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Kpanusnuua npedcmaszsem co6oii eemepozeHHyio epynny 3a06071e8aHutl, 0CHOBHbIM CUMNINOMOM KOMOPbIX S6TIAENICST
80710bIPY U/UNU aHeU0omeK. AKmyanvHocmy npobsemvl OUPPepeHyuanvHol OUAzHOCUKU NPU XPOHUHECKOU
CNOHMAHHOIL KpanusHuye 00yc0671eHa He00X00UMOCbIO Bepudukayuu duazHo3a neped Ha3HAUeHUeM 2eHHO-
UHIHEHEPHOTI Mepanuu MOHOKIOHANbHUIMU aHmu-IgE-anmumenamu, a maxaie 6 cnyuae ee HedPPHeKmusHoCMu.
B munuunvix cumyauusx 0uazHOCMUKa KpAnusHULbl He 8bi3viéaern 3ampyoHenuti y knunuuucmos. O0Hako
NpU amunuuHvLIX NPOSB/IEHUSX 3A0071eBAHUS BO3HUKAIOM CTIOHHOCU OUPPepeHUUanvHOT OUazHOCUKY,
00YC71087IEHHblE 8APUAOETILHOCHDIO KTTUHUMECKUX NPOSBIIEHULL, CTIONCHDIMU MEHOUCUUNTTUHAPHDIMU ACNEKMAMU
namosnozuy U HedoCmamouHol UHHOPMUPOBAHHOCIILIO NPAKIMUKYIOUAUX B8PAUeli 0 peOKUX 3A0071e6aHUAX

U CUHOPOMAX, NPOMEKAULUX C YPIMUKAPHLIMU UL YPMUKAPONOO0OHIMU BbICLINAHUSIMU.

Ilepeuucnervl omnuuumesnvHoie 0C00eHHOCMU 3A00/1e8aHULL, CONPOBOHOAEMBIX YPMUKAPHOIMU ITIEMEHMAMU
WU UMUMuUpyouux kpanusnuyy. Ipedcmasnen ougpepenyuanvHo-0UacHOCU4ecKuti aneopumm

NpU aMuUNUYHLIX XAPAKMEPUCUKAX YPIMUKAPHBIX 8bICLINAHULL, 4 MaKdie NPU COHemaniy KPanusHUuLbL

U IUXOPAOKU, KPANUBHUDL U CYCABHO20 CUHOPOMA, KPANUSHUUbL U 2UNOMEH3UU U/UNIU BHE3ANHOTI 2Uunepemuul
KOxcHbIX noKkpoeos. Ocoboe sHUMAHUE YOeneHO NPUHUUNAM OUAZHOCUKU U 2eHHO-UHIEHePHOTI 6L0I02U1ecKOl
mepanuu aymosocnanumenvhulx 3a6onesanuii. B nepcnexmuee nosvluieHue mouHOCMu eHOMmunupoBanus

U OupepeHUUanLHOU OUAZHOCMUKYU KPANUBHULbL B03MONCHO NPU COUEMAHUU KTUHUHECK020 00CIe006aHUS,
TIA60PAMOPHYIX U 2UCTNOTIOZUMECKUX UCCTIE008AHULL C 2eHOMHLIMU U NOCHIZEHOMHBIMU TEXHOTIOZUSIMU.

Knwoueswvie cnosa: kpanusHuya, ouddeperyuanvrolii 0uazHo3, MeOUCUUNTUHAPHASL npobrema,
aymosocnanumenvHoie 3a0071e6aHUS, 2eHHO-UHNEHEPHASL OUON02UUECKAT Mepanus

MU 3aTpaTaMy 3[paBOOXPaHEeHNs [2]. THKe M JIeYeHUI0 KpanuBHUIBL [3].
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ePMMH «KpalMBHULA» MC-
TnonbsyeTc;I IS ONMCAHUSA

reTepOreHHOl IPYIIIbl 3a60-
JIeBaHWIT, CUMIITOMOM KOTOPBIX SIB-
JISIeTCSL BOMABIPD M/VWIM aHTMOOTEK
[1]. Menuko-commanbHOe 3HAYEHIIE
KpalnMBHUIIBI 00YCIOB/IEHO JOCTa-
TOYHO BBICOKOIT PacpOCTpaHEHHOC-
TbI0 (1-5% Hace/meHs1), TOpaKeHNeM
JIUL TIPEVMYIIEeCTBEHHO TPYAOCIO-
cobHoro Bospacta (20-40 nert), BbI-
PaXXEHHBIM CHIDKEHMEM KadecTBa
JKM3HU TALMEHTOB U 3HAYMTE/IbHbI-

B cBsi3u ¢ akryampHOCTBIO Ipo6ite-
MBI B IIOC/IEJHVE TO/bI PeaN30BAHbI
OTE€YECTBEHHbBIE Y MEX/YHapOJHbIE
VHUIVATUBGI, HalIpaB/IEHHbIE Ha OII-
TUMM3ALMIO JUATHOCTUKA U BEJIeHNA
00bHBIX KpamuBHMIEil. Exxerogno
1 oxTsA6ps mpoBopuTCA BeemupHbIi
JeHb KpamMBHUILBI, IOAYYMBIINI
HIMPOKOE OCBEelleHNe B IIpecce.
B Poccniickoit @epepauyu B 2016 1.
yTBepxaeHbl PefepanbHple KIMHN-
YeCKyMe peKOMEeH/IalMM I10 IMarHoC-

B pmexabpe 2016 . B YHuUBepcurere
Charite B Beprne cocrosica Tpetui
GA2LEN Bcemupnsiit popym xpa-
nuBHusl (GUF2016) ¢ yyactrem
cabire 300 crenuanucTos us 6omee
4yeM 50 cTpaH Mupa C 1e/blo 0OHOB-
JIeHVA MEeKITYHAPOIHBIX COITIACUTETb-
HBIX JIOKYMEHTOB IO AMAaTHOCTUKE
U JIEYeHUIO KPAIVBHUIIBL.

B x/1accmuecKmx Cydasx J1arHos Kpa-
IIVBHMIIBI HE BbI3bIBAET 3aTPYIHEHMI
U yCTaHAB/IMBAETCA IpK cOOpe aHaM-

JddekTuBHad hapmakotepanusa. 7/2017



He3a 11 (M3MKATbHOM 00C/IeTOBAHNN
narpyenta. OfHAKO KIMHIYeCKe CH-
Tyauun, Tpebymomye guddepeniu-
QITBHON JVATHOCTUKYU KPAIlMBHUIIBI
C IpyruMu 3a00JeBaHUAMY, B TOM
YICIle ayTOBOCIIA/IMTEIbHbIMI, He-
PenKo HpencTaBIAIT RUATHOCTHU-
YecKue TPYLHOCTM [l MPaKTUKY-
fomux Bpadeil. BapmabenbHOCTbH
KJIMHUYECKUX TPOSBIEHUI, CIIOX-
Hble MEXUCIUIUIMHAPHbIE ACTIEKTHI
nuddepeHIanpHOro J1arHosa 1 He-
ZmocTaTouHass MHGOPMUPOBAHHOCTD
Bpadell O pefKuX 3a00IeBaHMsX, CO-
MPOBOXIAMINXCA KPAaNUBHUILEN,
MOTYT HPMBOZUTb K OLIMOOYHBIM
[MarHO3aM 1 HECBOEBPEMEHHOMY Ha-
3HAYEHMIO a/IEKBATHON TEpaINL.
Bonpoc guddepenunanpHoil guar-
HOCTMKM KPANUBHUIBI TPUOOpeN
0cO0YI0 aKTya/IbHOCTD C BHEPEHUEM
B K/IMHIYECKYIO IIPAKTUKY TeHHO-VH-
JKEHEPHOIT GIMOIOTMYECKOIT Tepamnnn
IIpY XPOHMYECKOI CIIOHTaHHOI Kpa-
muBHuie (XCK). [enHO-MH)XeHepHAs
6uonorndeckas tepams (I'TIBII) ss-
JISI€TCS1 BBICOKOTEXHOIOTTYHBIM U BBI-
COKO3aTPAaTHBIM METOLOM JIeUeHIISI
XCK, nostomy HO/mKHA IPOBOINTHCS
MAI[VIEHTaM C TIOITBEPKIEHHBIM JIa-
THO30M. B C/IOXXHBIX KIMHUYECKIX
C/y4asX NMpPU BO3HMKHOBEHUH IIO-
IO3peHnil HeOOXOMMO UCKITIOUYNTD
APYIYIO NATOTOIMIO KO Ha3HAYEHIS
I'MBII. Kpome Toro, npu Headex-
TUBHOCTM OMONOIMYECKON Tepamuu
HeobxomMBbI peBuss auartosza XCK
U IpoBefieHre TiaTenpHoro audde-
PEHIMAIBHOTO [JUArHO3a.
PaspaboTka MHHOBALMOHHBIX JMar-
HOCTUYECKUX TEXHONOTUII B 3Py
[epCOHAMN3MPOBAHHON MEeJUIIVIHDI
CTAaBUT HOBBIE BOIIPOCHI B 00/1acTH
muddepeHIIaIbHON AUaTrHOCTIKI
kpanuBHuLbl [4]. [IpencraBnsercs
AKTYa/IbHBIM M3y4YeHJe PO/ TeHOM-
HBIX I TIOCTT€HOMHBIX MCCIIEIOBAHMII
C 1le/Ibl0 BepuduKamym Auarosa, ge-
HoTHIMpoBauus, nuddepeHimans-
HOJI IIaTHOCTMKI U TIePCOHATN3UPO-
BAHHOII Teparyy KParMBHULIBI [5].

MpuHyunbl guddepeHunanbHoi
ANArHoCTUKNU KpanuBHULLbI
CBoeBpeMeHHOCTh fuddepenuu-
QJIBHOJ AMAarHOCTHUKM KPaIVBHULIbI
SIBJISIETCSI OCHOBOIIO/IATAIOIINIM YCTIO-
BUEM BeJleHNs MAlVeHTOB. PaHHss
AMArHOCTHUKA psifa 3abojeBaHMIL,

Annepronorud u ummyHonorna. N 1

COIIPOBOX/JAIOLINXCST KPAIIVIBHULIETT,
TII03BOJIAACT CBOEBPEMEHHO HavyaThb IIa-
TOTEHETUYEeCKY OOYC/IOBIIEHHYIO Te-
PAIINIO ¥ IPERYIPENUTD OCTTIOKHEHIISL.
ITpu mnddepeHManbHOI AUarHOC-
THKe I1e7eCO00Pa3HO NpUMeHeHIe
COBpPEMEHHBIX MEeTONOB 00CiIefoBa-
Hys. Harmpumep, HerocTatouHast MH-
($OpMATNBHOCTD PYTUHHBIX IMCTO-
JIOTMYECKVIX METOJIOB B Psifie CTy4aeBn
CII0COOHA IIPUBECTH K OLIMOOYHBIM
IMarHosaM. B Takmx cmydasx mpu-
MeHeHNe JOIOTHUTENbHbIX METOfIOB
MCCTIEROBaHNS (MMMYHOTICTOXMM-
4ecKoe JICCIel0BaHe, TeHOTHUIIIPO-
BaHIE) TI03BO/IAET YTOUYHUTD BEPOAT-
HOCTb TOTO VIV IHOTO JMarHO3a.
YuuTbiBasg Hamudye IepexOFHbBIX
¢$bopM MeXy KpaIrMBHULEI U yPTHU-
kapHbIM BacKymuroM (YB), unornma
YTOYHUTDb JAMArHO3 MOXKHO TOTBKO
Py AMHAMIYECKOM HaOMIOfieHNH TIa-
1ueHToB. Hepepxo Bompoc o Heobxo-
nuMocTy auddepeHanbHoO uar-
HOCTUKV KPaNnMBHUIBI BO3SHMKAET
IPY PE3VICTEHTHOCTH K ITPOBOAVMOIL
tepanyu. TakuM 06pasoM, KTUHUYEC-
Kast 3QPeKTNBHOCTD AHTUTUCTAMIH-
HbIX npenaparos win I'VIBIT Taxxe
MOXXET MMETh JVMarHOCTIYECKOe 3Ha-
JeHe.

[Tpu mposenennn auddeperumans-
HOJT AMarHOCTVKY KPAMBHUI[BI IMe-
eT 3HaYeHNe CBOEBPEMEHHOE IpIMe-
HeHe OMOIICUN TTOPaXKEHHOM KOXI
Y JIOTIONTHUTE/IbHBIX METOJIOB JI/Is1 PaH-
Hell OUarHOCTUKM 3abojeBaHMIl,
MMUTUPYIOIUX KpanuBHuLy. B mep-
CIIeKTUBe MeTOnbl JuddepeHnyan-
HOJI IIaTHOCTUKM OYAYT HOIOTHEHbI
MY/IbTUIUIEKCHBIMI VICCTIEIOBAaHMSAMU
ayTOPEeaKTUBHOCTI K ayTOAHTHUIeHaM
Y METOffaMJ1 FeHOMHBIX U IIOCTTE€HOM-
HBIX UCC/IEJOBAHUIA.
Iuddepenimanpublit fuarHos kpa-
IMBHULIBL SIB/IIETCA MEXKJUCLINUIUIN-
HAPHOI IPO6IeMOTt U IIPOBOJUTCS
C y4acTueM aUIeprojioros, JepMaro-
JIOTOB, PEBMATOJIOTOB ¥ MH(EKINO-
HUCTOB. MeXXVICIIVIUIHAPHBII JIa-
yor mosBossieT ArddepeHIpoBaTh
koMopbunHOCTDb ¥ 601bHBIX XCK oT
KPAIVBHILIBI, SIBJISIOIIENICST CUMIITO-
MoM ppyroro 3aboneBanusi. Kpome
TOTO, HEOOXOAMMO HOMHUTb, UTO
B OT/E/IbHBIX C/TyYasx BO3MOXKHO CO-
JeTaHue HO30JIOTUI1 Y OFHOTO ¥ TOTO
Ke manyeHTa. TijaTe/IbHbll aHAIN3
K/IVHIYECKUX aCCOLMALNIl y OTHe-
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JIbHOI'O ITIaIME€HTAa M MEXIMCHUIIIN-
HaprII‘/'[ MMOAXO0a MMEKT 3HAYCHNE T/IA
BepI/I(bI/IKaI_H/II/I ararHosa u orTuMmsa-
oy Tepanmnm.

KnuHuyeckune ocobeHHOCTH
KpanuBHNLbl N NOKa3aHUA

K A PepeHumanbHON fUArHoCTUKE
OCHOBHBIM CUMIITOMOM KPaITVBHAIIbI
SIBISIETCST BOJIZBIPD, KOTOPBIIT TIpef-
CTaBIsAeT OO0 OrpaHMYeHHBIN HO-
BEPXHOCTHBIIT OTE€K COCOYKOBOTO CIIOSI
fiepMbL. Y GOJIBIINMHCTBA MALVEHTOB
BOJIfIBIPI COYETAIOTCSI C OTEKAMI ITTy-
OOKIX CI0€B JAepMBI WV TIOfC/IN3IC-
TOTO CJIOSI — AHTMOOTEKaMI. Y HEKO-
TOPBIX NAIMEHTOB aHTMOOTEKN, Oe3
BOJIABIPEN, MOTYT OBITh €AMHCTBEH-
HBIM IIPOSIBJIEHVIEM 3a00/IeBaHIS.
Bonjslpy mpy KpamyBHHUIE MOTYT
OBbITb OT 671€HO-PO30BOrO JIO SPKO-
KpacHoro IBeta. IIo Mepe pasBurus
37IEMEHTOB OTMeYaeTcs Oomee Gren-
HBIII LIeHTP BOJABIPSI C IMIIEPEMU-
posanHoit iepudepueit. Y 601bHbIX
KpaNMBHUIIEN pasMepbl BOJABIPEN
BapbUPYIOT OT HECKOTbKUX MUJIIU-
METpPOB IO HECATKOB CAaHTUMETPOB.
ITpy pacrpocTpaHeHHbIX BBICHIIAHN-
SIX BO3MOYKHO C/IVSIHIE YPTUKAPHBIX
97IEMEHTOB ¢ POPMMPOBAHIEM TUTa-
HTCKOJ KpalMBHUIbL. YPTUKapHbIe
BBICBIITAHIISI COITPOBOXKIAIOTCS 3YIOM.
ITpyt MHTEHCVBHOM 3yl Y IALMEHTOB
HapYIIAeTCs COH.

Il KpanMBHULIBL XapaKTepeH MO-
HOMOPHBIIT XapaKTep BbICHIITAHUIL:
KO>KHBIII IIPOLIECC IPeCTaB/IEH TO/Ib-
KO YPTUKAPHBIMM BBICHIITAHUSIMI.
I1pn paspemrenynt BonpbIpeii He Gop-
MUPYIOTCS BTOPUYHBIE 3JIEMEHTHI.
ITpn kpanuBHuULIe BONABIPY beccrer-
HO PaspelIalTcs B TeYeHNe CYTOK.
AHTMOOTEeKM — OefjHBIe OTPaHN-
YeHHBIE OTeK! IOJKOXXHOTO CJI0s
IlepMBI UMM TOACIUZNUCTOTO CIIOSI.
AHTMOOTEK) MPENMYIL[eCTBEHHO
BO3HIKAIOT B 00/IaCTY ML, KUCTETL,
crom ¥ reHyTanuit. [Ipu KpanvBHuIe
aHTMOOTEKN TaKKe 6eccrefHo ncye-
3aI0T B Te4eHne 24-36 Jacos.

[Tpn nuddepenmanbHOI FUarHoC-
THUKe KPAMBHUIIBI HEOOXOMMMO 06-
pallaTh BHMMAaHME Ha aTUIINYIHbIE
XapaKTEePUCTUKN YPTUKAPHBIX BBICHI-
mauwit [6]. [yt HuX XapakTepHO [ii-
Te/IbHOE MePCUCTUPOBAHNE — CBBIIIE
24 4YacoB. B xnmHMYeCcKoONM MpaKTH-
Ke /Ul yTOYHEHMUs IJIUTEIbHOCTH
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HEePCUCTUPOBAHMNSI OT/ENbHBIX BOJI-
AbIpell MalyeHTa IPociAT 00BecTH
MapKepOM TPaHNUIIbl BHICHITAHMIT Ha
OTPaHMYEHHOM Y4YacTKe Tela U 3a-
(uKCHpOBaTh BpeMs VX paspelIeHsL.
DyKCpOBaHHBIE BBICHITAHVIS HeE SIB-
JIIOTCSL KpanyBHULIET.

ATtynuyHble ypTUKapHbIe BBICHINA-
HISI COITPOBOXKAAIOTCS IIPENMYIIeCT-
BEHHO JOKeHNeM U 60/Ie3HEHHOCTBIO,
B MeHbIIIel] CTelleHN 3yIoM. B HekoTo-
PBIX CTy4asix 3y7, IIOMTHOCTBIO OTCYTC-
TByeT. /I aTUINYHBIX YPTUKAPHBIX
BBICBIIIAHNII XapaKTEpHO pa3pelleHe
¢ opMmpoBaHMEeM TUITEPIIUTMEHTA-
LVIJT, TEMOCUIEPMHOBOTO OKpAIlVBa-
HUA, MeTexnit. ATUIIMYHOI XapaKTe-
PUCTHKOIT TaK)Ke SIBISIETCSI COYEeTaHUe
BOJIABIPEIL C APYTUMI IIePBUIHBIMU
anemeHTamu coinu. Hanpumep, ypru-
KapHbIT BACKYIUT MOYXXET IIPOTEKaTh
¢ ¢popmmpoBaHMeM KaK BOJIBIPEIL,
TaK U OTAE/bHBIX OY/IIe3HBIX 9/IEMeH-
TOB [7].

IIpu BBIpa)KEHHBIX BBICHIIAHUAX
60/IbHBIE KPAIIVBHULIEH MOTYT OTMe-
4aTh c1aboCTh, HefoMoraHue. Y He-
KOTOPBIX U3 HUX BO3MOXXHBI 03HOO
u nuxopagka. OFHAKO BBIpaXKEHHAsI
JUIUTEe/bHAS JIMXOpajjKa HeCBOVIC-
TBEHHA KpaIMBHIULE 1 TpebyeT Ipo-
BemeHus1 auddepeHnaabHoOl guar-
HOCTVKI C YPTUKAPHBIM BaCKY/IUTOM,
3a00/IeBAHMSIMN COEMHUTETBHOI
TKaHV ¥ ayTOBOCIA/INTE/IbHBIMI 3a-
6oneBanusamu (AB3). Hekortopsie
HalMeHTbl C KPaIMBHUIEN MOTYT
IPebsB/IAT XKAJIOOBI HA YPTUKAP-
Hble BBICBIIIAHIS B COYETAHNN C BHe-
3aIIHBIMI 3MM30fjaM) IIOKPAaCHEHVS
JIMLA ¥ BEPXHENl IOIOBMHBI TYIOBH-
111, TUIIOTEH3M0, 0OMOPOKM 1 JuC-
mercudeckye nposieieHus. Takne
K/IMHIYECKIE CUTYALuy HeOGXOMO
nnddepennupoarb ¢ aHaduIak-
CHelt, CUCTEMHBIM MacCTOLMTO30M
M CMH/IPOMOM MOHOK/IOHAJIBHOIT aK-
TUBALV TYIHBIX KJIETOK.
BHUMAaTe/IbHBII OCMOTP IAI[MEHTa,
¢dororpadum KOXXHOrO Ipolecca,
aHa/IN3 XapaKTEPUCTUK BbICHIIAHNI
M aHAMHECTUYECKMX NaHHBIX I03-
BOJIAIOT CBOEBPEMEHHO BBISBUTD
aTUNVMYHBIE XapaKTEPUCTUKU YP-
TUKAPHBIX BBICBHIIAHNIT y HallyieH-
TOB. Takum GO/NBHBIM NPOBOJUTCS
nu¢pdepeHImanbHas AMATHOCTUKA
KPAIVBHUIIBL C MIVPOKNM CIIEKTPOM
3a060/1eBaHMIT, KOTOPbIE COIIPOBOXK/a-

J0TCsI YPTUKAPHBIMI BBICHIITAHVISIMIL
IOuddepenunanpras guMar€HocTuka
KPaNMBHUIIBI TaKXe NO/DKHA IpO-
BOJNUTBCS Y MALVEHTOB C TsKEIbIM
TOPIVIHBIM TeYEHNEM 3a00TIeBaHIIs
U HeaPeKTUBHOCTDIO IIPOBOAMMOIL
Tepanun.

InddepeHunanbHaa AMarHocTuKka
KpanuBHULLbI C 3aboneBaHnAMM,
conpoBoxaaroLmumnca
YPTUKapPHbIMU BbiCbINaHUAMN

Ons nuddepenmanpHoil guarHoc-
TUKY KPaIVBHUIBI IPAKTUYECKOMY
Bpady Ba)XHO 3HaTb 0COOEHHOCTHU
KIVHWYECKO KapTUHbBI U TeYeHU:d
3a00JIeBaHMIl, COIPOBOXK/AIOIINXCS
YPTUKAapHBIMI BBICHIITAHUAMIL.
Ypmuxapuviil 6ackynum JUarHOC-
TUpyerca npumepHo y 10% manm-
€HTOB, 00C/IeJOBAHHBIX MO MOBOAY
XCK [8]. YB xapakrepusyercs pe-
OUAVBYUPYIOLUMI YPTUKAPHBIMUI
BBICBIIAHUAMY ¥ TUCTOIIATOMOP-
¢donornyeckMy NpusHaKaMu jeii-
KOIIMTOK/IACTMYECKOTO BaCKyIUTa
C MIpeVMYIeCTBEHHBIM IIOpaskeHNeM
MIOCTKAIIVULAPHBIX BeHY/I. Bommpipn
pu YB conpoBoX/jaroTcsA My pIrypoi,
pesufyaIbHBIM TeMOCHePIHOBBIM
OKpalllMBaHMeM, MHOT/ja TUIIepPIINT-
MeHTauuein. Bongbipyu cOXpaHATCA
6oree 24 1acoB. 3y He XapaKTepeH,
qare 6eCIoKOAT XOKeHne 1 60mes-
HeHHoCTb. [Tpn YB nmomumo ypTukap-
HBIX 97IEMEHTOB MOTYT HabTIONAThCA
AHIMOOTEK, livedo reticularis, MHOTIA
Oymnet [7, 9]. Hapsify ¢ KOKHBIMI
CUMIITOMaMM INaIlMeHThbl MHOIZA OT-
MeyaloT JIMXOpPaJiKy, HeJlOMOTaHMe,
muanruio u aprpanruu. Hepepgko
KO>KHbIE 37IEMEHTHI IIpy Y B BHenIHe
HEOT/INYVMBI OT BBICBIITAHMII IIPU
XCK. JIna nopTBep>KAeHNs [UarHo-
3a YB Tpebyercsa rucTomormieckoe
UCCTIefOBaHMe OMONITaTa MOpaXKeH-
HOJl KOXXI. TMIINYHBIMY THCTONIOIU-
YeCKMMM IMpU3HaKaMu ¥YB ABnaoTca
JNefikonuTapHas (IpeyMyIecCTBEHHO
HeliTpoduapHasa) MHPUIBTpaLu,
(bparMeHTUPOBAHHBIE JIEHKOIUTHI
(meiikouuTOKIa3Ms), GUOPIHOBDBIE
OTZIOKEHUA B COCYAMCTON CTEHKE
U BOKPYT COCYHOB, IIOBPEXJECHHBIE
Y OTEYHbIe SHJOTE/NANbHbIe KIeTKN
HNOCTKAIVUIAPHBIX BEHY/T U 3KCTpa-
Basauus spurpoyurtos [8]. C mo-
MOIIBI0 MMMYHOQIIOOPECLeHTHOM
MVKPOCKOIINI BU3Ya/IU3UPYIOT OTIIO-

JKEHVIsI IMMYHOITIOOY/IMHOB U KOM-
IIOHEHTOB KOMII/IEMEHTa BOKPYT KpoO-
BEHOCHBIX COCYAOB y GO/MBIINHCTBA
6onpHbIX YB (7, 8]. Xpounyecknit YB
HEOOXOAMMO OTIMYATh OT HENTPO-
GWIBHON KpPaNMBHULIBL, HE aCCOLU-
MPOBAHHO ¢ BacKynmuToM. JledeHne
6onpHBIX YB pasHoOoOpasHO - OT
H,-aHTUIUCTaMUHHBIX TIPeTapaToB
10 IMMYHOJEIIPECCAHTOB B 3aBUCH-
MOCTHU OT TSDKECTH 3a00/IeBaHMIs.

B HeKOTOpBIX CIy4asx KpamuBHU-
1y Heobxoaumo auddepeHIUpO-
BaTb C Oy/n/7e3HbIM HemMPUzoudom
[10]. Yaie 60/I€r0T MAaMEHTHI TIOCTE
60 n1eT. B Havaste 3a60/1eBaHyIs Ha IIPO-
IpoMaibHOM (HeOy/IesHOM) Iiepyoze
3a00/eBaHMsI K/IIMHIYECKIIE IPOsIBITe-
HVsI Pa3HOOOPA3HBI I MOTYT BKJIIO-
YaTh BOJIIBIPH, YTO CIOCOOHO TIPUBO-
IUTH K OVMAarHOCTUYECKUM OIIMOKaM
[11]. Taxue 3/meMeHTBI MOTYT OBITH
eIVHCTBEHHBIM NIPOsIBIEHNEM 3260-
JIeBaHMsI Ha MPOTDKEHNN HECKOb-
Kux MecsiteB. Ha 6y/resnoit craguu
3a00/1eBaHMsI HAOIIO[AIOTCS BE3UKY-
7ie3Hble U Oy/Ie3Hble BhIchImaHys. Ha
9TOI CTafNM HEPEeOKO BCTPEUYAIOTCS
ypTUKapHble O/SAMKM C KOTbI{EBI-
HBIMI ¥ (pUTYPHBIMU OYepPTAHMAMIL.
BosmorkHa ypTukapHas ¢popma Oyi-
7Ie3HOTO MmeMUronaa ¢ ypTUKapHBI-
MU OISIIKaMU KaK efUHCTBEHHBIM
nposieienneM 3abonesanust. [Ipu yp-
THUKAapHOIT popMe 3a60/IeBaHMs He MC-
K/IIo4eHa TpaHcopManysi B TeHepa-
7M30BaHHYyIo 6ymtesHyio popmy [11].
MmnozopopmHas skccyOamueHas apu-
mema — ocTpoe 3ab0JieBaHUe KOXU
M CTIMBUCTBIX 000JI0YeK, XapaKTepu-
3yroleecs: MOMMMOPGHBIMY BbICHI-
DaHUAMHU ¥ MMelolee TeHeHIINI0
K CE30HHOCTY BBICBITIAHMIT 1 PEL{/IN-
BUpYIOLeMy TedeHuo [12]. B kmmuu-
4eCKOJ KapTuHe HaOMIofa0TCs HOJIN-
MOpHbIe 97IeMeHTbI, BK/II0Yast [LTHA,
IAIIy/IBI, BE3UKY/IbL. XapaKTepPHBI BbI-
cplmanust B popme MutieHn. Tumrana
JIOKA/TU3AI[VS] BBICHITIAHMIT B 06/1aCTH
TBUIBHOV IIOBEPXHOCTU KUCTEN, JIa-
TOHE, CTOII, TNIIA, KOJIEHEN! U Ipef-
mieynit. Y GONbIIMHCTBA NALIEHTOB
MOPAXKAIOTCST CTUBVUCTBIE 0OOTOUKIL.
IIpn o3HaKkoM/IeHNM C aHAMHE30M
HEeOoOXOIMMO YTOYHUTD B3aUMOCBSI3b
C TepIeTUYeCcKO! WMIM MUKOIIa3-
MEHHOI1 MH(EeKIUell W IPpUeMoM
JIeKapCTBEHHBIX IIPerapaToB (Cyb-
(daHnIaMNabl, HECTEPOUHBIE IIPO-
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TUBOBOCIIA/INTENbHbIE TIPENapaThl
(HITIBII), TeTpaluK/IVH, IeHNLVINH
u np.) [12].

IOuddepenumanpHas FUarHOCTUKA
T-KknemouHoi TUMPOMbL KOHU Y Kpa-
IVBHULIBI MOYKET IIPEICTABIATD TPY/-
HOCTY B CBSI3M C HOMUMOPHU3IMOM
KIVMHNYEeCKON KapTUHBI T-K/IeTO4HOIt
7M(OMBI, CITOCOOHOIT UMUTIPOBATD
pasnuMYHble XpOHUYECKHUe 3a60meBa-
Hua koxu [13]. T-xneTouHass nmum-
¢dboma xapakTepusyeTcs KIOHaJIb-
Holt T-keTouHOIT mponudepanert.
T-xrerounast muMpoMa HEPETKO Ma-
HU(eCTUpyeT pacHpoCTpaHEHHBIM
KOXXHBIM 3yfoM. Ha paHHux crapu-
X 3a007eBaHMsI KOXKHbIe MHUID-
TPAaThI, PaspelIalecs B TeUeHre
24-48 4acoB M CONPOBOXX/JAOLINECS
3y/IOM, MHOTIA AHIMOOTEKOM, MOTYT
MHTEPIPETUPOBATHCS KaK KpPaIluB-
Huna [14]. CI0XXHOCTb IMAaTHOCTUKY
T-xeTouHOI M(pOMBI TaKxKe 06yc-
JIOBJIEHA TUCTOJOTMYECKUMU TIPU-
3HAKAMM HeCTIeNnPUIECKOr0 XPOHN-
YeCKOTrO BOCIIAJIEHNS U PEAKTUBHOIO
nuMdageHNTa Ha paHHUX CTAIVsIX
3aboneBanus [15]. [l cBoeBpeMeH-
HOJI IVarHOCTVKI VICTIO/Ib3YEOT MIMMY-
HO(EHOTUIVPOBAHNE Vi TeHOTUIINPO-
BaHMeE I BbISABIIEHMsI K/IOHAIbHBIX
T-mumdonnTos.

Iuemenmuas xpanusnuya (Taxxe
M3BECTHAs] KaK MaKy/IOIaIlyIe3Hast
dbopmMa KOXHOrO MacTOLMTO3a) —
Hamboree pacnpocTpaHeHHas popma
KOXKHOT'O MacToluTo3a. [IurMmeHTHas
KPAIVBHIIIA XapaKTepPMU3yeTcsi Kpac-
HO-KOPMYHEBBIMI MAKy/IaMI I TIAITy-
JIaMy, TIPY MEXaHMYeCKOM pasfpaske-
HIJ KOTOPBIX GOPMUPYETCs BOABIPD
(cuappom [lapbe) [16]. Y HekoTOpBIX
HaIJMeHTOB TaKXe Hab/IonaeTcs yp-
TUKAPHBII lepMorpaduaM Ha BHEIITHE
HEVM3MEHEHHO KOXKe.

B 0cHOBHOM NIUIMEHTHON KpaluB-
Huteit 6oretor getn. Manudecranyst
Io roga Habmopaercs B 80% cirydaes
[16]. TIporuos 3aboneBanus 6maro-
npusatHblil. Kak mpaBmio, cuMiTo-
MBI Pa3penranTcs B IOAPOCTKOBOM
Bo3pacrte [17]. B TMIMYHBIX CTydasx
AMATHO3 He BBI3BIBAET 3aTPYIHEHIIT
y OIBITHBIX CIELVA/INCTOB, TEM He
MeHee B psifie KIMHUYEeCKUX CUTY-
aluil BO3HUKAET HEOOXOOMMOCTH
B muddepeHIanbHONM JUATHOCTIKE
¢ xpanyBHutei [17]. Hanpumep, Ha
PAHHUX 9Tarax 3a060/IeBaHMsI BBICHI-

Annepronorud u ummyHonorna. N 1

IIaHVA MOIYT HAIIOMMHATb BOJIABIPY,
HO 6ortee CTOJIKVe U B OOJbIIIelI CTe-
HeHV TUIIePIIMTMEHTPOBAHHbIE, YeM
sputemarosnsle [17]. Co BpeMeHeM
BBICBIIAHUS Ipuobperanot 6ypoe
OKpamBaHue. [umepnurMeHTanum
MOTYT COXPaHATHCS IOCTATOYHO M-
TEJIbHO, 3aTeM OJIENHEIOT.
CucTeMHble CUMIITOMBI CBSI3aHBI
C BBICBOOOX/IeHNMEM MEIMATOPOB
TYYHBIX KJIETOK M IIPJ IIUTMEHTHOM
KpalnMBHIUIIE IIPUCYTCTBYIOT He BCer-
ma. CucreMHble TIPOSIB/IEHMST 0ObIY-
HO XapaKTepu3ylTCA TUIIepeMuelt,
3y[OM, YPTUKapHBIMU 3JIeMEHTaMU
(oTexoM M IOKpacHeHMeM KO>KHBIX
BBICBIITAHMII IUTMEHTHOM KpalMB-
HIIbI), 3TI130/JaMV BHE3AIIHOTO IIOK-
pacHeHMs NUIlA ¥ BEpPXHEN 4YacTu
TYIOBUILA, TAaXMKapAueil, pPBOTOM,
obmopokamu u 1mokoMm. ITomgo6HbIe
CYMITOMBI MOTYT IIPOBOLIMPOBATHCS
IIpMMeHEHMEM PaAMOKOHTPACTHBIX
CPEZICTB, OIMATOB, 0011IelT aHeCTe3VeNn
U y>KaJIeHUeM IepellOHYaTOKPbUIBIX
HaceKoMbIX [16].

JIMarHo3 NUTMEHTHON KpalmMBHUIIBI
YCTAQHAB/IMBAETCA Ha OCHOBAHUM Xa-
PaKTepHBIX KIMHUYECKNX HPOsIBIIe-
HUJI (TUIIMYHBIe MaKy/IONaIly/Ie3Hble
BBICBIIIAHUA M BBIPAKEHHBIN CUM-
nToM [lapbe) 1 pe3ynbTaToB IUCTO-
JIOTMYEeCKOTO ¥ UMMYHOIICTOXVMU-
YeCKOTO MCCIeNOBaHMiI OMOITATOB
MMOpaXKEHHON KOXI. B 6umoncuitHom
Mmarepuare Habmofaercst 10-20-kpart-
HOe yBe/IM4YeHVe KOMYeCTBa TYYHBIX
KJIETOK B 00/IaCTV BBICHITAHWIT TIPU
OKpallMBaHUY TONYUJVHOM CUHVM,
o Pomanosckomy — Iumse, onpepe-
JsIeTCA aKTUBHOCTD XJIOPALeTHU/IIC-
Tepassl [16]. Heobxonnmo oTMeTnT®,
uyro npu XCK Habmomaercss Tpex-
KpaTHOe YBe/lMYeHMe KOIMYecTBa
TYYHBIX KJIETOK B OMOITaTax KOXU
[18]. IIpn guddepenumanbHOI guar-
HOCTHKEe HEeOOXOAUMO YJIUTHIBATD
TUINYHOE OTCYTCTBYE BOCIIA/INTENb-
HBIX UHQWUIBTPATOB B IepMe, 3a UC-
K/IIOYeHMeM HeOObIIOro KOMM4ecT-
Ba 303MHOMUIOB B PELKUX CIyUasIX.
VIMMyHOTMCTOXMMIYECKOE VICCTIeHO-
BaHI€ TPUIITA3bl B GMOMITATaX KOXU
CYMTAETCS MPEAIOYTUTENbHBIM IS
AMAarHOCTMKY MacTouutosa. [Ipu 06-
IIMPHOM MOpakeHuu Koxu (6oree
50% IOBepXHOCTU Tefa) ¥ BBICOKOI
IUIOTHOCTM BBICHIITaHUI B Hanboree
IIOpPaYKEHHOJ 00/IaCTy y TAIVIeHTOB

0630p

MOTYT HabMIONATbCsA OpraHOMeTaNs,
HOBBIIIEHNE TPUIITA3Bl B CBIBOPOTKE
U M3BMEHEHMUS B aCIUpaTax KOCTHOTO
Mmosra [16]. ITaumeHThbI TOIBKO C KOXK-
HBIM MACTOLMTO30M OOBIYHO MMEIOT
YPOBEHb TPUIITa3bl MeHee 14 Hr/Mn
[16]. ViHorma moBbILIeHNME TPUIITA-
3bl HAO/TIOZIACTCS Y Psifia TALMEHTOB
¢ XCK. B criOpHBIX CUTyallUsaX MOXKET
norpeboBaTbcsa onpefeneHue c-kit-
MyTalyu B GmonTaTax KOXu ¥/Wim
KOCTHOTO MO3Ta.

PanHss 10KanM3oBaHHast popMa Kre-
uies020 boppenuosa (6onesus Jlaitvma)
crocob6Ha MaHM(eCcTUpoBaTb MUT-
pUpyOLIeil SpUTEMON, KOTOPYIO He-
obxonumo auddepeHpPOBaTh OT
KpanuBHMIBI [19]. Murpupyromas
JpuUTeMa ABJIAETCA XapaKTepPHBIM
KO>KHBIM CHMIITOMOM PaHHeIl CTanu
6omesun Jlaiima. Murpupyroias spu-
TeMa MOXKET COIMPOBOXKIATHCS 3YAOM
nm xokeHneM. Ha panueit crapgun
KJIeIIeBOro 6oppennosa y mamyeH-
TOB HAO/MIONAIOTCA HeBbIPAKEHHDII
MHTOKCHKAI[IOHHBI CUHJIPOM, KaTa-
pa/bHbIe SIBNEHN U YBEIMUEHNe pe-
THOHAJIbHBIX IMM(ATIIECKUX Y37I0B,
OMM3KMX K BXOHBIM BOPOTAM MH-
¢exuym. [Tpn Murpupyromeit spure-
Me TUCTOJIOTMYecKast KapTuHa B 61o-
ICUITHOM MaTepuajie IpefCTaB/lIeHa
HOBEPXHOCTHBIMY WM A1 Y3HBIMU
IMMQOLMTapHBIMU MH(UIbBTpaTaMu
C IpyB/IeYeHNEM I/Ia3MaTUYeCKUX
KJIETOK ¥ MOXKET MMETbh HEKOTOpoe
CXOJICTBO C TMCTOJIOTMYECKIMI M3Me-
HeHysIMU Ipu KpanusHuIie. Hepenxo
MUTPUpYIOLIast SpUTeMa OCTAETCs He-
PacIO3HaHHOIA, YTO IPUBOJUT K OILIN-
604HbIM fAuarHosam [20].

[Tpn guarHoctuke 6onmesuu Jlaitma
aHAMHeCTIYecKle JAHHbIe MOTYT YKa-
3bIBaTh Ha (aKT IpeObIBaHNA B OIN-
TeMMOIOTNYeCKY OIAaCHBIX 30HaX [20].
Cepororndeckast IMarHoCTUKa Kie-
I[eBOr0 6Oppeo3a XapaKTepu3yeTcst
HeJJ0CTaTOYHOI MHPOPMATUBHOCTLIO,
HOCKO/IbKY MHpuuyposanue Borrelia
burgdoferi mo>xet mpoTexats 6e3 dop-
MMpPOBaHUA CIeLU(PUIECKIX aHTUTENT
[21]. B cBsa3u ¢ aTMM 1emecoob6pasHo
nposefenue ITIP-guarnocTuxkm pis
BBIABJIEHVII BO3OYRUTeNA B OMOICHIT-
HOM Matepuaie, Iepudepudeckoir
KPOBU U CHHOBMA/IbHOI SXUFKOCTH.
Pannss quardoctuka 6onesnn Jlaitma
U aJileKBaTHas aHTMOMOTUKOTEpAIV
VIMEIOT pellatoliiee 3HaYeHNe JJ1A IIpe-
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RYIPEKIEHIIS PELV/VIBOB I ITO3[JHIX
OCTIO)KHEHMIT 3a00/eBaHIIAL
IonumopgHoie svicoinanus bepemen-
Holx (M3BeCTHbIE ellfe KaK 3y/slue
ypTUKapHble IAMy/Ibl 1 O/siuiku Ge-
PEMEHHBIX) XapaKTepU3YIOTCs BO3-
HMKHOBEHHUEM Ha KOXKe MHTEHCUBHO
3YAALINX OTEYHBIX SPUTEMATO3HBIX
marya u 67sirex. Bpicbimanus damte
BO3HUKAIOT Y IIEPBOPOJASIINX B Tpe-
TbeM TpumecTpe OepeMeHHOCTH
1 paspelnarorcsa Ha 7-10-e cyTku nmoc-
e pomoB [22]. Boichimanust mpenmy-
I[eCTBEHHO JIOKA/IM3YIOTCS B 00/IaCTH
JKMBOTa, Oelep M SIrOAUL], 4acTo —
B obmacTu cTpwmit. [ucromormyeckue
U3MEeHEHNUsA B OMOICMITHOM Mare-
puajse BKIIOYAIOT CIIOHIMO3, OTEK
COCOYKOBOTO CJIOSI IepPMBI U IIepu-
BaCKy/IPHYIO TUMQOLMTAPHYIO MH-
¢dunbrpanyio [23].

DQurcuposanuvie nekapcmeeHHbLe
BLICHINAHUA XAPAKTEPU3YIOTCSI BO3-
HUKHOBEHIEM BBICBIITAHUI C OJHOIN
VI TOV >Ke JIOKa/IM3auyei Ipy IOBTOP-
HOM IIpYMEHEHUM HPUYMHHO-3Ha-
4JMMOTO JIEKapCTBEHHOTO CPENCTBA.
IMprannamy GUKCHPOBAHHBIX BBICHI-
nanuit moryT 661Tb HIIBII, cynbda-
HVJIaMIZIBL U IpyTHe IIpenaparsl [24].
Tpyzuoctu B puddepeHunanbHol
IMATHOCTVUKe C KpalMBHUIEH He-
penKo 06yC/IOB/IeHBI 9BOTIIOLIIEN KOX-
HBIX 9/IEMEHTOB IIPY (PUKCHPOBAHHBIX
JIEKapPCTBEHHbIX BBICBIIAHWAX, KOTO-
pble Ha PasHBIX 9Talax MOTYT HaIlo-
MUHATh ypTuKapHble. HauanbHble
9JIEMEHTBI IIPEACTAB/IEHbI ISITHAMNI
TEMHO-KPACHOTO I{BETa C CUHIOLIHBIM
OTTEHKOM, KOTOpBIE€ CIIOCOOHDI ITPO-
IPeccHpoBaTh B MYy WM OJIALIKY,
MHOT/Ia IPUBOJAT K 00PasoBaHMIO ITy-
3bIpsi. [To Mepe paspelieHust BbIChIIA-
HUIT [IEHTP KOXXHBIX 97IEMEHTOB CTa-
HOBUTCS CEPOBATOTO IIBETA, Y PETpecc
BBICBIIIAHWIT TPOUCXOAUT OT LIEHTPa
K mepudepnun ¢ GopMuUpOBaHNEM
runepnurMentanuu [24]. ITpn pas-
pelLIeHny 9/1eMeHThl MprobpeTarT
KOPMYHEBYIO OKPacKy 1 (HopMy Ko-
JIe1] VI TUPJISTHI Y MOTYT HAIIOMMHATh
yPTHUKapHbIe 9/IeMeHTbL. BbIchImanms
COIIPOBOXKIAIOTCST 3Y/IOM U JKOKEHIEM
VI CIIOCOGHBI IIEPCUCTIPOBATD JI0 TPEX
Henenb. [Ipn nuddepennmanbHoil
IMATHOCTHKE Befylljee 3HAYEHME OT-
BOAUTCS CO0PY (papMaKOTOTIIECKOTO
aHAMHe3a U TIATeIbHOMY (DM3MKaIb-
HOMY 00C/IeOBaHNIO.

AymoummyHHbLi npoeecmepoHo-
60bIll depmamum BCTPEYaeTCA PEIKoO
U XapaKTepUsyeTcs MOMUMOPQHbIMU
BBICBIITAHISIMH, KOTOPbIEe BO30OHOB-
JIAIOTCSA IMKINYIeCKY KaXK/IbIi MecsAL]
B JIIOTEMHOBYIO (pa3y MeHCTpyasb-
HOTO IIMK/Ia U CIIOHTAHHO paspelIa-
I0TCST BO BpeMsi MeHCTpyaunn [25].
Hepenkxo BBICHIIAHUA IIPELCTAB-
JIEHBl YPTUKAPHBIMIU 3JIEMEHTAMI.
CunraeTcs, YTO B OCHOBE IaTOreHe-
3a JIOKUT TUIEPYYBCTBUTETBHOCTD
K mporectepony. O6octpenue 3a60-
JIeBaHMsI MOXeT HAaOIIfaThCs Ipu
JMICIIOTIb30BAHNY OPaJIbHBIX KOHTpa-
IIeIITMBOB, COflepKAIl[UX IIpOorecTe-
poH. OTMeYeHO YBeMYeHNe YaCTOThI
CIy4aeB ayTOMMMYHHOTO IIPOTecTe-
POHOBOTO IepMaTUTa IIPU 3KCTpa-
KOPIIOPaJIbHOM OIIJIOLOTBOPEHUN
[25]. eceHncuTmsanms K mporecre-
POHY OIMCaHa KaK MeTOJ Tepalnu
ay TOMMMYHHOTO IIPOTeCTEPOHOBOTO
mepmaruta [25].

Pemuxynapnoiii apumemamo3nulil
MyyuHo3 - pepkoe 3aboneBaHue,
BO3HMKAIOIIee Y SKeHIIUH CPeJHero
BO3pacTa U OTIMYAIOI[eeCs BOSHIK-
HOBEHIEM 9PUTEMATO3HBIX IISTEH,
Y3€JIKOB 1 OJIAIIeK, PacHo/IararolyX-
A1 B BUJe ceTyaThix ¢puryp [26]. Y He-
KOTOPbIX MALMEHTOB HAOMIONAI0TCA
YPTUKapONIOROOHbIe [IATHA I MAILy-
bl Tpebyromue nuddepeHnann-
HOJI IMarHOCTMKM C KpallVBHULIEN.
XapakTepHa JOKanu3alys BbICHIIIA-
HMIT Ha TPYAM, BEPXHUX OTHENax JKNU-
BoTa U cimHe. [Ipu rucTonormdeckom
JICcCIemoBaHuy OMoITaTa KOXI Ha-
OITIOfA0TCSA TIePUBACKY/IAPHbIE U TIe-
pudoIIMKyIApHbIe TMMQOLMTaPHbIE
MHQWIBTPATHI 1 OTIOXKEHVSI MYLIHA
MeX[y KOJ/UIAT€HOBBIMYU BOJIOKHAMU
B COCOYKOBOJI YaCTU iepMbl 1 BepX-
HUX C/IOAX CeTYAaTON YacTH JiepMbI
[26]. uddepennmanpHblil fuarHos
C KpalMBHULEI TPOBOJGUTCS HA OC-
HOBAHII XapaKTePHBIX KIIMHNYECKIX
IIPOSIBJIEHMII B COYETaHUY C TUCTOJO-
TMYECKUMU TIPYU3HAKaMIL

I[Tpu coueTaHMU KPaNMBHULIBI U -
XOpajiK! y MAI[eHTOB He0OXOAUMO
IpoBOAUTL AU PepeHnaNbHYI0
IVMAarHOCTUKY C CUCTEeMHBIMIU 3a60-
JIeBAaHUAMU COENUHUTENIBHOI TKaHU
n AB3, BkIoOYasg KpUONMMPUH-AC-
COLMMPOBAHHbIE MePUOANUECKUE
cunpgpomsl (KAIIC) u cuHzpom
HInuTynepa.

YpTuKapHble U yPTUKApONOJ06HbIe
BBICBIIAHMA YacCTO BCTPEYAIOTCH
IPU CUCIEMHOLU KPACHOLU 6074aH-
ke (CKB) m cYMTAIOTCA KOXKHBIMMU
nposasnenuamu CKB, ocobenHo
B aKTUBHYI0O a3y 3aboneBaHMA.
XCK MOxeT ObITh OZHUM U3 TIePBBIX
cumntomoB CKB u Ha mecaTth net
IpeflIecTBOBATh ee MaHuUpecTannu
[27]. Tlo MHEHMIO HEKOTOPBIX aBTO-
poB, XCK moxXeT yKkasbIBaTbh Ha Ts-
JKeloe TedeHe ¥ HeIaronpusATHLII
mporuos CKB [27].

IIpu cucremaTn4ecKoM aHanu3e
42 uccnefoBaHMIl YCTAHOBJIEHO,
yto Komopbupnocts XCK n CKB
y B3pocabpiXx Bappupyerca or 0
mo 21,9%, a xomopbugHOCTD YB
u CKB - or 0 go 20% [27]. Y mereit
¢ CKB XCK nab6momaercs B 0-1,2%
crmy4aeB. [IJaHHBIX O 9acTOTE BBIAB-
nennsa CKB cpenn maunentos ¢ XCK
B HacTosAllee BpeMsA HELOCTATOYHO.
IIpu peTpoCHeKTMBHOM aHaIM3e
12 778 B3pocnbix nanyeHTos ¢ XCK
BBIsIBJIEHO, 4TO 6071bHbIe XCK nmeroT
3HAYNUTENIbHO 60/ee BBICOKUIT PUCK
passutna CKB (oTHomIeHMe 1IaHCOB
14,6; p<0,001) 1o cpaBHEHUIO C KOH-
TposbHOIL rpynmoii [28]. Oxasanocs,
yTO puck passutua CKB y sxeHIMH
¢ XCK B 26,7 pasa Bblllle, 4eM Y XKeH-
IIMH KOHTPOJILHOI I'PYIIIBL
Mexaunsmer B3anmmocasyu XCK
u CKB ocTaTca HeoOCTaTOYHO U3Y-
yeHHbIMU. HoBble cBefleHNs o maTo-
reHese IgG- u IgE-onocpenosanHoit
ayTOpPeaKTMBHOCTY YKa3bIBAIOT Ha
BOCIIajIeHNe, Ay TOMMMYHUTET, aKTH-
BaIMIO CUCTEMBI KOMIIJIEMEHTA I KO-
ary/IALMOHHOTO KacKafia Kak o01iie
3BeHbs matorenesa XCK n CKB [27].
Imarroctuka CKB y 601bHBIX ¢ Xpo-
HUYECKMMI yPTUKAPHBIMU W YP-
TUKapOIMONOOHBIMY BBICHIITAHUAMMY
MOYKET BbI3BIBATb TPYJHOCTY Y K-
uunuctoB. bonpabie XCK ¢ mopos-
pernem Ha CKB 06bI9HO HAXOZATCS
oy HabJofieHueM ajIeprojoros
U fiepMaronoros. BapmuabenbHocTh
KIMHUYECKUX HPOSIBIEHMII, cmabo-
BbIP@)KEHHbIe 00IIVe CHMITOMBI
" Ma1onH(pOpPMaTUBHBIE TabopaTop-
HBIE TeCTBI 3aTPYHAIOT CBOEBPEMEH-
Hyto guarHoctuky CKB y nmanueHToB
C YPTUKapHBIMM MM yPTUKApO-
MOJOOHBIMM BbICHITaHMAMU [29].
CoueTaHne KOXKHOTO ITpoljecca ¢ ap-
TPAITUAMY, OOLIMM HelOMOTaHVeM
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U YMEPEHHOI JIEVIKOIIEHUEN MMEET
3HaveHue B uarHoctuke CKB y atnx
HaIeHToB. [IMTebHas HellpephIB-
Hasl WM BOMTHOOOpa3Hasi TMXopasKa
B COYETAHMM C CYCTABHBIM CHH/PO-
MOM ¥ KO>KHBIM IIPOILIECCOM JJOTIXK-
HbI BBI3BIBATh nopospenHus o CKB
[29]. Takum obpasom, guHAMMYEC-
Koe HabmogeHne, KOMIJIEKCHOe 00-
C/lefoBaHMe U MEXAUCIUIIIMHADP-
HOe BeJleHJe TaljieHTa COBMECTHO
C peBMaTOJIOTOM HeOOXOAVMBI [/
cBoeBpeMeHHOI AnarHocTuku CKB
Y BAHHOJI IPYIIIIBI IAI[VIEHTOB.
YpTuKapHbIe BBICHIIAHNS SIBJISIIOT-
C OTHUM U3 KTIOYEBBIX CHMIITOMOB
HEKOTOPBIX AyMO60CHANUMENbHbIX
3abonesanuti, U3y4EHNIO KOTOPBIX
B IIOC/IEHIE TOMBI BpAduy pasjmd-
HBIX CIEI[Ma/JbHOCTEN, B 4aCTHOC-
TU PEeBMATOJIOTH, YAEMAT 0coboe
BHMMaHMe. AB3 mpeacraBidioT
co60it 0OIBIIYI0 TeTePOreHHYIO
TPYIIY PeAKNX, YaCTO TeHeTUYECKN
ZeTepMUHUPOBAHHBIX COCTOSHUIL,
KOTOpPbIe MPOABIATCA MEPUOAU-
YeCKMMH NPUCTYIaMU BOCIAICHNUS
M MaHU(ECTUPYIOT INXOPATKOI
U KIMHUYECKOV CUMIITOMATUKOIA, Ha-
HOMIHAIOIIEN peBMAaTIYECKYIO, B OT-
CYTCTBUE ayTOMMMYHHbBIX WM UH-
¢dexuponHbIx nprunH [30]. B ocHoBe
pasButusa AB3 yexar mporecchl ay-
TOBOCIIQ/ICHVISI, O KOTOPOM BIIEpPBbIE
saropopunn D. Kastner u O'Shea
B KoHIje XX B. [31]. Myrauuu B omn-
pefieeHHbIX TeHaX MPUBOAT K AMC-
(GYHKINM eCTECTBEHHOTO BPOXK/EH-
HOTO VIMMYHUTETA, TUIIEePIPOAYKIINN
HPOBOCIIAIUTETbHBIX I[UTOKIHOB,
B IIEPBYI0 O4Yepefb MHTEPIeKMHA
(VIJT) 1-6eta, m pasBUTUIO BCIIEN-
CTBIE 3TOTO KIMHWYECKUX U 1abo-
PAaTOPHBIX IPU3HAKOB CHCTEMHOTO
BOCHAJIeHNsA (aceNTuyeckoe BOCIIa-
JIeHUe KOXM, CIMBMUCTBIX U CEPO3HBIX
0607109€K, CyCTaBOB, I/1a3, OBBIIIE-
HIIe CKOPOCTH OCEAHNS SPUTPOLI-
toB (CO3I), C-peaktnBHOro 6enka
(CPB), SAA u gpyrux ocTpodazoBbix
6enkoB). B omHOI 13 cOBpeMeHHbIX
knaccudukanmit AB3, mpencrasien-
HBIX B JINTEPAType, BbIAe/I€Ha TPYII-
ma AB3, mpy KOTOpPBIX CUCTEMHOE
BOCITaJIeHIe COUeTAETCs C YPTUKAp-
HbIMU BeIchimanusmu [32]. ToBops
0 KOXKHBIX IPOSIBJIEHISIX, B IIEPBYIO
odepenb ClIefyeT OCTAHOBUTHCA Ha
rpynne KATIC.

Annepronorud u ummyHonorna. N 1

KAIIC mpencraBiaior co6oii rpynny
penkux BpoxpaeHHbIX AB3, xoTopas
BKJIIOYaeT B cebst:

// CeMeITHbIII XONIOOBOI ayTOBOCIIA-
JINTETbHBI  CMHZIPOM/CEMEITHYIO
xormozioByto KpamuBauny (familial
cold autoinflammatory syndrome/
familial cold urticaria — FCAS/
FCU);

/ cu"gpoM  Makma - Yawica
(Muckle - Wells syndrome - MWS);

/ XpOHMYECKUI MJIaJleHYeCKII
HEPBHO-KOXXHO-apPTUKY/APHbI
CMHIPOM/M/IaIeHIeCKOe  MY/IbTH-
CUCTEMHOE BOCIAIUTEIIbHOE 3a-
6onepanue (chronic infantile onset
neurologic cutaneous articular/
neonatal  onset  multisystem
inflammatory disease - CINCA/
NOMID) [33-35].

YacroTa BCTpeYaeMOCTH COCTaBIA-

eT OKosIo 1 Ha 1 MIH, 4TO fie/laeT 9Tn

3ab0/eBaHMsA MCTUHHO OpQaHHBI-
mu. Bce Tpu nmpencraBuTeNnsa NaHHOM

IPYIIIbI 00YCIOB/ICHBI My TallMeli rFeHa

NLRP3 (CIAS1), pacriono>xeHHOro Ha

IIMHHOM I/Iede TIepBOi ITapbl XpOMO-

COM 1 KOFJMIPYIOIero Oe/I0K KpUoIu-

puH. Tur HacmeOBaHNUA — ayTOCOM-

HO-JJOMUHAHTHBIII.

ITepeuncieHHble CMHPOMBI XapaKTe-

PU3YIOTCA PAaHHMM HA4ajIoM, KaK IIpa-

BIUJIO, Ha TIEPBOM TOY YKV3HU, PeL-

IVBUPYIOLIEN V/IN IIEPCUCTUPYIOIIEN

JIMXOPANIKOM, YPTUKAPHONM CBINbIO,

IIVPOKUM CTIEKTPOM MOPasKeHMA CyC-

TaBOB OT APTPAITHIL O PeLUAVBUPY-

IOIIEro U IePCHUCTUPYIOLEro apTpUTa

IIpM TSDKEIBIX BapMaHTaX, a TakoKe

(mma MWS u CINCA/NOMID) no-

pa’keHMeM LIeHTPalbHON ¥ Iepu-

dbepryeckoit HEPBHON CUCTEMBI.

OCHOBHBIM OC/IO>KHEHUEM ABJIACTCA

aMIUION[I03, PasBUBAIOLINIICA BCTIE]-

CTBJIe XpPOHIYECKOT0 BOCTIa/IeH N, KO-

TOPBIII HepeIKO ABJIACTCA NPUYMHON

ru0eny ManeHToB.

FCAS/FCU 6bln1 BuepBble OINUCAH

B 1940 r. R. Kile u H. Rusk [36], rene-

Tm4ecKas MyTauusa oTKpbiTa B 2001 1.

[37]. 3abomneBaHe MpOSIBISIETCS TIPO-

BOLIVIPYeMBIMY BO3ZEJICTBIEM XOJIO-

a 3MM30[aMU JIMXOPAJIKM, CBIIN II0

TUITy KPAIVIBHUIBL M apTPaNTUAMIU,

MHOIZIa OTMEYAIOTCSA KOHBIOHKTVBUT,

ronoBHasi 60/1b. CUMIITOMBI BO3HHU-

KalOT 4epe3 OJVH-ABA dYaca IOCIe

BO3JIEMICTBUA XOJIOAA, JOCTUTAIOT

IMKa yepes 6-8 4acop Iocje Hadaja

Puc. 1. Koxnvie nposenenus y nayuenmos c MWS

U UCYe3aroT yepes 24 yaca. ONU30/bI
Yallje MMEIOT MeCTO B XOTORHOE Bpe-
Ms ropia. Jle6ror 3aboneBanus B 95%
CTy4aeB — B IepBble [TO/ITOAA JKU3HIL,
gacTo ¢ poxpeHnst. Crydan aMmion-
po3sa pu FCAS/FCU uckmounrtennbHO
penku (2-4%) [34, 36].

MWS sapnserca IpPOMEXYTOd-
HBIM II0 TSKECTM MpefCTaBUTe-
nem KATIC u BiepBsie 6bUI OMMCaH
B 1962 1. T. Muckle u M. Wells [37].
TeHeTnyecKass MyTaLusi OTKPBITA Ofi-
HoepeMmeHHO ¢ FCAS B 2001 . MWS
XapaKTepU3yeTcsl HOBTOPSIIOMIMICS
SMM30aMI IMXOPAAKN U ypPTUKAp-
HoJ cpiiy (puc. 1), accouumnpoBaHHBI-
MIL C CYCTaBHBIMMI U [JIA3HBIMU IIPO-
apneHusaMI. [le6r0T 3a601eBaHus, KaK
[IPaBWIO, B IETCKOM BO3PACTe, HO He
VICKJTIOYEH U BO B3POC/IOM COCTOSTHUA.
CycTaBHOII CUH/IPOM BapbUpyeTCcst OT
KOPOTKUX SIIM30[J0B apTPaITUil KO
PELAMBYPYIOMINX APTPUTOB KPYII-
HBIX CyCTaBOB. YacTBIM CHMIITOMOM
aTaK sABJAETCA KOHBIOHKTUBUT, SIINC-
KJIEPUT WM UPUJOLUKINT [34, 35].
3aboreBaHme MOXXET IIPOTEKATD B BI-
Iie TIOBTOPSIIOIIVXCSL STIM30/{0B, OffHa-
KO HEPEJIKO [JINTENbHO IePCHUCTHUPYET.
HelipoceHcopHast r1yxoTa pasBuBa-
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Puc. 2. Koxctovle nposieieHus y nayueHmos ¢ CUHOPOMOM

CINCA/NOMID

Puc. 3. Iucmonozuueckas kapmuna npu KAIIC:
nepusackynApHas Hetimpodpunvnas unpunompayus
6e3 sackynuma, 6e3 mMunu4HoL TUMPOUUMApHoT

U 903UHOPUNLHOT UHUTLMPaUUY

A

Puc. 4. JJunamuxa cotnu na done newenus VJI-1
uneubumopom y navuenma c MWS (A - 0o neuenus,
B - na gone neuenus)

40

ercsa B 50-70% cny4daes, yalle B IOJ-
POCTKOBOM WM MOJIOFOM B3pOCTIOM
BO3pacTe, U ABJAETCA ONHUM U3
KapIMHAJBLHBIX JMAarHOCTUYECKUX
IpU3HaKoB 3aboneBaHusA. VMeercs
OIVICAHME CEMEN C TIOBTOPHBIMU CIIy-
yasgvu MWS, B Tom uncrne B Poccym
[38, 39]. AA-ammonyi03 pa3BUBaeTCA
y 20-40% manuenTos.

CINCA/NOMID-cunApoM ABIAETCA
Hanbornee TspKenont gpopmoit KATIC.
Briepsbie omycan B 1973 1. ]. Lorber,
B 1980-e rr. mpezicTaBnen A.M. Prieur

u C. Griscelli, a Taxoxe D. Goldsmith
KaK OIIpeJe/IeHHbIN KIMHNYECKNIL
Tun 3aboneBanusa [40]. Accoumanys
¢ NLRP3(CIAS1)-renom 6b11a 06Ha-
pyxena B 2002 r. bonpmmHCTBO Cry-
yaes CINCA/NOMID BcTpeuanuch
criopagnyecku. Knuundeckue mpo-
asnennss CINCA/NOMID-cunppoma
IeCITUPYIOT yXKe Ha IIePBOM TOAY
XKV3HY, BO MHOTMX C/Ty4asiX — C POX-
menys. Busutnoii kaproukoit CINCA/
NOMID HapApny ¢ muXopagodHbIM
CUHJIPOMOM SAB/IAETCS TPUAZia, OTpa-
KaloIlasl BOB/IEYEHME B IIPOLECC TPex
OO/IBIINX CUCTEM OpPTaHM3Ma: KOXIL,
CyCTaBOB M L|€HTPA/IbHOM HEPBHOI
cuctemsl (LTHC). JInxopaaka 4acto
eKe[JHeBHAs, peLMANUBYPYeT Ha IIPO-
TsDKeHUV 60JIe3HN 1 He ObIBAeT 31I1130-
IITIECKOIA, B PEIKIX CITyJasX OTCYTC-
TBYyeT [32, 34, 35, 40, 41]. YpTuxapHas
CBIIIb, MHOTTA C MIePBBIX JHEil SKM3HIA,
B OTIM4YME OT APYIMX CUHAPOMOB
crioco6Ha TepCUCTUPOBATL B Tede-
HIUe JUINTeIbHOTO BpeMEHMU Ipak-
TUYECKM IIOCTOSTHHO, MOXeET OBITh
MaKyJIesHO-Iamynesnoi (puc. 2).
INopaxxenne ITHC umeeT MecTo mod-
TU Y BCeX OOJIBHBIX ¥ MOXET IIPOSB-
JATBCA XPOHMYECKUM ACENTHYECKNM
menuHruToM (90%). Bonee mosguume
HeBPOJIOTMYecKye HapyLIeHU BKIIIO-
YaIOT IIOBBIIICHNE BHYTPIIEPEITHOTO
IaBJIeHN, IPUBOJAILee K IO3THEMY
3aKPBITHIO TIEPEJHET0 POIHIYKA, Pa3-
BUTHIO TUApoLedanuy, OTMedaeTcs
3a/lep)KKa YMCTBEHHOTO Pa3BUTNA
u (HOPMMPOBAHYS BBICUINX KOTHMU-
TUBHBIX GyHKIWIT (70%). TumrdHbIN
CUMIITOM, Kak 1 ipu MWS, - neripo-
ceHcopHas riuyxoTa (75%), pasBuBa-
IOIIIAACA y)Ke Ha PaHHNX CPOKax 3a-
6ormeBanust. XapaKTePHbIM 1 9aCTBIM
SBJIAETCS OpaKeHIe CYCTaBoB, y 2/3
MAllYIeHTOB B BUJIe apTpaaruil Mim
TPAH3UTOPHOIO HEIPO3UBHOTO apT-
puta. Y 1/3-1/2 60/bHBIX yKe K ;BYyM
roJiaM >KM3HU Pa3BMBAETCS TsKeNIas
MHBAJIMAN3UPYIOIasg apTpONaTus.
Odranbmonornyecke mposBIeHN
BK/IIOYAIOT KOHBIOHKTVBUT, TIePEIHII
(50%) nmm 3apamit (20%) yBeurt, Mo-
XKeT pasBUTbCS aTpodua 3pUTEIbHO-
IO HepBa, MPUBOJAIAA K CHYKEHMIO
3peHuA y 25% u cnenore y moaoBu-
HbI 60/IbHBIX. [IPOTHO3 y MAIIeHTOB
¢ cuapipomoM CINCA/NOMID kpaii-
He HeOmaronpusTHbIL. CMEPTHOCTD
B IIOJIPOCTKOBOM BO3pACTe COCTAB/LA-

eT 0ko7o 20%, B OCHOBHOM 13-3a pas3-
BUTIA MHQEKIVOHHBIX OCTOXKHEHNUI
VI HEeBPOJIOTMYECKMX HapyLIeHWIL.
OCHOBHBIM OC/IOKHEHUEM U TIPUIL-
HOJT THO€e/TN TIAI[IeHTOB SIB/IsIeTCs AA -
aMMI0n 103, KOTOpbIit y 20% pasBuBa-
ercs yxxe K 20 rogam.

T/t BCcex Tpex CMHAPOMOB XapaKTep-
HBI TPaKTUYECKY IOCTOSHHO, Ha TIPO-
TsOKEHUM BCeMl JKM3HM, COXPaHAI0-
Iyecs: KO>KHbIe BBICBIIIAHMS, OIHAKO
OHI He SBJIAITCA aJUIePTUYeCKIMMI,
UX Ha3bIBAIOT YPTUKAPOIOLOOHBI-
MU WIN «IICEBJIOKpAaNMBHULIE» [34].
VI3MeHeHMs, BBIAB/IAEMBIE TIPY MOP-
(HOMOrNuecKOM MUCCTIeTOBAHNN KOXKI,
XapaKTepU3YIOTCA NepUBACKY/IAPHOI
nHGUIbTpaLMell HelTPOPUIBHOTO
XapaKTepa, OTE€KOM JIepPMbI, OTCYT-
CTBMEM IIPVM3HAKOB BACKY/INTA, Ty4-
HBIX KJIETOK M IIPOJYKTOB VX Jlerpaja-
i (puc. 3).

BaxxubiM anddepeninanpHo-fua-
THOCTMYECKNMM IIPU3HAKOM CITYKUT
HOBBILIEHNE YPOBHA ocTpodaso-
BbIX nokasareneir (CO9, CPB, SAA,
nerikoruTos). Ayroanturena (AH®,
PO, ALILII u fp.) He BBIABIAIOTCA.
OKOHYaTeMbHO AMATHO3 YCTAHABIIN-
BAETCs C IOMOIIBIO MOJIEKY/LIPHO-Te-
HEeTUYECKOI JUarHOCTUKI: TUIUPO-
BaHue rea NLRP3.
EnnHcTBeHHBIMM 9 PEeKTUBHBIMU
npenaparamu ana nedenusa KAIIC
seisitorest TVIBIT — WJI-1 uaruburo-
pbl (aHaKMHpa, pUIOHALICIIT, KAaHAKM-
HyMab) (puc. 4).

Eme ognum 3abonesanuem, Tpeby-
IOIIVM BK/IIOYeHUA B fuddepeHun-
Q/IbHO-IMAaTHOCTUYECKMIT TTIOVCK TP
Ha/IM4YUM SIPKUX KOXKHBIX BBICHIIIA-
HUIA, SIBTIICTCsE cunopom ITnumuynepa
(CII), KOTOpBIil IO CBOMM IPOSIB-
jeHusAM o4yeHb HanommHaeT KAIIC,
B nepBylo odepenb MWS. CIII - pen-
koe AB3, oTHocAmeecsa K rpymnme
HOJIMTeHHBIX MIN My/Ib(paKTOpHaib-
HBIX 3aboeBaHUIl (reHeTUYECKas
MyTalus He HalifleHa), XapaKTepu-
3yeTcsl peLUANBUPYIOUIVIMU KOXKHBI-
MU YPTUKApHBIMJ BBICBITAHUAMMU
B COYETAaHNUM C MOHOKJIOHAJIbHOII
raMMOIIaTIel, aCCOUNVPOBAHHBIMU
€ KJIMHMYeCKVIMY U OMO/IOTMYeCKIMU
IIpM3HAKaMIU BOCITAJIEHUA M PUCKOM
pasButusa AA-amMmumonsosa u 1nM-
dbomponudepatuBHBIX 3a60/TeBaHNUI
(43, 44]. Yacrora Bctpedaemoctu CIII
ABysieTcss opdaHHOIL, B MUpe OINCa-
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HO Bcero okono 250 6onpHbIX [43].
B Poccun Takke mmeeTcsa HEMHOTO-
YJCTIEHHBII OMBIT AMATHOCTUKY 3TO-
ro 3a60/1eBaHIsI BpadaMI Pas/IMIHbIX
CIIeanbHOCTeN — a/UIepPro/IoraMu-
MMMYHOJIOTaM#, JepMaTojoramu,
peBMaronoramy, remaroioramu [44].
ITarorenes CIII moka He cOBCeM fCEH.
OpHa 13 TUIIOTe3 IIpefoiaraeT oT-
noxenue IgM-mapanpoTenna, npu-
BOJiAlIee K 00pa3oBaHIIO MMMYHHBIX
KOMIITIEKCOB M aKTMBALMU KOMIIJIe-
MEHT-KaCKaJja, 4TO JIOKUT B OCHOBE
KOXHbIX nposnenuii CIII. AktusHO
00CY>KIAIOTCA ayTOBOCIIA/IUTE/IbHbIE
MeXaHV3Mbl pa3BuUTHs 6onme3Hn [43,
45]. KoxxHble ypTUKapHbIe BBICHI-
HaHUA OOBIYHO SIBJISAIOTCS NEPBBIM
U OCHOBHBIM CHMIITOMOM 60JIe3HI,
JIOKa/IM3YIOTCA Ha TY/IOBUIIE, KOHEY-
HOCTSIX, JIAIOHAX 1 TOJOLIBAX, B 00-
JIACTYU TOJIOBBL U 1IeY, COXPAHAIOTCSA
B TedyeHue 12-24 4acos, MOTYT MCYe-
3aTh WINM COXPAHATHCS HMOCTOSHHO
(puc. 5). K mposiBneHMsAM cucTeMHO-
O BOCIAJIeHNsA IIPY TaHHOM 3aboJ1e-
BaHMM OTHOCATCA TAaKXKe pPelVBIU-
pyroLas IMxopajiKa, 601 B KOCTIX,
MBIIIIAX, APTPAITNI/apPTPUT, MuMpa-
T€HOIIaTIi, TeTIaTO- WM CIIEHOMeTa-
7N, TOBBILIEHNE YPOBHA ocTpoda-
30BbIX MapkepoB (CO3, CPE, SAA).
Momnoxknonanbaas IgM-rammonarus
SIBJISIETCST GOTIOTMYECKUM MapKepOM
6onesun. IIpn mopdonorngeckom
MCCTIeIOBAHNY KOXXI BBIABIIACTCA
HepUBACKY/IAPHAs HENTpoQuiIbHas
MHQUIBTPALWS B OTCYTCTBUE JIEi-
KOLVITOKJIACTNYECKOTO BaCKY/INTA,
XapaKTepHOIo JJiA MCTMHHOIO yp-
TUKAapHOTO BACKY/INTA, OTeKa JePMBbI
(puc. 6) [43, 44, 46]. B nevennu CIII
MCHONB3YIOT, B yacTHOCTH, HIIBII,
rmokokoptukocrepoussl (I'K), kor-
xuuyH. Ho oy adpdexTuBHBI Ka-
KOJI-TO II€PMOJ, BPEMEHU U CTOVIKOI
pemuccun He obedrnednBaioT. B pse
nyOnuKamnuit moxkasana s¢gexrus-
HOCTb VIJI-1 MHrMbuTOpa aHaKVHPHI
[45, 47]. VImeeTcs TaK)Ke YCIIEIIHBII
3apyOeXHBIN U POCCUICKUIT OIBIT
IpUMeHeHNs KaHaKMHyMaba y 601b-
Heix CIII, KOTOpbIT ZEMOHCTPUpPYeET
CTOIIKOE JMICUe3HOBEHNe ChIny (puc.
7), OPYTMX BOCHAIUTENbHBIX NPU-
3HAKOB, B TOM 4NC/Ie HOPMA/IM3aINIO
ypOBHsS 0CTpO(]a30BBIX MapKepoB
[48, 49]. OpHako Ha CEromHAIIHUIL
MmoMmeHT CIII He sB/IAeTCA OPUIMATD-

Annepronorud u ummyHonorna. N 1

HO 3apervCTPYpPOBAHHBIM JI/IA Tepa-
iy yHrnéuropamu MJI-1, mosromy
TpebyeTcsl HajbHellllee M3ydeHME
[AHHOIT OILINY JIeYeHNsI Y TaKUX Ia-
I[IIEHTOB.

Ocmpoiii pebpunvHoLii Hetimpopunp-
Hoti Oepmamos (cundpom Ceuma)
XapakTepmuayerTcs JTUXOPALKOIL,
HeITPOU/IbHBIM JIEHKOL[UTO30M
Y KO>KHBIMJ BBICBIIAHVSIMU B BIJE
60/1e3HEHHBIX OTEYHBIX Y37I0B WU
Harnyn KpacHo-(p1OJIeTOBOTrO IIBeTa
[50]. ITpu cnustHuM 371EMEHTOB 06-
pasyroTcs G/AMIKYM HempaBUIbHOI
¢hopmsI ¢ YeTKMMU rpaHuUIamMit. [Ipu
paspelIeHny KoXa B IIeHTpe /IeMeH-
TOB NpUO6peTaeT HOPMA/IbHbIL BUJ,
U BBICBIITAHNS IPUOOPETAIOT KOJIblie-
BUJHYIO VN yroobpasHyio Gopmy.
ITosiB/IEHNIO BBICBIIIAHMUIT IIPeJIIec-
TBYIOT /uxopajka fo 39-40 °C, He-
momMoraHye. JIMHaMMKa BBICHITAHMIT
XapaKTepUsyeTcs YXyAIUICHNEM BbI-
CBIIIAHWII B TeYeHME HECKOMbKIX He-
JIeTb C IOCTENIeHHBIM pa3peleHneM
3MeMeHTOoB. B mepndepuyeckoit kpo-
BU HaOIIONAIOTCA JIEMIKOLUTO3 6ojtee
10000/MM’, yBemu4eHne KOMMYeCTBa
HeliTrpodunos, nosbimeHne COD
u CPB [50]. ITpu rucronornyeckom
VICCTIeOBAaHNY XapaKTePHBIMU TIPU-
3HAKaMM SBIIAIOTCS BBIPA>KEHHAs
HeilTpodunabHass MHOUIBTPALUS
IepMbl ¢ 06pasoBaHMEM JIEMKOIN-
TOK/Ta3UV U 3HAYMUTETbHbII OTEK ST
IlepMIICa U COCOYKOBOTO CIIOS JIePMBL
Cunzppom CBrta HEOOXORUMO OT/IHU-
9aTh OT HENTPO(UIBHON KPAIVBHM-
upt u YB. Tepammsa nposoputcsa I'KC.
[Ipm coyeTaHMM KpaIUBHMNIIEI
U IIPUCTYTIOB BHE3AITHON TUIIepeMII
JINIIa ¥ BEPXHel! OJIOBUHBI TY/IOBU-
ma guddepeHnanbHO-FUATHOCTU-
YecKye MepOIPUATIS JOIKHBL ObITh
HaITpaBJIeHbI Ha UCKTIOYeHye aHapM-
JTaKCHM, CUCTEMHOTO MacCTOLMTO3a,
CUHJpPOMa MOHOK/IOHA/IbHOW aKTHU-
BAaIMM TYYHBIX KIE€TOK U KapI{MHO-
UTHOTO CHHJ[pOMa.

CucmemHubLil MACMOUUMO3 XapaKTe-
pU3yeTcs HaKOIUIEHVEM TYYHBIX KJle-
TOK B KOXK€, KOCTSIX 1 BUCL[ePA/IbHBIX
o6onoukax u obycmosnen D816V-
myrtanneir B KIT-rene pemenTopa
TUpO3UHKMHA3HI [51]. lanHas MyTa-
LV IPUBOANUT K IIOCTOSHHOM aKTH-
BaIM! TUPO3MHKIHASHI I HEKOHTPO-
NMpyeMolt mpoudepannu TyIHbIX
xneTok [51]. IIpu cucreMHOM Mac-

00
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Puc. 5. KoxcHvle nposeneHus y nayueHmos ¢ CUHOPOMOoM

IlTnumuynepa

HelimpodunvHas undurvmpayus oepmol 6e3 sackynuma

U 3HavumesnibHO20 omexa

-.

Puc. 7. Kynuposatue K03HOT CUMNIMOMAMUKY Y NAyUeHma
¢ CIII na pone newenus kanakunymabom (A - 0o Hauana

nevenust, b - na gone neuenus)

TOLMUTO3€ HAOMIONAI0TCA BHE3AMMHOE
MIOKPaCHEHMe KOXH, 0COOEHHO nIja
U BepXHeN 4acTu TY/NOBUILA, Kpa-
IVBHMILIA, TOLIHOTA, PBOTA, IIPeR00-
MOpOYHBIe ¥ 0OMOPOYHBIE COCTOS-
Hus, aHadumakens [52].

JlaHHbBIe CMMIITOMBI MOTYT BO3HH-
KaTh CIIOHTAHHO WJ/IM IIOC/IE€ BO3-
IeICTBYUA XapaKTePHBIX TPUITEPOB
(MopduHa, KOfeNHA, aJIKOTO/A UK
TpeHus OONMBIINX YYACTKOB KOXM)
[51]. InarHocTu4YecKme CI0KHOCTI
MOTYT BO3HUKATb IIPU CUMIITOMAX,
IIPOBOLIMPYEMBIX HecleupuiecKu-
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mu ¢axropamu (mpuem HIIBII, xo-
70T, KOHTAaKT C BOJOIT), YTO MOXKHO
TPAKTOBATh KaK OCTPYI0 SMU30U-
YeCKYI0 WM XPOHNIECKYI0 KPaIlyB-
Huny [17]. B puddepennuanproi
AMAaTHOCTMKe VIMEIOT 3HaueHye II0-
BBIIIEHHDINI YPOBEHDb TPUIITA3bl, Xa-
pakTepHas KIMHMYECKas KapTMHA
U UCCIefoBaHue 61onrara KOCTHO-
rO MO3Ta I BBIAB/ICHMS MyTal[uu
D816V B KIT-rene penenropa tupo-
3MHKMHA3HI [51].

Cunopom MOHOKIOHANLHOU aKmu-
8aUUU MYUHBIX K/IeMOK XapaKTepu-

3yeTC:
= CHUMIITOMaMy, OOYCIOBIEHHBIMU
BBICBOOOX/ICHIEM  MeIMaTOPOB

TYYHBIX K/I€TOK;
" KJIOHA/JIbHOCTBI0 TYYHBIX KJIETOK,
[IOKA3aHHOI IIyTeM BBLIB/ICHVISI
abeppaHTHOII IOMY/ALNHI TYYHBIX
KJIETOK, aKcrpeccupyomux CD2/
CD25, mpu O6uomncum KOCTHOTO
Mosra u/wnmm MyTanuu D816V
B KIT-reHe penenropa TMpo3uH-
KuHasbl [51].
Mexzay TeM y Mal[MeHTOB C CUHJ-
pPOMOM MOHOKJIOHA/JIbHOM aKTUBa-
I[MJ TYYHBIX KJIETOK He yBEINYEHO
KOJIMYECTBO PEAKTMBHBIX TYYHBIX
KJIeTOK U He IIOBBIlIeHa nponude-
pauus TyuHbIX KieTok [51]. Y Ta-
KMX IaLJeHTOB He BBIIIOIHAIOTC
AMArHOCTUYEeCKUe KPUTEPUM s
CHCTEMHOTO MacTouuTosa. Tepmun
«CMHJPOM MOHOKJIOHAJbHOI aK-
TUBALMYU TYYHBIX K/IETOK» VCIIOJb-
3yloT B mpakrtuke ¢ 2007 r. [51].
Kinundeckn y manueHToB Habmona-
I0TCA pelUAVBUPYIOIINe aHapIIaK-
TUYECKME SMM30/bI C TUIOTEH3MeN
u o6MopoKaMi, BO3HMKawIue 6e3
BU/JVIMBIX IIPUUVH (MANOIATIYeCKas]
aHaQVIAKCHUA) VU TIOCTIe YoKaIeHVIA
HeperoHYaTOKPBIIBIX HAaCEKOMBIX.
JInarHo3 MOATBEpXKAaeTcsA C IO-
MOILBIO OMOICKUM KOCTHOTO MO3Ta
C IIPOBeeHNEM UMMYHOTVICTOXUMN-
YECKOTO ¥ MOJIEKY/LSIPHO-TeHETIIeC-
KOTO JICC/IeJOBAHMIL.
Kapyunouonuviii cunopom nabmropna-
erca npumepHo y 10% manueHToB
C KapLHOM/JHBIMY OITyXO/ISIMI C JIO-
Ka/m3anueil B XKeMyfOIHO-KIIIed-
HOM TpaKTe, PeXKe B JIETKUX U PelKo
B PENpOAyKTUBHOI cucteme [52].
KapumHOMAHBII CUHEPOM COdUe-
TAEeTCSI C CUMIITOMaMJ BHE3AIIHO-
ro moxkpacHenusi (0co6eHHO nuIa

Y BepXHejl IOJIOBYHBI TYIOBUIIA),
TAXKEIOM T'UIIOTEH3MeN, TaXMKap-
nueit, 6pOHXOCHa3MOM, abgoMMu-
Ha/IbHBIMU 6orsiMu U fuapeeit [52,
53]. KapuuHOMAHbI CUHAPOM fina-
THOCTUPYETCA HIpY UCCIeJOBaHUN
CYTOYHOI 9KCKpeUNM 5-TULPOKCU-
VHJIONYKCYCHOJ KMC/IOTBHI B MOYe —
[JTABHOTO MeTabomnTa CepOTOHNMHA.
YpoBeHb 5-TUAPOKCUMHIONIYKCYC-
HOJI KMC/IOTBI B MOYe ITOBBILIEH Y I1a-
I[MIEHTOB C KapLUWHOMUJHBIM CUHJ-
POMOM B OT/IM4YJ€ OT HOPMAJIbHOTO
YPOBHA Y OOIbHBIX MaCTOLIUTO30M.
ITo onpenenennio EAACI/GA2LEN/
EDF/WAO (2013 r.) y psna 60/b-
HBIX KpPaNMBHUILEN CUMIITOMBI
3ab0/eBaHNs TIPeNCTaBIEHBl 130-
JMPOBAHHBIMM aHrMooTekamm [1].
HOuddepennnanpHas guMarHocTuka
U30/IMPOBAHHBIX aHTMOOTEKOB IOJ-
pOOHO paccMOTpeHa B HeJaBHUX
ny6mmkasx [54, 55].

Anroputm guddepeHunanbHoi
ANArHOCTUKKN KpanuBHULLbI

B KNIMHMYECKOM NpaKTUKe

Y 60/mbpLIMHCTBA IALEHTOB AMATHO3
KpaIVBHUIIBI He BBI3bIBACT 3aTPyIHE-
HUJL C y4eTOM JaHHBIX (PU3VKaIbHO-
ro 06ceoBaHA, aHAMHECTYECKIX
JAHHBIX, PE3Y/IbTaTOB IIPOBOKAIIMOH-
HBIX TECTOB 11 IAOOPATOPHOTo 06CrIe-
moBaHyA. OfHAKO IpY 00CTeTOBaHNI
B psfie CIy4aeB y Bpadeil BO3HMKAIOT
IUATHOCTUYECKIE CTTIO>KHOCTIL.
I[Tpex /e BCEro Ba>KHO PasTpaHNINTD
TUNWYHbBIE U aTUINYHbIE XapaKTe-
PUCTUKM YPTUKAPHBIX BBICBITAHUI
¢ uenbio auddepeHIanbHOI aMar-
HocTuku ¢ YB. Haubonee wacroii
HPUYIMHON PeLUANBUPYIOWINX YP-
TUKApHBIX BBICBIIIAHUIL ABIACTCA
XCK, HO mpaKTMKYIOIIEMY Bpady
Heo6XOIMMO MOMHUTD O PsAJie MeHee
pacHpocTpaHeHHbIX 3a00/IeBaHMIL,
COIPOBOXXAAIOIINXCS YPTUKAPHDI-
MU BBICBIIAHMAMU. Y MaLMeHTOB
C YPTUKapHBIMU BBICBIIIAHMAMMU
HeoOXOAMMO IMPOBOAUTD TIATENb-
HbI A pepeHnnanbHbll fUarHO3
MeXAy pasnudHbiMu popmamn
KPaIUBHUIBI X HEKOTOPbIMM CUH-
IpoMaMi/3ab0eBaHUAMY, CONPO-
BOX/JAIOIIVIMUCA BOJIIBIPHBIMM BbI-
coimanuamMu. Cefyer OmpenenTb
BapMaHT Te4eHMA OONIe3HN: OCTPHII
iy Xxporndeckuii. [Tpy osnakomiie-
HJJ C aHAMHE30M Ba)KHO BBISICHUTD,

CYILIECTBYET JIU CBA3b C (PU3UYECKN-
MM (aKTOpaMy, acCOLMAINU C UH-
(exumert, 1eKapCTBEHHBIMI CPEJICT-
BaMU, NUIIEBBIMM IPOAYKTaMU
U T.Jj. ATUIIYHBIE XapaKTePUCTUKN
BOJIBIPEN], TaKye KaK JJIUTeIbHOCTD
coxpaHeHus 6onee 24 4acos, pesu-
IyanbHble siBIeHUs (TUIepPIUTMeH-
TalusA), BHEKOXKHbIE IPOABIEHNUA
(mMxopapika, apTpaIrun 1 T.x.), IO-
MOTyT 060CHOBATh IPOBefeHe O1o-
TICUM KOXKIL.

Ha crnepyiomem stane puddepen-
L[VIa/IbHOI IMATHOCTYKY HAlO yTOY-
HITD, IPEICTAB/IAIOT /I yPTUKapHbIE
BBICBIIIAHMSA Y JAHHOTO MaIlMeHTa
pefKye ayTOBOCIIA/UTEIbHbIE CHH]-
pomsL. IIpu coueTaHnyu ypTUKapHBIX
BBICBIIIAHNIL C MHTEPMUTTUPYIOLN-
MU IIPUCTYIIAMY JIMXOPaKL, 00IAMU
B KOCT#IX, CyCTaBax HeO0OXOMVIMO WC-
kmodatb CKB u pyrue 3aboneBanus
coemMHNUTENTbHON TKaHN. Kpome Toro,
M3MeHeHMsI TabOPaTOPHBIX [TOKa3a-
Tejlell y GONbHBIX C YPTUKApHBIMU
BBICBITAHUAMY MOTYT CBUJETENbCT-
BOBAaTb O JIeXKalllell B OCHOBE MaTo-
noruy, HanpuMmep CKB. HexoTopble
3abomeBanns (Oy/mresHsiil mempu-
TOMJ) MOTYT COIPOBOXXIATbCS yp-
TMKAPOIIOZOOHBIMM BBICBITAHUAMI,
KOTOpbIe Heobxonumo anddepeHy-
poOBaTh OT KpalMBHULIBL Y pAfa Ia-
IIVIEHTOB BOJIABIPY MOTYT CO4ETATbCA
C OPYTMMU KOXXHBIMMU 3JIEMEHTaMI,
U HOMMMOPQHOCTD BBICBIIAHUIT He-
obxonnmo yunTeiBaTh nipu nnudde-
PEHIMAIbHOI IVaTHOCTHKE C MHOTO-
(HOPMHOII 9KCCYHATUBHOI SPUTEMOI,
HOMMMOP(HBIMYU BBICHITAaHUAMMI Oe-
PEMEHHBIX 1 T.J. YPTUKapHbIE BBICHI-
MaHMsA TAK)Ke MOTYT COITPOBOXKAATHCS
CHCTeMHBIMI CUMIITOMAaMU, 4TO Tpe-
OyeT VICKJIIOYEeHUA KapLVHOUJHOTO
CUHJIpOMa, aHAQVIIAKCUM U CUHTPO-
Ma MOHOKJIOHAa/lbHOJ aKTMBAaLVM
TYYHBIX KJIETOK.

Takum ob6pasom, nubdepenun-
aJIbHasA IMAarHOCTMKA KPaIVBHULII
KpailHe BaKHa Ilepef] HasHaueHUeM
610TOrNIeCKOIT T€HHO-MH)KEHePHOI!
Tepanuy KpaluBHULIBL U B CTy9asiX ee
Hea(HeKTMBHOCTH, @ TAK)KE IIPY ATh -
IVYHBIX IIPOSBIEHNAX 3a00/IeBaHMA.
YcnoBueM ycreurHoit nuddepeHnn-
QJIbHOIT [UATHOCTMKY KPAaVBHUIIBI
SIBJIAIOTCS KOMIUIEKCHOE 06C/IenoBa-
HUe ¥ BefleH)e MallleHTa C Y4eTOM
MEXIVCLUIIIVHAPHOTO ITOXOfa.
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Current Problems in the Differential Diagnosis of Urticaria
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Urticaria - a heterogenous group of diseases characterized by wheals and/or angioedema. The importance

of the differential diagnosis in chronic spontaneous urticaria is highlighted by the need for a diagnosis verification

before the biological treatment with monoclonal anti-IgE antibodies and in cases of a treatment failure.

In typical urticaria cases, the diagnosis is mainly straightforward for clinicians. However, in atypical lesions, the differential
diagnosis could be difficult due to variable clinical manifestations, complex interdisciplinary aspects of the disease

and insufficient awareness of rare diseases and syndromes, associated with urticaria or urticaria-like lesions.

The characteristic features of diseases associated with wealing or urticaria mimickers are outlined. A differential
diagnosis algorithm is introduced for atypical urticaria cases and for difficult cases of urticaria and fever,
urticaria and arthralgia, urticaria and hypotension and/or flushing. The diagnosis and the gene-engineered
biological treatment of autoinflammatory diseases are particularly emphasized. In prospect, the precision

of disease phenotyping and the differential diagnosis in urticaria is likely to be enhanced through the combined
use of clinical assessments, a laboratory work-up and the histopathology with genomic and postgenomic

technologies.

Key words: urticaria, differential diagnosis, interdisciplinary problem, autoinflammatory diseases, gene-engineered

biological therapy
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