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Brenenne

[epBuunslii ckneposupyrommii xonanrut (I1ICX) - xpoHrueckoe xoecTaTndeckoe 3a00IeBaHue eYeHN
HEYCTAHOBJIEHHOU 3THOJIOTMU, XaPAKTEPU3YIOLIEECs HETHOMHBIM JIECTPYKTUBHBIM BOCIIAJICHUEM,
obmuTepupyommM GuOPO30M U CErMEHTAPHOM MUIaTalueld BHYTPU U/UIIN BHEMEUEHOYHBIX KETUHBIX
MIPOTOKOB.

EcrectBennoe Teuenue [ICX nmpuBOaUT K pa3BUTHIO BTOPHYHOT'O OMIIHAPHOTO UPPO3a MEUEHH,
MIOPTAJIbHOM THIEPTEH3UH U NIEUEHOYHON HEIOCTaTOYHOCTH, MOYKET OCIOXKHSATHCS XOJaHTUTaMHU
OaKkTepuaNbHON ATHOJIOTHH, cTeaTopeeH. NehUIIUTOM )KUPOPACTBOPUMBIX BUTAMUHOB, OCTEOIIOPO30M, a
TaKXKe Pa3BUTUEM XOJIAHTHO- U renaTtoneutoiasipHoi kapuuHoMbl (XK u I'HK), konopekTansHOro pakxa.

OMUIEMUOIOT A

[ICX — penko BcTpeyaroieecs 3a00JIeBaHUe, KOTOPOE YacTO OTHOCUTCS K opdanubiM. [Ipencranenus oo
HMCTUHHOI pacnpocTpaHeHHOocTH [ICX orpaHnyeHbl B CBSI3U C MHOT00Opa3neM KIMHUYECKUX
MIPOSABJICHUH, JUTUTETFHOCTHI0 OECCUMIITOMHOTO Te4eHNA. B mocnenHue roasl Bo BCex cTpaHax MUpa
oTMedaercsi TeHAeHIHs K pocty 3aboneBaemoctr [1CX, uTo, BEpOATHO, 00YCIOBIECHO PACTYIIMH
BO3MOKHOCTSIMU AMAarHOCTUKH, B YACTHOCTH HIMPOKUM BHEPEHNEM MarHUTHO-PE30HAHCHOU
xonanruonankpeatorpaduu (MPXIID). [lanHble o 3a00/1eBaeMOCTH B CTPaHaX MHUpa KOJEOIIOTCS B
npenenax oT 0 mo 1,3 coyuas Ha 100 TBIC. HaCEIEHUS B TOM, a pacpocTpaneHHOCTh — oT 0 1o 16,2 Ha 100
1hIC. [1]. B Poccuiickoit ®deneparinu 31yuaeMroIorndecKie NCCIeA0BaHNS IO PaCIPOCTPAHEHHOCTH U
Bcrpedaemocty [ICX 1o mocnenHero BpeMeH! He TTPOBOIMIIACE.

DTHOJIOTHUS U TTIaTOTeHE3

Otnonorus [ICX mo kon1a He n3ydeHa. CyIecTByeT MEeNbli psi pa3InIHBIX MOJICIICH IMaToreHe3a u
MHOKECTBO TIPEUIOKEHNH TI0 KIIMHHYECKIM HCCIIEIOBAHIIM TaK HAa3bIBAEMBIX HHIUBUIYaTbHBIX
ounonornueckux MexanusmoB pazputus [ICX [2]. Jloka3zaHo 3HaYeHHE FreHETHYECKUX (DAKTOPORB B
stnonartorenese [ICX. BeineneHo HECKONBKO TarIOTAIIOB TEHOB TJIABHOTO KOMILIEKCa
THECTOCOBMECTHMOCTH, Hanbojee yacTo Berpedaromuxcs npu IICX [3, 4]. Tenernuecku-
(heHOTHTIITYECKHE ACCOIHAIINH MILTIOCTPUPYIOT 3HAYMMOCTh HMMYHHOT O OTBeTa B matorenese [ICX u ero
B3aMMOZICHCTBUS C MEKpPOOMOMOM denoBeka. MHTepec mpencTaBiseT THIIOTe3a CyIeCTBOBAHUS
CyOnOIy SN TONTOXKUBYIHX T-TM(pOINUTOB, XpaHAIIUX HHPOPMAIIHIO O paHee AeHCTBOBABIINX
aHTATeHax. Tak Ha3pIBaeMble KIIETKH MTaMATH, IPACYTCTBYS U B MIEYEHH, M B KHIIIEYHNUKE ITAIIHEHTOB C
[ICX, acconumpoBaHHBIM C BOCHAIMTENHBIMA 3a00neBanusamu kumnednrka (B3K), mpu crumyssimum
OOIIMMH aHTHTEHAMH aKTHBHPYIOTCS U 00ECIIEYNBAIOT BTOPUYHBI MMMYHHBIN OTBET B OoJiee KpaTKue
cpoku (5, 6].

Knaccudukarms

Knaccudukarmmm [1CX, ynoneTBopsromiell BceM mpaBuiaM CO3/IaHUs KIAaCCH(PUKAIIMOHHON CHCTEMBI, 10
HACTOSILLIET0 BpeMEHH He pa3paborano. HanOomnpmmii mHTEpeC Ha CEroAHALIHUN A€Hb IPECTaBISIET
knaccudukanus [ICX, ocHoBanHas Ha pasmuunn heHotunos. [Ipumennrtensro k [ICX genorumn
XapaKTepu3yercs OlpeeIeHHON YepTO Wil COBOKYITHOCTBIO IIPU3HAKOB, ONPEEIISIOIINX Pa3InIns
Mexxay naunerTamu ¢ [ICX cBsA3aHHbBIE ¢ KITMHUYECKH 3HAYMMBIMU HCXOAaMU 3a00J1€BaHUs
(KIMHUYECKHE TPOABIICHNS. 0O0OCTPEHUS, OTBET Ha TEPANHUIO. TEMIIbI IPOrPECCUPOBAHUS 3a00I€BaHUSI.
CMEPTb WJIM TPAHCIUIAHTALMS MTe4eHH). Pe3ynbTaThl MOCIeIHIX TEHETHYECKUX U

3HAKOB, ONpPEeNSIOMUX pa3nuuns Mex 1y nanueHTamu ¢ [ICX, cBA3aHHBIE ¢ KITMHUYECKH 3HAYMMbIMU
ucxoaamu 3aboneBanus (KIMHUYECKHE TPOSBIICHNUS, 00OCTPEHUS, OTBET Ha TEPAITHIO, TEMIIBI
IporpeccHpoBaHus 3a00I€BaHMs, CMEPTh HJIM TPAHCIUIAHTAIMS Me4eHN ). Pe3ynbpTraTsl mocieaHnx
TEHETUYECKUX U MMMYHOJIOTMYECKHX MCCIIEIOBAHHMI TTO3BOJIMIIN BBIICIUTH CICAYIONHE ()eHOTHITNIECKHE
¢dopmer [ICX [7]:

1. B 3aBucumoctu ot Bo3zpacta Mmanudecrauuu [1CX:
a. Jleru - yaiie ayTOMMMYHHBIN NEPEKPECTHBINA CUHAPOM
b. Monozpie - THIIMYHOE OOJIee arpecCUBHOE TEUCHUE



C. lloxwuiol u crapueckuii BO3pact
2. Tlo creneHu BOBICUEHHOCTH KEMYHBIX MPOTOKOB
a. IICX KkpyIHBIX IPOTOKOB
i. TICX BHemeueHOYHBIX MPOTOKOB
ii. TICX BHYTpHUIICYCHOUHBIX TPOTOKOB
iii. Coueranue [ICX BHyTpH- 1 BHEIICYCHOYHBIX POTOKOB
iv. TICX ¢ TOMHHaHTHOM CTPUKTYPOIii
b. TICX mamnbix MpOTOKOB
3. OrnocurensHo accoruanuu [1ICX ¢ B3K
a. SI3BEeHHBII KOMUT - TOTAIBHBIA KOJUT C MSTKAM TEUCHHEM M BOBJICUCHHEM JUCTAITBHBIX
OTHEJIOB TOHKOH KUIIIKHA
b. Bonesus Kpona - 6osee uacto nmpu ITCX MabsIx MPOTOKOB (Xapakrepusyercs 6osee
ONaronpUsTHBIM HCXOIOM)
C. HeyrounenHslil konut
d. Konut 6e3 KIMHUYECKHUX MPOSIBJICHHI - THATHOCTHPYETCS TOJIBKO MPH KOJIOHOCKOITHUU
(JTydiie ucxozs)
4. B 3aBUCHMOCTH OT YPOBHS KOHIIEHTPAIIUHU B CBIBOPOTKE kKpoBu 1gG4
a. Hopwmainbhsriii ypoens 1gG4
b. 1-2 Hopmsbl - 10% TICX, MoxeT ObITh MPETUKTOPOM HEOIATOMPHUSITHOTO UCXOA
C. >2 HopwM - Haubonee BeposaTHO 1gG4-CX

Pestome. B kmunnueckom muarnose [1CX mnenecooOpasHo orpakenue Genoruma 3adonepanus: [ICX
Majbix mpoTokoB, [ICX kpymHbx mporokos, [ICX ¢ Hamuunem goMuHAHTHON cTpUKTYpHI, [ICX ¢
npuznakamu AU, TICX, accoruupopannsiii ¢ B3K (K nmm BK), [gG4-CX. TIpu dopmynupoBanuu
JIMarHo3a 11e1necoo0pa3Ho OTpakaTh HAIMYKE TeNaTOOMINapHBIX U BHEIICUEHOUHBIX OCJIOXKHEHUI],
accolMalyIo ¢ APYTMMU UIMMYHOOIIOCPEI0BAaHHBIMU 3a00J1€BaHUSMU.

Juarnocruueckue kpurepuu [ICX

[NatorHoMoHMYHBIX KpuTepueB Auardoctuku [ICX He cymectByeT. Juaruos3 ¢hopMynupyercs Ha
OCHOBaHMH COBOKYITHOCTH aHHBIX aHAMHE3a, KIIMHUYECKOI KapTUHBI, TIOBBIIIEHHS CHBIBOPOTOYHBIX
MapKepoB xoJecrasa (memoanor pocdarassr - D, ramma-riroramuntpadcnentuaassl - I'TTIT), MPT-
XOJaHTHOTPA(QHUH U TUCTONOTUIECKIX N3MEHEHHH.

Kanoowvl u anamnues. Ocodbennoctoio [ICX sBiseTcs IIUTENHHOE OTCYTCTBUE KIIMHUYECKOM
cumnroMaTuku. B 50% ciryuaeB 00ne3Hb, KaK IPaBUIIO, IUATHOCTUPYETCS JIMIIb IPU U3MEHEHUN
(hyHKIIOHANBHBIX TIPO0 TiedeHu. ClieayeT BBIAENITh OCHOBHBIE, Han0oJIee YacTO BCTPEIAIOIIHECS
knuHIYeckrne cuMntombl [ICX (abgomuHabHas 601Th, JKeNTyXa, KOKHBIHN 3y/. pacdechl KOXKH,
JIMXopanka, cabocTh, MOTEPsl MAcChl Tea, NEYEHOUHAas! HEAOCTaTOYHOCTh, ACLIUT, KPOBOTEUCHHE U3
BapUKO3HO-PACHINPEHHBIX BEH MMUIIEBOIA, OAKTEPHAIBHBINA XOJIAHTUT, 0ECCHMIITOMHOE TedeHue) [8].
[IposiBneHws peUINBAPYIONIET0 CHHAPOMA O0Iel MHTOKCHKAITUH (JIMXOPaaKa, 03HOOBI) MOTYT OBITh
o0ycioBIeHsl obocTpenreM comyrcrByromiero B3K, a takke passutnem XK, gacTo ocinoxHsromei
teuenne [ICX [9].

Buoxumuueckue mecmot, ucnonv3yemoie ¢ ouazHocmuke IICX. Ilpn OMOXUMUYECKOM HCCIIEIOBAaHUN
KPOBH OTIMYHTENBHOI oco0eHHOCThIO [ICX siBisiercst moBeiieHue akTuBHOCTH LD, He 3aBUCsIIEE OT
ypoBHs ounupyouna, ['T'TIL 111® mMoxer ObITh eAMHCTBEHHBIM WHAMKATOPOM OOJIE3HU TIPU ee
O6eccumnToMHOM TeueHnr. CHikeHue LD B chiBOpoTKE KpOBU BO BpeMsi 0OJIE3HU SBISETCS
MIPETUKTOPOM OoJiee GIIarorpusITHOrO HCXOa U 0osiee JUIMTENFHOTO CPOKa BEDKHBAEMOCTH 0e3
TPaHCIIAHTAI[UH TTIE€YeHH, & TAK)KE CBA3aHO CO CHMIKEHHEM PUCKA 3JI0KaUYeCTBEHHBIX HOBOOOPa30BaHUN
[10, 11].

VYpoBeHs OMnMpyOrHA B CHIBOPOTKE KPOBM OOBIYHO HA MOMEHT MocTaHoBKH nuarHosa [ICX ocraercs B
mpeaenax HOpMbl, OAHAKO OH MOXET OBbITH MOBBIIIECH y NAMEHTOB ¢ IPOABUHYTHIMH CTaIUSIMU
3aboneBanus, HOPMUPOBAHUEM CTPHUKTYP, IPH MPUCOEANHEHNHU XoNeqoxonuTrasa [12].



HUmmynonozuueckue mecmut ¢ ouaznocmuxe INCX. Ilpu IICX ayrouMMyHHBIE aHTUTENA BBISBIISIOTCS B
97% cnyuaes, oHaKO 001a1at0T HU3KOH crielupuaHOCTHIO [ 13]. Yalle BBIABISIOTCS aHTUHYKIICAPHEIC
anTutena (ANA), aHTHKapAUO-TUIIMHOBBIC aHTUTENA, TIEPUHYKIIeapHble aHTUHEHTPO(UIIbHEIE
uutorazMatuyeckue anturena (pANCA) [14]. dns ycranoBnenus auarnosda [ICX cKpuHHUHT aHTHTEN
He TpedyercH.

Mopgponozuueckue uzmenenusn npu IICX. Maoroobpasue mopdonoruueckux usmenenui mpu [1CX
00YCIIOBIIEHO HEPABHOMEPHOCTHIO TIOPAYXKEHHUS YKETYHBIX IPOTOKOB M CIY)KUT MPEISITCTBUEM IS
mupokoro ucrnonszoBanus ouorcun rneueHu (bI1). [Tpumenenue BIT nanGonee onpaBaano B ciyyae [ICX
MaJIbIX IPOTOKOB, IPU MOJ03PEHUH Ha ayTOMMMYHHBIHN niepekpecTHbIN cunapoM (I1C)
[NCX/ayroummynnoro renatura (AUD), a Taxoke B quarnoctuke [gG4-CX. Mopdonorudeckoe
WCCIIeIOBaHNE BBISIBISICT, HAPSY C IPU3HAKAMH X0JIecTas3a, NepuIyKTaibHbIi (GUOpo3 ¢ oOpasoBaHrEM
(uOPO3HBIX KOJIEI] 110 TUITY JIYKOBUYHOW IIENYXH, CIABICHHE IIPOCBETA MTPOTOKA JI0 TIOTHON
obnmuTepanuy, NporepaIio KeaIHbIX MPOTOKOB WK AYKTOMEHUIO, XOJaHTHOIKTA3bI, JECKBAMAIIHIO
SMUTEIUATBHBIX KIIETOK MPOTOKOB, HHOWIHTPAIMIO BOKPYT TIPOTOKOB JIUM(OTHCTHOIUTAPHBIMU
3JIEMEHTaMHU, TIOMUMOPPHOSIEPHBIMU HeWTpoHuIamMu, MPHYEM TUIOTHOCTH MMOPTAIBLHON HHMMIETPAUH
HeBenmka, ocobernHo B cpaBHeHnn ¢ AUT wmm [15X. [pu mopakeHu# KPYIMHBIX RKETIHBIX TPOTOKOB
M3MEHEHUS B MEJIKHX ITPOTOKaX MEYeHN MOTYT OTCYTCTBOBaTh. Kitaccuueckas kaptuHa Gpudposa
YKEITYHBIX ITPOTOKOB IO TUITY JTYKOBOU IIETYXH BBIABIAETCA B cpeqHeM Toibko y 10% GompHbIX [15].

Pestome. Knmnanueckas xapruna [ICX ornuyaercst upe3BbvaiiHoi BaprabenbHOCTEI0. OCOOSHHOCTHIO
[ICX siBnsieTcst ATUTEIBHOE OTCYTCTBUE KIIMHUYIECKOW cuMnToMaTuku B 50% cirydaes, B 5% cirydaen
muarno3 [ICX ycranaBnuBaeTcs Ha CTaIuy IUPPO3a TIEUESHH .

[Tpyu OMOXUMHYECKOM HUCCIICIOBAHUN KPOBH OTJIMUNTEIBbHON 0cO0CHHOCThIO [ICX SIBIISIETCS MOBBINICHHUE
aktuBHOCTH [P, He 3aBHCAIIEE OT YPOBHS OMIHpPYyOHUHA.

AyTOMMMyHHBIE aHTHTEIa 001a1af0T HU3KOH criermupuaHocTho. st yctanosinenus muaraosa [ICX
CKPUHUHT aHTUTEN He TpeOyerTcs.

[Iposenenune BII ompaBaano B cimydae IICX MeTKUX IPOTOKOB, IPH MTOA03PEHUN HA AyTOMMMYHHBIH
nepekpectrbiit cuuapom [TCX/AUT, 1gG4-CX.

JlyueBas auarnoctuka [1CX

VYasTpazBykoBoe uccnenoBanue (Y3M) sBisiercs mepBbIM, HO HE OCHOBHBIM METO/IOM B DAY
WHCTPYMEHTANBHBIX MeTo10B uarHocTrku [1CX. B crity HeBO3MOXKHOCTH MOTYYECHUS TOITHOTO
n300pa)keHUs TIPOTOKOB HA BCEX YPOBHSIX, & TAKKE M3-32 CBOCH CyOhEKTUBHOCTH METOJ] HE MOXKET
PEKOMEHI0BAThLCS B Ka4eCTBE OCHOBHOTO [16].

MarsHuTHO-pe30HaHCHas! XONaHruonankpearorpadus. [Ipu BoBieueHnn B mporecc 00IIero KeI4Horo 1
MIEYEHOYHOr'0 IPOTOKOB OIPENENsIeTCsl PACIIMPEHHE IO THITY JUBEPTUKYI000Pa3HBIX BHIISTYUBAHUMH, C
HEPOBHBIMH KOHTYpaMH, AedhopMaIiueid, ¢ MHOXKeCTBEHHBIMU 30HaMU cyxkeHust. MPXIII sBisercs
«30710TeIM cTanaapTom» auaraoctuku [ICX [17, 18]. Ilo manHsIM MeTaaHam3a, IpoBeaeHHoro M. Dave
U COaBT.. 4yBCTBUTENbHOCTH U criennduunocts MPXIII™ B nuarnoctuke B IICX cocramsor 86 u 94%
COOTBETCTBEHHO [19].

MynbrucnupansHast komnbetorepHasi Tomorpadus (MCKT), B ormmune or MPXIII, He sBnsiercs
MetooM Beioopa miist auarHoctiky [ICX. Tem ne meree MCKT ¢ koHTpacTHpOBaHHEM CITYKHUT OHUM
n3 crrocoboB nuddepennmansHoi auarHocTrk [ICX 1 omyXoneBoro mopakeHus! JKEITIHBIX TPOTOKOB (B
MIepBYIO ouepens - omyxonu Kianknaa).

OHpocKonuyecKas perporpanHas xonanruonankpeatorpadus (OPXIIT) paccmarpuBaercs Kak
JIOTIOTHUTENbHBIN YTOUHSIONIMM METO TMAarHOCTUKH B TE€X Cllydasx, korjaa mno pesynbratam MPXIIT u
BIT HEBO3MOXKHO TOUHO YCTAHOBHUTD JMArHO3 JIMOO KOT/a WX BBIMOJHEHUE MPOTHBOMoKazano [20].

Pesrome. Kommiekc Pa3JINYHbIX UHBA3UBHBIX U HCMHBA3MBHBIX MCTOJ0B lequof/'I JAUardoCTHUKU y
6o0nbHBIX ¢ [ICX mMO3BOIAIOT MOJIYy4YUTh JOCTOBCPHYIO I/IH(i)OpMaLII/IIO 0 COCTOSIHHHU KCITYHBIX IIPOTOKOB,



4TO B IMOCJICAYIOIIEM UMECT 0OJIBIIIOE 3HAUCHUE JJIA BI>I60pa ONTUMAaJIbHON TaKTUKHU TCPAINICBTHUYCCKOI 0 1
XUPYPrudcCKoOro JICUYCHUA.

V3U aBnsercs MEPBBIM B pAAY MHCTPYMCHTAJIbHBIX METOAOB JUATrHOCTUKHU HCX, OJHAKO HC MOXKCECT OBITH
OCHOBHBIM.

MPXIIT" - ocHOBHO# MeTox Ty4eBoit nuarHoctuku [ICX, KOTopbIii TO3BONISIET MOTYYUTh H300pasKeHHE
KETYHBIX IPOTOKOB HEM3BA3UBHBIM CITOCOOOM.

OPXIII" - MeTox qUarHOCTUKHU B TeX cilydasix, korja no pesynsraraM MPXIIT u BI1 HeBo3MOXHO TOYHO
YCTaHOBUTH JMATHO3 JINOO KOTJa WX BEHITIOJIHEHHE MMPOTHBOMOKA3aHO.

Hnst nuddepennmansaoi auarnoctrku [1CX 1 qpyrux nopaXeHui KeMIHBIX TPOTOKOB PEKOMEH Ty eTCsI
BBITIOJIHEHNE BHYTPUIIPOCBETHOW OHOTICHU.

OcHoBHbIE KJIMHUYECKH 3HauuMble perotunsl [ICX
[ICX co cTpuxTypaMu xem4HbIX TpoTokoB. Cpenu BapuanToB [ICX, KiinHHYeCcKast KapTHHA KOTOPBIX
OIIpeneNnseTcs HaTuIheM CTPUKTYP KETYHBIX TPOTOKOB, BBIIENAIOT

* [ICX co crpuktypamu kpynHbIx nporokoB (IICXkpm) - knaccuyeckas popma:

* [ICX BHEIEUEHOIHBIX TTPOTOKOB:

* [ICX BHYTpHUIIEUEHOYHBIX IPOTOKOB;

» couetanne [ICX BHyTpu- 1 BHENIEUEHOUHBIX MPOTOKOB;

* [ICX ¢ TOMHHAHTHOH CTPUKTYpO¥ (OoJiee TsHKEBIN MPOo-THO3, IpH 3TOM darre Bcrpedaercst XI'K).
* [ICX mameix mpotokoB (IICXwmrp).

IICX co cTpukTypaMu KpymHBIX IpoTokoB. Kitaccndeckas, Hanbosee 4acTo BCTpedaromascs opma
[ICXxkmp xapakTepu3yeTcsl HAIMIUEM CETMEHTAPHBIX CTPUKTYP C IMPOKCHMAILHOMN JTHUJIaTAIICH,
YeTKOOOPa3HBIMU PACIIHUPEHUSMH JKEITIHBIX MMPOTOKOB IpH XonaHTuorpadun. J{is knaccuaeckoi (hopMel
[ICX xapakrepHsl peodnaganme MyxanH (3:2), cpeqanii Bozpact (30-40 ner), Hanmnume xonectasa. B
60-80% ciryqaeB @uxcupycres coueranue ¢ B3K. JlomnHanTHas CTPUKTYpa HanOoee 4acTo
OITMCHIBAETCS KaK CTPUKTypa MeHee 1,5 MM st obmiero skemgaoro nporoka wiu 1,0 Mm - mist
MIEYEHOYHOT0 ITPOTOKA B 2 ¢M OT OmbypKanuu, pazpuBaercs npuomuzntensHo B 50% ciydaes [1CX. Psg
WCCIIeIOBAaHUN YKa3bIBAIOT Ha Ooree HeOmaronpusaTHbIA nporao3 [ICX mpu Hanmnyuw TOMUHAHTHOMN
cTpukTypsl [9, 21] onpenensiercs Boicokas yactora BbisiBieHust XK [22, 23].

IICX co cTpukTypamMu MaJIbIX IPOTOKOB JUATHOCTUPYETCA B TEX CIydasiX, KOTAa KIMHUYECKHE,
OMOXMMHMYECKHE U TH-CTOJIOTMYECKUE U3MEHEHUS SIBHO yKa3biBatoT Ha Hannuue [ICX, npu orcyTcTBUM
xomaaruorpaduuecknx uMeHenni. [’ CXwmmp ornmyaercs ot IICXkup 6onee MIATKUM TeUeHUEM H
MHOTMMU aBTOPaMH PacLeHUBAETCs Kak (PEHOTUITMUECKH 00YCIIOBICHHAs BEPCHS KIACCUUYECKON (OPMBI
[ICX. EctecTBeHHOE TeueHne 3ToH (HOPMBI XapaKTepusyercs 0osee OMaronpusaTHBIM IIPOTHO30M, MEHEee
gactoit Tpancopmanueii B XK, Oonee BEICOKOI MPOIOMIKI-TETHHOCTHIO JKU3HH 0€3 TPaHCIUIaHTAIlHN
(24, 25]. Ha ceromusHMIA IeHh HET OKOHYATENFHOU SICHOCTH, sBisiercs i [ICXwMrip pannelt cramueit
IICXknp. 6osee MITKHM BapUAHTOM TEUEHHUS OOJIC3HU MM OT/ACIbHBIM 3a0oneBanueM [8. 23]

Pestome. IICXkpm - yacto Berpeuatommasics kiaccuyeckast popma [ICX. [l IICXknp xapakrepen 6onee
HeOMaronpusATHBIN POrHO3 IIPH HAJIMYMH IOMUHAHTHON CTPUKTYPBI, IPH 3TOM Yaiie BcTpeyaercs XK.

BapI/IaHT HCXMHp JAUArHOCTUPYCTCA B TEX CIIy4adaX, KOraa KIIMHUYCCKHUEC. OMOXMMHYECKUE U
TUCTOJIOTMYCCKUEC U3MCHCHUA SIBHO YKAa3bIBalOT HA HAJIMYIUC HCX, IIpUu OTCYTCTBUU
XOJ'IaHFI/IOFpa(l)I/I"ICCKI/IX W3MCHCHHI .

ITepekpecTHbIE CUHAPOMBI
Ilepexpectnslit curapom - [ICX ¢ npusnakamu AUT.



AWT u [ICX paccMaTpuBaroTcs Kak caMOCTOsTENbHBIE 3a00neBanus nedeHn. HomeHknatypa u
JMAaTHOCTUYECKUE KPUTEPHUHU JJIsl COUSTaHUI ayTOMMMYHHBIX 3200JI€BaHU MTEYEHU He
cranfapTu3upoBaHsl. [Ipu aToM Hanmmuue takoro coueranus, kak AUT/ITICX, obmenpusnano. B
kauecTBe kputepueB «[ICX ¢ mpuznakamu AU pekoMeHTyIoT cieayromye: ypoBeHb aja-
HUHaMUHOTpaHcdepassl B 5 pa3 Boile BepxHei rpanunsl HopMbl (BI'H); IgG ceiBopoTkH KpoBH,
npesbinaromue BI'H B 2 paza; ANA, ASMA B TMarHoCTUYECKOM TUTPE; MOP(OIOrHYeCKUe KPUTCPUH:
HEKPO3bl, p03eTK000pa3oBaHue, MOPTAIL-HOE WIIM IIEPUIIOPTAIILHOE BocniaieHue [8].

B oraenbhyto rpynny Beiaenstor ayroumMmyHHbIH [1C TICX menkux nmpotokoB ¢ AU (ITCXmmp/AUT).
Cpenu 6ompHBIX ¢ [1C IICX/AUT TICXMnp BcTpedyaeTcst Haubosiee 4acTo.

Pestome. Homenknatypa coueranust AUI™ u [ICX He crangapTusupoBaHa. B knHU4eCKoi npakTuke
CJIEIyeT MONb30BAThCA TEPMUHOM «TIEPBUYHBIN CKIIEPO3UPYIOLINI XOJaHTUT C IPU3HAKAMHU
AYTOMMMYHHOI'O I'€TIaTUuTa».

B KNMHUYECKOH ITPAKTUKE PEKOMEHAYETCS BBIIIOJIHEHUE

BI1 Bcem nmanmeHTaM ¢ THMIMYHON XonaHTHorpaduieckoit kaptuaoit [1ICX 1 ¢ moBbIIIEHHEM aKTHBHOCTH
amuHoTtpancdepas >5 BI'H.

Beinonaenne MPXIII noka3aHo naruentam ¢ AULT, B 0cOOSHHOCTH ¢ 1e00TOM 110 25 JIeT, Py HAJTHYUN
KIIMHAKO-1a00paTOPHBIX TIPU3HAKOB X0JIECTa3a.

Huarao3z AUT/TIICX pekoMeHyeTcs yCTaHABIMBATh NPU HAMYUH THITMYHOW XOJIAHTHOTpadUIecKoi
WJTH THCTOJIOTUYECKOHN (MTepUAYKTYISIPHBINA KOHIIeHTprYeckuit puodpo3) kaptunsl [ICX n
TIEPUTIOPTATBHOM TeaTUTE C BHICOKON HEKPOBOCHAINTENbHON aKTUBHOCTBIO B OHOIITATE.

[lepBuuHBIN CKIEPO3UPYIOMIMIA X0NIaHTHUT, accoruupoBannbliii ¢ B3K (IICX-B3K)
IICX-B3K - 0cobrrii (heHOTHIT, TOTIOTHIIONTUH paHee onpeneIeHAbIe (DEHOTHIIHI.

Bceem 6ompapM [ICX 6€3 mpu3rakoB B3K pexoMeHIyeTcsl IPOBOAUTD HIICOKOJIOHOCKOITHIO JIJIS
HCKJIIOYCHHUS aCHMIITOMHOIO/MaJIOCUMITOMHOrO Bapuanta B3K ¢ Ouoricueii.

[Ipu ycranoBnennoMm couerannu [ICX-B3K, ocobenHo ¢ HaM4YreM peTporpagHoro uienTa, a TAkKe B
OTCYTCTBHE ITOPAKECHUS MPSIMOM KHIIKH, BCEM OOLHBIM PEKOMEHIYETCS POBEICHUE
MJIEOKOJOHOCKOITUY JIJIsl yTOYHEHUS! aKTHBHOCTH BOCIIATICHHS B KHIIIKE.

Coueranmne [1ICX ¢ B3K, ocobenno ¢ K, 3HaunTenpHO moBkImaeT puck pa3sutis KPP. Takum
OONEHBIM PEKOMEHJTYETCS pEryJISIPHOE MPOBECHUE TOTAIBHON KOMIOHOCKOIUU €XKEroIHo Wik 1 pa3 B 2
roja ¢ Ouorncueit U3 MTOOBIX BU3YaTbHO MOA03PUTENBHBIX HA HEOTUTA3HIO YYACTKOB.

Bcem nammentam ¢ B3K, y KOTOpBIX MMEIOTCSl OTKIIOHEHHSI OMOXMMHYECKIX TTEUEHOUHBIX TIOKa3aTenen,
ocobenno LI[® u I'TTII, pexomenayercst mposenenrne MPIIXI™ ms nckmouenus [1CX.

Bonbreie [ICX-B3K Bexyrcs o npaswnam BeneHus 6ombHbIX ¢ B3K. Pekomennyercs mpumenenne
ypcone3zokcuxoneoit kuciotsl (Y IXK) y B3pocisix 6ompHbIX [ICX B m03ax ot 13 10 20 MI/KT B CYTKH.

1gG4-acconmupoBaHHbBIN CKIICPO3UPYIONTUI XOJIAHTUT

1gG4-CX - ocobas popMa CKIepO3UPYIOIIEro XOIAHTUTA, XapaKTEPU3YIOIIASICS TTOBBIIIEHN EM
cbIBOpoTOYHOr0 ypoBHA 1gG4, nadunsrpanueit [gG4-m03UTHBHBIMY IJIA3MaTHYECKUMH KJIETKAMU
CTEHOK XETYHBIX MPOTOKOB B COYETAHUH € GHUOPOTUIECKUMH U3MEHEHUSIMH B HUX, a TAKXKE
MTOJIOKUTENBHBIM OTBETOM Ha TEPAIUIO KOPTUKOCTEPOUAAMH [26]

[To knuunyeckuM nposiBineHusM teuenne [gG4-CX u IICX npakrtudeckn Hepasnuaumo [27].

Has IgG4-CX xapakTepHO moBbleHre KonueHTpaunu 1gG4 chIBOpoTKH KpoBH CBbIIE 135 Mr/m.
OpHako TokazaTelb He SBISETCS CTPOro crenuduyaHeiM [28, 29].



Pestome. Pexomennyercst ycranapnuBath auarqo3 1gG4-CX npu coueraHUM OMOXUMHYECKUX,
PaanOIOTUIECKUX U TUCTONIOTHYECKUX TPU3HAKOB, CPEI KOTOPHIX MOBBIIIEHHBIH ypoBeHb [gG4 B
CBIBOPOTKE KPOBH, BHYTPHU- 1 BHETIEUEHOUYHbIE OMITHapHbIE CTPUKTYPHI pu MP-xonaHnruorpagum,
mynbTudokanbable 1gG4-mumporiazmaTuieckrne HHPUIBTPALNN, CKIEPO3UPYIOMUK (HUOPO3 KETIHBIX
MIPOTOKOB.

Jleyenmne HNCPBHUYHOT'O CKIICPO3UPYIOUICTO XOJIAHTUTA
B HacrosIee BpeMs OTCYTCTBYET KaKOH-TN00 JICKApCTBEHHBIH Mpernapart, ClioCOOHBIH CYIECTBEHHO
W3MEHUTH TedeHue u nporxHos [1CX.

Barasaer Ha addextuBHocTs Y IXK He 0HO3HAYHBL. PaH10MU3UpOBaHHBIC HCCIICIOBAHMSI BRICOKUX J103
YAXK mnokasaiu TEeHACHIUIO B YIYYIIICHUU OMOXUMUYECKUX ITOKa3aTesel, HO TajbHEHIIIee TOBBIIICHUS
JI03bI HE TOJILKO HE BJIUSUIIO HAa MCXOJ 3a00JI€BaHUs, HO U BhI3BIBAJIO CEPhE3HBIC MTOOOUHBIC 3 (hEKTHI.

PaccmaTpuBas Bonpockl npumenenus Y JIXK B mpaktrdeckoit MenuimHe, psija aBTopoB, B yacTHocTH J.H.
Tabibian u K.D. Lindor [30]. pekomenayrot npumenenue Y IXK B cpenHux 103ax. a pu CHUKCHUN
menouHor hocdarassl 10 1.5 HOPMBI - OTMEHY TIpernapara.

AnTnbaKkTepuanbHas Teparus MpeCTaBISIeTCs] OHUM U3 MEPCIIEKTUBHBIX MeTo10B Tepanuu [CX.
OnHAKO JONTOCPOYHOE MPUMEHEHNE AHTHONOTUKOB MOKET OBITh CBS3aHO C PSIOM MOOOYHBIX d(D(PEKTOB.

HepCHeKTI/IBHI)IM SABJISICTCA UCCIICAOBAHUEC 3(1)(1)6KTI/IBHOCTI/I u 6630HaCHOCTI/I AJIbTCPHATUBHBIX METOI0B
BO3JICHCTBUS HA KUINEYHYIO MUKPOOHOTY, TAKUX KaK IPEOUOTHUKH, TPOONOTUKH HITH TPAHCTLIAHTAIHS
(hexanpbHOI MUKPOOHOTHI. UeTkne KpuTepuu HeOOXOAMMOCTH Ha3HAUYEHHSI MMMYHOCYTIPECCHBHON
teparnuu nipu [ICX ¢ mpuznakamu AWI oTrcyTcTBYyI0T. B COOTBETCTBHH € pAIOM peKOMEHAANN IpU
[ICX, compoBoXxaaromnieMcs IMOBBIIIICHHEM YPOBHEH aMuHOTpaHchepa3 Oonee g4eM B IaTh pa3 or BI'H u
noBhIIIeHnEeM YpoBHA IgG CBIBOPOTKH KPOBH B IBa pa3a, peKOMEHAYyeTCsl Ha3HaUeHne
AMMYHOCYIIPECCHUBHOM Tepanuu. JlokazaTenpHas 0asza Ui 3TOW Tepaniu OTCYTCTBYET. B KIIMHUYECKOM
MIPaKTHKE BOIIPOC 00 MHUIMAIIMA HMMYHOCYypeccuBHOM Tepanuu npu [1ICX ¢ mpuznakamu AUIL cinemyer
penaTh C y4eTOM BO3MOXKHBIX OCIOKHEHUH, PETYJISIPHO OLICHUBATh OTBET HA JICUECHUE, a TAKXKE
paccMaTpuBaTh MAAAIIME CTEPOUIHBIE CPEACTBA ISl MALMEHTOB, HYKIAIOIUXCS B IIUTEIBHON TEpanuu

3aKro4eHue

Kimangeckuit nomumopdmusm TICX, Tsoxensiii MPOrao3 ¥ HEAOCTaTOYHAS U3YIEHHOCT BBI3BIBAIOT
OIPOMHBIA MHTEpEC K MpodiieMaM JUAarHOCTHKH ¥ JiedeHUs. Brlenenne KITMHNYECKH OTITNIarOIINXCS
¢denorunos [1CX, takux kak [ICX-B3K, I[ICXwmmp, [gG4-CX. AUT" ¢ npuzaakamu [1CX u ap., nmeer
HECOMHEHHOE KIIMHUYECKOe 3HaUeHre. SIBIAIOTCS JI 3TH (DEHOTUIIBI OTPAKEHNUEM Pa3INIMii B TEHOTHIIE,
MaTOTeHETHYECKUX MEXaHNU3MaX, MPUBOAAIINX K CXOAHBIM KIMHIHYECKIM ITPOSBIICHISIM, HITH 3TO TPOCTO
BapHaIlfH OTHOTO U TOTO JK€ 3a00JIeBaHM, OCTACTCS HEICHBIM.

TepaneBTHueCcKUE MOAXOAbI, OPUEHTUPOBAHHBIC B IEPBYIO ouepeapr Ha Tepanuo Y IXK u
MMMYHOCYIIPECCHIO, He JTIOKa3an CBoeH 3 (eKTUBHOCTH. BeposaTHO, CIOKHOCTh M KIIMHUYECKast
TeTepPOreHHOCTh ATOr0 3a00JIeBaHUS OOYCIOBIMBAIOT OTPUIATEIBHBIE PE3YIbTAThI KITHHIYIECKIX
WCIBITaHUH, U TOJIBKO HOBBIE Uliek U noaxoasl K IICX cMoryT ciBUHYTh 3Ty TeHACHLUIO. B
HarpaBieHnn pemienus npoodiemsr [1ICX pazpabaTeiBaeTcst TapreTHas «IefieBas Tepanusy, 03HaYaIoast
Ha0Op TepareBTUYECKUX CTpaTeruil, HalTpaBIIEHHBIX HA HMHTHOMPOBaHUE JIN0O U3MEHEHUE OIpeIeIIeHHBIX
MOJIEKYJT WJTH MEKMOJIEKYJISIPHBIX B3aUMOJICHCTBHIA, 3aHUMAIOIINX KITFOUYEBbIC TO3HUIINH B TATOTCHE3E
IICX.

BCILGTCSI ITOMCK HOBBIX (l)apMaKOJ'IOFI/ILI€CKI/IX IOAXO0A0B K JICHCHHIO HCX, MEPCIICKTHUB UX PA3BUTHUA C
TOYKH 3PCHUS TCPAIICBTA, a TAKIKC BO3MOKHOCTH HauOoee PallMOHAJIBHOI'O XUPYPIruiCCKOro JICUCHUA.
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