12 despansa 2024 roga: CKO
mo ¢dopmyse CKD-EPI — 93 mu/mun/1 73 Mm% rio-
ko3za 6,0 MmMoub/m1; obmuii Ouaupybun — 13,5 mr/u;
KpeaTuHUH —82 MKMOJIb/JI; MOYeBHHA — 5,1 MMOJIb/ T,
MoueBas Kucjaora — 232 MKMOJIb/JI; 0OLUI XoJjecTe-
pur — 8,3 mmoun/; xomectepus JIBII — 2,15 mmonn/
xonecrepus JIHIT — 5,69 MMouib/J1; MHIEKC aTeporeHHo-
ctu — 2,86%; tpuriuiepuasl — 1,28 mmonn/m; ACT —
22 En/m; AJIT — 31 En/n; KK — 138 El/1; MB-KK —
14 En/n, o6muii 6enok — 79 v/, kammih — 4,11 Mmoub/i;
Hatpuii — 139 mmousn/s. WccaenoBanue KkoaryJso-
rpammbl: AUYTB — 35,6 cex; MHO — 1,14; nporpom-
6uHoBbIi uHAeKke 78%; Gubpunoren — 2,90 r/71; TpoM-
o6unosoe Bpemss — 19,3 cek. Knunuueckuil ananus
kposu: Jgeirkonutel (WBC) — 5,41x10°/m1; meiirpo-
dumer (NEU#) — 3,19x10°/01; monoruter (MONO#):
0,36x10°/1; monouursr (MONO%) — 6,7%; 6aso-
dussr (BASO#) — 0,03x10°/11; 6asodpunbr (BASO%) —
0,6%, sosurODmasl (EO#) — 0,03x10°/11; 503uHOMUIBI
(EO%) — 0,6%; wmeiiTpoduabl cerMeHTOsIEePHbBIE
(neusegmented) — 55%; HelTpoduUIBI MaMOUKOsIIED-
upie (neustab): <5, mumdounrer (LYM%) — 33,3%;
tpombokpur (PCT) — 0,29%, remorsiobun — 140 r/u;
sputpouuthl (RBC) — 4,22x10°/71; 06beM 9pUTPOLUTOB
(MCV) 96,4 ¢u; remarokput(HCT) — 42,4; cpennee
copepxkanue remornoouna (MCH) — 29,2; cpeausiss KOH-
HeHTpaius remoraobuHcogepskaiero Genka (MCHC) —
366 r/n. Anamus moun ot 13.02.2024 6e3 OTKIOHEHUIA.

Ha 9KI cunycoBwiii putm ¢ yactoToil 66 ymapos
B MUHYTY, CHHycOBasi aputMmus. /lyniekcHoe cKaHupo-
BaHUE COCYJIOB HUKHUX KOHEYHOCTEH — MPU3HAKU TeMO-
JIMHAMIYECKH HE3HAYMMOIO aTePOCKIepo3a apTepuii o0enx
HOI' U JYIJIEKCHOE CKaHupoBaHue OpaxuonedalbHbIX ap-
TEPUil ¢ IBETHBIM JOMIJIEPOBCKUM KapTHUPOBAaHUEM KPO-
BoToKa: Y3 KapTHHA HECTEHO3UPYIOIIEro aTepoCKJe-
po3a BHEYEPEINHBIX OTHea0B GpaxuoredanbHbIX apTepui,
HEMPSIMOJIMHEWHBIN XOJT TTO3BOHOYHBIX apTepUil Ha Ipe-
BepTeOPATBHOM YPOBHE U MEK/IY MOMEPEYHBIMU OTPOCT-
KaMU IEeHHBIX MO3BOHKOB, BHYTPEHHSISI sSIpEMHAasi BeHa
¢ 06erx CTOPOH He pacilnpeHa.

ITo pesyibraTaM OBLIO IPUHATO pelieHre 0 HeoOXOu-
MOCTH TIPOBEJICHUST TIAIUEHTY KOpoHaporpaduu: GajioH-
HOW Ba30JUJIaTAIliN C YCTAHOBKOW CTEHTOB C JIEKAPCTBEH-
HBIM TOKPBITHEM B CTBOJI JIEBOH KOPOHApHOH apTepun
C TEPEXO/IOM B TEPEIHIO MEKKETYTOIKOBYIO BETBD
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JIEBOI KOPOHAPHOI apTepun — Oa/lJIOHHAS JIUjaTaius
orubaiotieil BetBu. IIpoBenena MecTHas amecrtesust sol.
Lidocaini 2% 5,0, B 09:57 ObL1a npoBegeHa IIyHKIIMA
npasoii syuesast aprepun, B 09:59 6bu10 BBEeneHo 5000
EJl renapwna, ycTaHOBJIEH MPOBOAHUKOBBIN KateTep G6F
B BOCXOJIATINN OT/IET a0PTBI, KOTOPBIA OB MPOBEICH
B YCThe JIeBOII KOpPOHapHOIi aprepuu. Bo Bpems BbITOJ-
Henus anruorpadun B8 10:04 6b1 0OGHAPYIKEH CTa3 PEHT-
renkoHTpacTHOTO BemecTBa B [IMYKB 1 OB. Bceero 3a ue-
TBIPpE CepuH GBIIO eIMHOBPEMEHHO BJIUTO OKOJO 20 M
PEHTTeHKOHTPACTHOIO BemecTBa «Yabrpasuct 370». O6-
HapysKeHa HeCTaOMIBHOCTH TEMOIMHAMUKY: OpaiuKapAns
10 50 yIapoB B MUHYTY C IIE€PEXOOM K ACHCTOJIUH, CHHU-
skenne Al 1o 60/30 mm pr. cr. B 10:05 Gblan Hayats! pe-
aHUMaIlMOHHbIe MeponpusTis. [lo mpuynHe BO3MOKHOI
mccexknnu crBosia JIKA ¢ mepexomom na IIMJKB, 6bL1
YCTaHOBJIEH raiiji-karetep s BoeinomHenus YKB. Ilpo-
BOJHUKM KopoHaphble 6oLy nposegensl B IIMJKB u OB.
B 10:07 GbL1 BBeeH pacTBOP MHTErPUIMHA B/B (110 CXEMe,
koropas npumengercs npu UYKB) u pactBop remapuna
5000 ME. BriocsenctBun, mocjie mpeaBapuTeIbHON M-
gatanuu GajoHHbIM KaTterepoM 2,0x20 MM (12 aTm)
u «Synergy» 4,0x16 MM (14 arm), a takxke <«Resolute»
3,0x38 MM (14AT™) ciietyer aTarl UaTalluu ¢ UCIIOIb30-
BarueM Oaonuoro karerepa 2,0x20 mm (2,0 arm). ITocae
CMEHBI TIPOBOTHUKOB, Oblia TIPOU3BeeHa GalToHHasT -
JlaTanus yCTbst orubaroleil BeTBU JIEBOH KOPOHAPHOI ap-
tepun. Kontposbaas anrnorpadus mokasana OTCyTCTBHUE
kpoBoroka 1mo [IMJKB (TIMI 0) B muctaibHOM ydacTke
aprepuii (TIM I). Ha cremyromem aTare 1o mpoBOIHUKY
B IIMJKB 06b11 3aBeieH MUKpOKaTeTep, BBIOJIHEHA CY-
nepcenextuBHag karerepusarus [IMJKB. B pesyibrarte
aurunorpadun I[IMIKB — npoxoanmocTs ObLIa BOCCTa-
HOBJIEHA, HO BOCCTAHOBUTD CEPAEUHBII PUTM HE yIaI0Ch.
B Teuenue Bcero nepuona KopoHaporpaduu U CTEHTUPO-
BaHUs KOPOHAPHBIX apTepuii n3pacxonoBaHo 40 M peHT-
TeHOKOHTPACTHOTO BeniecTBa «Y IbTpaBucT 370».

B nostoM o6beme B Tedenne 60 MUHYT IIPOBEIEHBI
BCE PeaHNMAI[MOHHBIE MEPOIIPUATHS, C TIPUMEHEHNEM HUC-
KYCCTBEHHOU BEHTUJIIIIUU JIETKUX, HEIIPSIMOTO MACCAKa
cep/ta, MHGY3NOHHON W WHOTPOITHOM MOJIEPIKKU B TI€H-
TPATBHYIO BeHY, MeGUOPIILISINT, HO BOCCTAHOBHUTD CEP-
JIeYHYIO JIesATeIbHOCTh He ynanoch u B 11:05 y nanuenTa
N ObLta KOHCTATUPOBAHA OMOJIOTHYECKAsT CMEPTb.

B Mopr 7151 IpoBeieHnst ayTONCHU GBI IOCTABJICH TIa-
IMEHT W HaXOJIWMJICSI B TeUEHWE CYTOK B XOJIOJMJIBHON Ka-
Mepe MaTOJIOT0AHATOMUYECKOTO OTEe/IeHs TP TeMIlepa-
Type Bo3ayxa +2 — +4 °C.

Bo BpeMmst TIpoBe/ICHUST BCKPBITHSI OBLIIO OGHAPYIKEHO,
YTO B COCYZIaX U TIOJIOCTSIX KPOBb Pa3flenIach Ha MJIa3My
u dopmennbie asnemenTsl. Hecnenuduueckass Makpocko-
nYecKast KapTUHa U3MEHEeHWiT B opranusme Oblia Mmpej-

CTaBJieHa OCTPON OOIIMM ITOJHOKPOBHEM BHYTPEHHUX
opratoB. Bo BpeMsI MMKPOCKOIIMYECKOTO HCCJIE0BAHU
GbLTM 0GHAPYIKEHBI TEMOJIU3 HPUTPOIUTOB U GOJIBIOE KO-
JIMYECTBO MATOJIOTMYeCKUX (GOpM apuTponuToB (110 TUITY
aKaHTOINTOB). B pe3ysibTaTe rMCTOJOTHIECKOTO MCCIE0-
BaHUsT OOHAPYXKEH TEMOJIN3 B COCYaX CEpila W APYTHX
opranoB. CuezioBaTesIbHO, NP BBEJACHUU OJHOTO U3 Be-
MIECTB B XOJI€ OTepaliy, IPOU30IIJI0 HeraTUBHOE BO3/IEH-
CTBUE Ha OPTAaHU3M, YTO MPUBEJIO K OCTPOMY TE€MOJIU3Y
1 FMIIOKCUMU BHYTPEHHUX OPIaHoB, HPUBEAS K JeTaslb-
HOMY HMCXO[LY.

BeposTHO, Takyto peakIiuio y IMaiueHTa BbI3BaJI PEHT-
TeHOKOHTPACTHBIN Homcomep:amuii mpemnapat. M3 co-
XPaHUBIIEHCS TPUAKU3HEHHON KPOBU OBLIH BBITIOJHEHDI
HCCIIeIOBAHUSA, YTOOBI OMPEETUTH BO3MOXKHYIO aJlJIepriu-
YEeCKYI0 PEaKIMio Ha HOJCOoAep KAl TTpenapar, 0lHAaKO
TECTBI OKA3AJIMCh OTPUIATETbHBIMU. HO B cOXpaHUBIIMXCS
MPIKU3HEHHBIX 00pa3iiaX KPOBH, HAXOAUBIIIXCS B 1ab0-
pPaTOPHOM XOJIONMJIBHUKE, TaK K€, KaK U B TpyIle, 1IPo-
M30I1eJl TeMOJIN3, W MPOU30IIeJ OH TI0CJe TOro, KaK Ha-
KaHyHE orepaliuu ObLIN MTPOBEAEHBI MPEIoTIePAIINOHHBIE
HCCJIe/IOBAHU, YKa3bIBasl, YTO BO3MOXKHBIM TPUITEPHBIM
(bakTOpOM JAHHOTO COCTOSTHUSA ABUJICS XOJOI.

WccenenoBatie Ha HaJaU4due B MPHKU3HEHHBIX 00pas-
[[aX KPOBHM KPHUOIJIOOYJUHOB JIAJI0 MOJOKUTETbHBIA pe-
3yJIBTAT, ¥ MBI YOEMUIUCH B TOM, YTO TIPH WH(DY3UOHHOM
BBE/ICHUU TIAlMEeHTy pacTBopa (HOJKOHTPACTHOTO Bellle-
CTBa), XpaHuWBIIerocs B mKady, TPy KOMHATHOM TeMIie-
parype, He IOBEJIEHHOTO JI0 TeMTIepPaTyPhl TeJia, IPH yCJI0-
BUU YK€ HAXOJWBIIUXCS B €T0 KPOBU KPHOTJIOOYJIMHOB,
BBI3BAJIO HEME/JIEHHYIO PEAKIIMIO, 110 TUITY aJIJIePrHYeCKOi,
YTO U TIPUBEJIO K PA3BUTHUIO OCTPOTO reMoJin3a. B pesyJib-
TaTe aHAJIN3a WMEIOMIUXCS [TUArHOCTHYECKUX BO3MOKHO-
CTell, CMOIVIM BBISIBUTb I'€HETHYECKYIO IIPEAPACIIONIOKEH-
HOCTB: reTepo3uroTHbie myTtanuu B renax MTHFR:677,
MTR:2756, MTRR:66, FGB u ITGA2, xoTopbie Komu-
pytor cucremy remocrasa (Tabu. 1).

OxoHuyaTe ibHBII AUArHo3 namuenta N

1. maTosormueckast peakins Ha JEeKapCTBEHHBINH Tpe-
napar (BeposiTHO, YibrpaBuct 370).

2. umemuuyeckasa 0OOJE3HDL CEpJlA: aTEPOCKIEPO-
Tudeckasg Oosesnb cepauna. Koponapoanruorpadus
ot 13.02.2024 r.: ctBoa JIKA: kanbiiuHupoBaHHas 1up-
KyJsipHast Osstiika B /3 co creHozom 40%, TIMJKB BbI-
PaKeHHBIN KaJbITUHO3 B 11/3 — ¢/3 ¢ KPUTUUECKUM CTe-
Ho3oM B ¢/3 95-99%, nanee crenos B 1/3 60—70%, /B
HEPOBHOCTH KOHTYPOB Ha BCEM TPOTSLKEHWH CO CTe-
Hozamu 110 30%, OB creHos ycrbst 30—35%, najee Oes
reMoJMHAMHUYECKN 3HAYMMBIX u3MeHenuii. Ornepaiius
or 13.02.2024 roga: GajioHHas BasoQUJIATAIMA C yCTa-
HOBKOI CTEHTOB C JIEKAPCTBEHHBIM MOKPBITHEM B CTBOJI
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Ta6mma 1.
HonnmopdnusMer B reHax (GosmaTHOI'O LMKJIA ¥ CHUCTEMsI reMocTala

Ilokazarenn IMosmmopduam Pe3ybraTsr
MTHFR:677 MetunenterparuipodoaaTpeayKrasa C>T Ala222Val C/T
MTHFR:1298 Metunenrerparupodoarpeaykrasa A>CGlu429Ala A/A
MTR:2756 MeTrOHUH cHHTa3a A>G Asp919Gly A/G
MTRR:66 MeTnoHnH-cCHHTa3a-pe/lyKTasa A>G Tle22Met A/G
F2 Tlporpom6uH G>A G20210A G/G
F5 T'en koaryssiuonHoro gakropaV (Jleiizen) G>A Arg506GlIn G/G
F7 TlpokouBepTun G>A Arg353Gln G/G
F13A1 A1l cy6pemunuia dpakropa XIII G>TVal35Leu G/G
FGB ®ut6punorexn G>A G-455A G/A
ITGA2 Nurerpun anbda-2 C>TC807T C/T
ITGB3 Unrerpun 6era-3 T>CLeu33Pro T/T
PAI Uurubutop akTWBaTOpa IJIa3MUHOTEHA 675 5G /4G 3G /5G

JIEBOIT KOPOHAPHOU apTepPUM C TEPEXOZ0M B IePeTHIOI0
MEJKIKETYIOUKOBYIO BETBb JIEBOM KOPOHAPHOUW apTepuil.
Bannonnas mumataums ormbaiomieil BETBU JIEBOU KOPO-
HapHOU apTepuu.

Oc10KHEHNs OCHOBHOTO 3a00J1€BaHK, OCTPast Cepied-
Hag Hezpoctatounocth ot 13.02.2024 r., acucronus, cep-
Jeuno-yerounas peanumaius ot 13.02.2024 r., octpoe Be-
HO3HOE MTOJTHOKPOBHE JIETKUX, TIeUeHH, [T0YeK, Cee3eHKH,
OCTpbIe 9PO3UH KeJy/IKa, OTEK TOJIOBHOTO MO3Ta, OCTPBIN
remosins. Hammuue comyTeTByomux 3abojieBaHuii — ra-
ctpoasodareayibublil pedIoKe ¢ IUCTATbHBIM HE 9PO3UB-
HBIM 930(haruToM, HEJIOCTATOYHOCTD Kap/IUH, XPOHUYECKHUI
TacCTPUT C HECTOUKON pPeMUCCHE.

O6cyskaeHne pe3yJbTaToB

DakTOpPBI PUCKA PA3BUTHSI XOJIOJ0BON aJlJIEPIUN BKJIIO-
qaioT B cebst MOANGDUIINPOBAHHBIE U HEMOAUDUITIPOBAH-
ubie. K HeMoauduimpoBanHbiM (hakTopaM OTHOCATCS: Te-
HeTrYeckn 00YCIOBJIEHHAS TOBbIIEHHAsT TIPOHUIIAEMOCTD
KOKH ¥ CJAUBUCTBIX, CAUZUCTBIE 0OOJOUYKU, 0COOEHHO-
CTH UMMYHHOTO OTBETA, MEXAHW3M M3MEHEHUsI BPOK/EH-
HOTO Hajiarca TPOTUBOBOCIIATIUTEIBHBIX MEIUATOPOB, MO~
BBIIIEHHAST YYBCTBUTEIBHOCTD Mepu(epuueckux TKaHen
K MeMaTtopaM ajlepruy, HapyleHus: (hepMeHTaTHBHON
AKTUBHOCTHU (haromnTOB, BPOKIEHHOE HAPYIIEHHE TIPOIEC-
COB 0be33apakuBaHust GHOJOTHYECKU AKTUBHBIX BEIECTB.
Bposaennas mpeapacioioKeHHOCTh K JIepMaTo3aM Crio-
COOCTBYET YXY/IIEHUTIO 3AMUTHBIX CBOUCTB KOKU 1 6O-
Jiee arpecCUBHOMY BO3/ielicTBIIO X0moma. HeobGxoanmo mo-
MHUTb, YTO YeM TJIy6Ke MPOHUKAET XOJOj, TeM GoJblie
HOSBJISIETCS aHOMAJIbHOTO OeJiKa KPUOrao0y/IiMHa — 0CO-
6oro Gesika, KOTOPBIN CIIOCOOCTBYET YCUIICHUIO aJIJIEPrH-
yeckoil peakiuu. Yem GoJibie Oymer 06pasoBbIBATHCS
KPUOTJIOOYIMHOB, TeM (oJiee BBIPAKEHHON OyneT peax-
nus wa ajsepren. CeMeliHas X0JO0Basg KPaIlMBHUIA

CIYKUT TTPUMEPOM MOJTO0OHOTO POJIa TEHETHUECKON TPe/-
PACIIOJIOKEHHOCTH, SIBJISIONIASCS ONHON 13 (GOpM KPUO-
MUPUH-ACCOIUUPOBAHHOIO IEPUOANYECKOTO CUHIPOMA
(CAPS), xoTOpBIil SBISIETCS HACJAEICTBEHHBIM 3a60J1eBa-
HUEM ayTOCOMHO-JIOMWHAHTHOTO THUIIA, CBSI3AHHBIM C MY-
tarueit B rene NLRP3. /lannblie cBoiicTBa UMMYHHOTO OT-
BETa U MOTYT [IPUBECTH K PA3BUTHIO AJIJIEPTUU HA XOJIOI.
OHu BKJIOUYAIOT B ce0s1 TOBBIIEHHYI0 aKTUBHOCTb MM-
MYHHBIX KJIETOK, OOJIBIIIOE KOJUYECTBO U TUCOATAHC Me-
KLy PA3JIMYHBIMU TUIIAMH AHTUTEL.

Bposkaentpiil Gaaanc IpoTHBOBOCIIAIUTENbHBIX Me/Ina-
TOPOB U3MEHSIETCST, KOT/IA TIPOMCXOIUT IUCOATAHC MEKILY
BEIIECTBAMH, KOTOPbIE CIIOCOOCTBYIOT BOCTIATIEHUIO, U Be-
IIECTBAMU, KOTODbIe €ero IMOJABJAI0T. B ToM ciydae, Ko-
riaa OajaHc MeKIy MPOTHBOBOCHATUTENbHBIMU U MEJINA-
TOpaM¥ BOCTIAJIEHUST HAPYIIAETCS B CTOPOHY TOBBITIEHUS
UX YPOBHSI, Pa3BUBAIOTCS aJlJIEPTHUECKUE PEAKITIH 1 ayTo-
UMMYHHBIE 3200JI€BaHs, TIPU KOTOPBIX UMMYHHAs CH-
CTeMa TIePECTAaeT PACIIO3HABATH COOCTBEHHbIE KJIETKU OpP-
raHu3Ma M HAaUMHAET X aTaKoBaTbh.

Bricokast 9yBCTBUTEIBHOCTD MepU(hePUIecKUX TKaHei
K MeIuaTopaM aJiJIepruu O3HAYAEeT, YTO OPTaHM3M pearu-
pyeT Ha BBeJIeHUE aJIJIEPreHa B BUjie KPUOTIOOYJIMHA, KO-
JITYECTBO KOTOPOTO MPOIOPIMOHAIBHO KOJIMYECTBY BO30Y-
mutens. [lepudepudeckne TKaHU pearnpyioT HA CUTHAJIBI
UMMYHHOU cuCTeMbl GoJiee aKTUBHO, YyeM 0ObIuHO. B oT-
BET OHM BbIPabaThIBAIOT GOJIble OMOJOIMYECKH aKTUBHBIX
BEIIeCTB, YeM 00bIYHO |1, 4].

Bposkmennoe HapylieHne mpoIeccoB obe3zapakiba-
HUsE GUOJIOTHYECKH AKTUBHBIX BEIECTB (TOPMOHBI, HEli-
POTPAHCMUTTEPDI, MEAMATOPBI PA3IUYHBIX (a3 BocCIa-
JIUTEJIBHOTO TIpOIlecca W JPyTue) MPUBOIUT K PE3KOMY
MOBBIIIEHUIO KOHIIEHTPAIINN THUX BelecTB B KpoBu. CKo-
POCTb U MHTEHCUBHOCTb IIPOSIBJIEHISI CHMIITOMOB aJIIep-
IUY HANPSIMYIO 3aBUCSAT OT MEXAHU3MOB HeUTPAIU3aIun
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AKTUBHOCTHU 9TUX BEIIECTB 32 CYET PA3TMUHBIX (hePMEHT-
HBIX CUCTEM IeYeHN, TIoYeK, KpoBH U /ip. B cBoio ouepers,
CKOPOCTb 9TUX IPOIECCOB MOKET OTIPEIENSATh PUCK aJljiep-
T Ha XOJIO/, 9YTO UMEET TeHETUYECKYIO O6yCJIOB]IeHHOCTb.

K MmopudunupoBanubiM (pakTopam, KOTOPbIE CIIO-
cOOCTBYIOT PasBUTHIO aJUIEPTHU Ha XOJIOA U IIPUBOIAT
K MOBBIIIEHHOW YYBCTBUTEJIbHOCTU OPTaHU3MA, OTHO-
CAT: IMOBBIMIEHHYIO ITPOHUIIAEMOCTb KOKHbBIX TTOKPOBOB
U CJIUBHUCTBIX 000JI0UeK, 00YCIOBIEHHYIO BOCIAIUTEb-
HBIM TIPOIIECCOM; MCIIOTH30BAHNE UMMYHOCTUMYJISITOPOB;
IPOLYKTHI, KOTOPbIe 00J1afaI0T BbICOKOH CIIOCOOHOCTHIO
BBICBOOOK/ICHMSI TMCTaAMUHA; COILYTCTBYIOILYIO 11aTOJIO-
IUI0 TlevYeHy; IpuMeHenne narnburopos AITD.

OmrGouHOe MCIOJb30BAHIE UMMYHOCTUMYJIUPYIO-
IUX CPEJICTB MOJKET CTaTh NMPUYUHON Pa3BUTHUS ayTO-
UMMYHHBIX 3a0osieBanuil. KIeTku MMMYHHOH CUCTEMbI
NN aHTUTEJa MOTYT I0JaTh CUTHAJ K a6CTI/IHeH]_[I/II/I.
Ho HekoTopble BemiecTBa CIOCOOHBI HEITOCPEACTBEHHO
AKTUBUPOBATH IIPOIECC OCBOOOXKIEHUST MEIUATOPOB BOC-
TajieHnA TYYHBIX KJIETOK, K KOTOPbIM OTHOCATCA: IIpHUMeE-
HeHMe aHTHUOMOTHUKOB, CPEICTBa JJist O0IIell aHeCcTe3nn,
OTMATHI, PSIJ TIOJIMCAXapU/I0B, PEHTTeHOKOHTPACTHBIE Be-
IIECTBA, UCIIOJb3yeMble B CIEINAIbHBIX PEHTTEHOJIOTHU-
YEeCKUuX HCCJef0BaHNAX, TaKne KakK TeXHeHI/Iﬁ nin pa-
IMOAKTUBHBIN MO/I.

Pan jogeii UMEIOT PeaKyio CIOCOOHOCTh CTUMYJIH-
pOBaTh TYUYHbIE KJIETKH Jaxe GuandeckuMu (HakTopamu:
MeXaHUuecKoe pasjipakenie MOKeT BbI3BaTh KPaIluB-
HBIH iepMoTpadu3M; X001l TPUBOIUT K XOJOMOBON Kpa-
HMUBHUIE; YJAbTPa(HUOIEeTOBbIE Jyud — K (HOTOCEHCHOU-
nm3anuuy; pusndeckass Harpy3ka — K XOJWHEPTrUYecKon
kpanusauile. ConyTcrByonue 3a60eBaHIsT BHYTPEH-
HUX OPraHOB MOIYT UI'PaTb BaKHYIO POJIb IIPU Pas3BU-
TUU X0JI0I0BO# anneprun. IIpn Tokcnyeckom remarure
WM alKOTOJbHOM IUPPO3e, a TakKe IIpU APYrux 3a0o-
JIEBaHUAX IE€YEeHU, ITPOoIecc BI)ICBO60>K[[€HI/IH TUCTaMUHa
U MeZIMaTOPOB BOCHajieHus 3amesercs. [Ipu Bocnanu-
TEeJbHBIX Ipolleccax B 060JI0YKe TOHKON KHIIKU CO37a-
I0TCST YCJIOBUS JIJIsT YCKOPEHHOTO BCACBIBAHUS THUCTAMUHA
u3 nuiu. B ciayyae HemOCTaTOYHOU THCTAMUHOTIEKTHAYE-
CKOI1 aKTMBHOCTH I1J1a3Mbl (CIIOCOOHOCTH GEIKOB ILJIa3Mbl
CBSI3BIBATh M30BITOK TMCTaMUHA), KOTOPasi Pa3BUBAETCS
NpU JIJIUTETbHOM TOJIOJIAHWUW, HAPYIIEHUW PeKUMa I1-
TaHUA NJIU OHKOJIOTMYECKUX 336OJIEB8.HI/IHX, IrncCTaMuH
MEJIJIEHHO BBIBOJIUTCS U3 TieprdepuyecKux TKaHel, 94To
MIPUBOAUT K MPOJOJLKUTENBHOMY W WHTEHCUBHOMY aJi-
JIEPrUYECKOMY TIPOIIECCY, B TOM YHCJE U XOJIOJI0BOMY.

KJII/IHI/I‘{GCKI/IG uccae0Banvda 11oKasajau, 4To JJINUTeJIb-
Hoe npumenenue uarnburopos AIID (kamroupui, pa-
MUTIPUJI, SHAJATPUI U JIP.) MOXKET MPUBECTH K 3aMejl-
JIEHUIO BBICBOOOKIeHMS OpaAuKUMHUHA M3 OpPraHu3Ma
1 yBEJIMYEHUIO €r0 KOHIEHTpallui B TKaHAX. KOJII/I‘{C'

CTBO 6paﬂI/IKI/IHI/IHa, HaXxogAmerocda B TKaHAX, crocob6-
CTBYET 6oee MHTEHCUBHOMY U1 6bICTpOMy TEYECHUIO XO-
JIOZI0BOM aJJiepruu.

Kpuonupun-accouunpoBaHHbIE
NepHOIHYECKHE CHH/IPOMbI U HH(IaMMacoMa

CoriacHO OTeYeCTBEHHBIM KJIUHUYECKUM DPEKOMEH-
nanusam 2023 ropa, KpUONMUPUH-ACCOIMUPOBAHHbBIE TIe-
puomueckue cuuapomMbl (Cryopyrin-Associated Periodic
Syndromes) (manee — CAPS) — MoHOreHHbIe ayTO-
BocnaauTenbhbie 3abosesanus (AB3), xapakrepusyio-
[irecss XPOHUYECKUM PEIUANBUPYIONIUM TeUYeHUeM, JIH-
XOPAJIKOH, PEIMINBUPYIOMUMU KOKHBIMU BBICHITTAHUSIME
[0 THUITY KPaNWBHUIIBI, IJIA3HBIMU HAPYIICHUSMHU, IIH-
POKUM CIIEKTPOM IMOPAJKEHUS CYCTABOB, BOBJIEUYEHUEM
LeHTPaJbHON U repudepruieckoil HEPBHOUM CUCTEMBI,
pPa3BUTHEM HEWPOCEHCOPHON TYroyXOCTH, aMHUJIOU/033,
MOYEYHON HEeIO0CTATOYHOCTH, BO3MOYKHOTO JIETAJIBbHOTO
ucxona. Ilpu ganubix 3a00JeBAaHUSIX TTOBBIIIAETCS YPO-
BeHb MapképoB ocTpoii dhaznl Bocnasenus (COI, CPD,
CAA), Ho ayroaHnTuTesna K GekaM ocTpoil (assl oTCyT-
CTBYIOT [5].

Ha ceropguamnuuii neub, CAPS gaBigercsa omxHum
M3 caMblX OOIIMPHBIX U PasHOOOPa3HbIX ayTOCOMHO-
JIOMUHAHTHBIX ayTOBOCIAUTEIbHBIX 3a0oseBanmii. Ha-
IIpUMep: ceMeHHbI XO0J0/I0BOI ayTOBOCIAJIUTEIbHbIN
cungpom (FCAS), cunapom Maxkmna-Yannca (MWS),
MYJIbTUCUCTEMHOE BOCIIAJIUTEIbHOE 3a00/IeBaHue C HEO-
HaTtasbHbIM HauasoM (NOMID), xponnmueckuii HeB-
posorudyecknii koxkHo-cyctaBHOU cuHapoM (CINCA).
[TprunHOIl BO3HUKHOBEHUST KPAIIUBHUIIBI 1 CUMIITOMOB
cucremuoro Bocnanenus B FAS aisiercs xomon. Kpome
ATUX IPU3HAKOB, maiueHTbl ¢ MWS nmeloT nporpeccu-
PYIONIYIO CEHCOHEBPATBHYIO ITyXOTY, KOTOpasl pa3BUBa-
€TCsl U3-32 XPOHUYECKOTO BOCIAJIEHUS YJIUTKH, apTpas-
U U PEIUANBUPYIONIEH JTUXOPaJKU.

ITpu CAPS 06buin oOHapyskeHbl MyTaiiuu B NLRP3
6aaroiapst OTKPBITUIO (DaKTa, YTO ITOT HEJNOK SBISETCS
KJIIOUEBBIM KOMIIOHEHTOM MH(MJIAMMACOMBI — KOMILJIEKCA,
KOTOPBIH criocobeH aktuBupoBarh Kacrtazy 1. MHdiam-
MacoOMBI HEOOXOAMMBI JIJIs1 miepepaboTKu mpodopM Boc-
naautenbubplx nurokunos IL-1p u IL-18, koropsbie ce-
KpeTupyiorcs u3 kiaeTku [6]. B kieTrkax HacyuThIBaeTCs
He MeHee YeTHIPEX PABJIUYHBIX KOMILIEKCOB MH(pIaMMa-
COM, KOTOPbI€ MOTYT BOCIPUHUMATh Pa3JUIHbIE BUJIBI
CTUMYJIOB U aJIallTUPOBATBCI K HUM C ITOMOIIBIO pas-
JINYHBIX CEHCOPHBIX U aJlallTUBHBIX GEJIKOB, HO BCE OHU
cxongarcs B aktuBanuu WJI-1. Panee ObLIo ycTaHOB-
siero, yto NLRP6 saBasiercss kommonentoMm undiamMmma-
coMbl, KoTopas aktusupyer IL-18 u criocob6cTByeT Hera-
TUBHOMY PEryJIMPOBAHUIO BOCHATIEHUS TOJICTON KUIIKH
[OCPENCTBOM HU3MeHEeHUs KHUIIeYHON MUKPOGMIOPHI
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[7-9]. Haubosee nsyuyennast uudrammacoma NLRP3 siB-
JIeTCS MapKEPOM [P ayTOBOCHAJIMTEIbHBIX 3a00JeBa-
Husx [10]. NLRP3 sBisiercst KpynHbIM OG€JIKOM, B €ro
cocraBe ecTb C-KOHILIEBOU JOMEH C JIEHMIIUMHOM, BBIIIOJI-
HSOINUH POJib ceHcopa, 1 N-KOHIEBOH MTUPUHOBBIN 0-
MeH. AKTuBaIus WHGIAMMACOM MPOUCXOJUT B Pe3yJib-
tare uamenenus ctpykrtypsl gomeHa NLRP3 LRR u ero
BBIBOJA M3 aBTOMHIMOUPOBAHHOIO HA30BOIO COCTOSIHMS.
ITocse Toro, kak akTusuposanubli NLRP3 6bi1 ouro-
MepH30BaH ¥ BCTYNUJ B KOHTAKT C afalTepHbIM OeJi-
koM ASC u kacmnaszoii-1, TpoucxoauT B3anMo/leiicTBHE,
KOTOPO€e TIPUBOANUT K (DePMEHTATHBHON aKTUBAIUMK Kac-
na3pi-1. B Xome mcciemoBaHWii Ha MbIax ¢ gaeduim-
toM NLRP3 pesysbraThl IOKa3aiu, 4YTO OH HEOOXOMMM
mst o6paboriu 1L-1B, Koraa craikuBaeTest ¢ MUPOKUM
CIEKTPOM MOJIEKYJI. B 5TOT cnmcok Br/OYaoTcs Oak-
tepuanbibie n Bupycusie PHK, Takske rpubrosbie [11].

VY nanuentos ¢ CAPS Gbuin 00HApysKeHbI MICCEHC-
myTtaruu (todyeunbie mytainun) NLRP3, kotopsie yBe-
JIMYUBATHA €ro (DYHKINIO, HO OJMH U3 MAIlNEeHTOB C aTH-
nnyabiMy npossiaeausMu CAPS ObL1 reTepo3uroTHbIM
nmo NLRP3 [12—-13].

3akJoueHue

KinHndeckuii cayvail mokasbiBaeT HEOOGXOAMMOCTD
npoBesieHnst 6osree TIyGOKOTO M3YYeHUsT TPUYMH BO3HUK-
HOBEHUS XOJIOJ0OBON aJJIEPTUM U TIOMCKA IeHEeTHYECKUX
(haxropos eé¢ mpoucxosxaenus. HecMoTpsa Ha OTCyTCTBHE
KIMHWYECKUX TIPOSIBIEHUI HACJACICTBEHHBIX KPUOTIMPUH-
ACCOLMUPYEMBIX CUHJIPOMOB Yy Ilanuenta N, Mbl Bce XKe
CMOTJIM OOHAPYKUTH WX HAJIUYUE MPU TTOMOIIM TEHETH-
YECKUX TEeCTOB. Pe3ysbTaThl reHEeTUYeCKOTO TEeCTUPOBA-
HUST TTOATBEPKIAIOT HEOOXOAUMOCTD MCCIEIOBAHIS KO-
AUPYIOMNX GEJTKOB CUCTEMBI TEMOCTA3a, YTO, HECOMHEHHO,
Tpebyer nanbHeiiniero usydenus. CBeleHUst O pacmpo-
crpanennoct CAPS B Mupe CUJIbHO Pa3HATCS, B CBSA3U
€ HEJIOCTATOYHON MH(MOPMUPOBAHHOCTHIO Bpauell U r'u-
110/INArHOCTUKO.
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