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OBIIIASA XAPAKTEPUCTHUKA PABOTHI
AKTYaJIbHOCTb PO0JIEMBbI

bonesnr Xeiinu-Xeitnu (cemeiiHas 10OpOKaueCTBEHHAs XPOHHUYECKAs IIy-
3pipyaTka ['yxepo-Xennu-Xeinn) — peaKuil ayToCOMHO-JIOMUHAHTHBIN Hacie-
CTBEHHBII BE3UKYJI0-OyJIJIE3HBIN JIepMaTO3, XapaKTEepU3YIOUIUICs cyrpada3aib-
HBIM HapylIeHHEM CBSI3U MEXIy KieTkamu snuaepmuca [Burge S.M., 1992;
Megahed M., 2004]. [Tocneauue HaydHbIe MCCICAOBAHUS MMO3BOIMIN HACHTH(H-
nupoBaTh MyTanuu rena ATP2C1, kogupyromero ceKpeTopHbie MPOBOISAIINE Y-
tn Ca”’/Mn**ATPase, KoTopble MOTYT ObITh NPHUYMHON BPOXKICHHOTO aedexrta
SKCIIPECCHH MOJICKYII aare3uu mpu Oonesnn Xeinmm-Xeiau [Hu Z. et al., 2000].
OmHaKO OTCYTCTBHE KOPPEISAIUU MEXKIY TUIIOM MyTaluu JAe(EKTHOTO TeHa U Ce-
MEHHOr0 aHaMHe3a C pa3HooOpa3ueM KIMHUYECKOM KapTUHbBI OoJie3HH Xeniu-
Xelnu 1mo3BoJsieT NPEANONIOKUTh CYLIECTBOBAHUE JOMOJHUTENBHBIX ATOTEHETH-
Yyeckux (akTopoB, BKIOUass MMMYHHBIN oTBeT [IKeda S. et al., 2001; Dobson-Stone
C. et al., 2002]. IIpoxeMOHCTpUPOBAHO, YTO B MaToreHe3e 00Je3HN Xemu-Xennu
MOTYT Y4YacTBOBAaTh PACTBOPUMBIE MMMYHHBIE KOMILIEKCH (MMMYHOTJIOOYTUHBI
kiacca G), BBISBIIEMbIE B MEXKKJICTOYHOM CBS3BIBAIONICH CyOCTaHIIMM MHOTO-
CJIOITHOTO IJIOCKOTO SMUTENHUS, T. €. B JIOKAJIU3aLUU XapaKTEepPHOM AJIs ayTOUM-
MyHHOU my3bipuaTku [benenkas JI.B., Maxuesa H.B., 1996; Makhneva N.V.,
Beletskaya L.V., 2007]. OnHako npupoaa BbISIBJICHHBIX KOMIUIEKCOB TOKA HE H3-
BectHa [MaxueBa H.B., benerkas JI.B., 2006].

Jluarnoctuka OoJjie3Hu Xenu-Xeinn BBUAY PEIKOCTH 3a00JieBaHUsI, BO3-
MOKHOCTH Pa3BUTHsI MATOJIOTMYECKOI0 MPOIecca B MECTaX HETUIHYHOM JIOKaIH-
3anuu (Ha KOXe JIUIa, BHYTPEHHEH MOBEPXHOCTH Oelep, CIU3UCTHIX 000JI0UYKax
MOJIOCTU PTa, MUIIEBOJIa, TOPTAHU, TEHUTAIUM U KOHBIOHKTHUBBI), OTCYTCTBHUS CE-
MEWHOTO aHAMHE3a, UMHUTAINK HA PAHHUX dTanax KIWHUYECKUX MPOSBICHUN IpY-
TMX KOXHBIX 3a00JIeBaHUN (aJUIEPTUYECKUN JEpMAaTUT, dK3eMa, ByJbrapHas ITy-
3pIpUaTKa, 0aKTepuagbHbie, BUPYCHBIC, TPUOKOBbIE HH(PEKIIMKA KOXKH) 3aTPyTHEHA.
[Tpu maToMopdorornueckoM UccaeT0BaHUN OMONTATOB KOXKH C OYara MopaKeHHsI
HE BCETJa BBIABIACTCS THUMHYHAS KapTHHA, XapakTepHas s Oojie3HM Xeinu-
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XeWnu, WHOra TUCTOJIOTMYECKas KapTHHA HAlOMUHAET TAaKOBYIO NPH APYTHX
nepmaro3ax [Buteica et al., 2007]. Ilo nanHbIM JUTEpaTYpHI KCCIEIOBAHUE KIMHU-
YECKM MHTAKTHBIX YYaCTKOB KOXKHM C MOMOUIBIO MPSIMOTO METOJIa UMMYHO(III00-
pECLICHIIUU JaeT B OOJBIIMHCTBE CIy4YaeB OTPHIATEIbHBIC PE3YJbTAaThl, M JHIIb
MOU(DUITMPOBAHHBIN TIpSMONM MeToa uMMyHodroopectieHinu [MaxueBa H.B.,
benenxas JI.B., 2008] no3BosiseT BeisiBUTH pukcaruio |G B MEKKIETOYHOM CBS-
3pIBatoleil cyoctanuuu. [Ipu nccnenoBaHuu CHIBOPOTOK KPOBH MALMEHTOB ObLIH
BBIBJIEHBI LHMpKyJIHpyromue IgG K aHTUreHaM MEKKJIETOYHOW CBSI3bIBAIOLIEH
CyOCTaHIIMHM BOJIOCSHBIX (DOJUIMKYJIOB W psifga Apyrux TkaHed koxu (tutpl:20 -
1:40) [MaxueBa H.B., benenkas JI.B., 2006], 94T0 MO3BOJISCT MPEAIOIOKUTE CY-
1iecTBOBaHuE ciaaboadPUHHBIX aHTUTEIN, Ul BBISIBICHUS KOTOPBIX TPEOYIOTCS J10-
MOJIHUTEIIbHBIE YCJIOBUSI MPHU MOCTAaHOBKE HENPSIMOrO METOJla MMMYHO(IH00pEC-
L[CHLINH.

Takum oOpa3zom, M3yueHHE POJIM AHTUTEN B MaTroreHe3e Oose3Hu Xeunu-
XeWIH MO3BOJUT HE TOJIBKO MPOSICHUTB CIOKHBIE IMPOLECCHl PA3BUTHUS U TEYEHUS
JaHHOTO 3a00JI€BaHMsI, HO U YCOBEPIIEHCTBOBATH JUArHOCTUKY, MOJYyYUB JIOMOJI-
HUTEJIbHBIE AUATHOCTUYECKUE KPUTEPUU C MOMOIIBIO MPSIMOIO M HEMPSIMOTO Me-
TOJI0B UMMYHO(DIIOOPECUEHIINH.

IIEJIb UCCJIEJJOBAHUS

Lenbto nccnenoBaHus SIBISIETCS YCOBEPILIEHCTBOBAHUE JUATHOCTHKHU 00Jie3-
HU Xein-Xelau Ha OCHOBaHWU M3YyYEHHs KIMHUYECKUX OCOOCHHOCTEN pa3BUTHUS
Y TEYECHHsI TAHHOTO 3a00JIeBaHUsl, BBISIBICHUS LUPKYJIUPYIOMMNX U (PUKCUPOBAH-
HBIX aHTUTEJ K aHTUI'€HAM TKAaHEBBIX CTPYKTYP KOKHM C IIOMOLIBIO NPSMOIO U He-
IPSIMOTO METOJ0B UMMYHO(DIIIOOPECIIEHIIMU U OTPEIEICHUS SKCIIPECCUH Psifa aH-

TUI'CHOB ACCMOCOMAJIBHOI'O aIlllapaTa M HMHUTOCKCIICTA MHOTOCJIOMHOTO IJIOCKOTO

AIUTENHS.

3AJJAYM UCCJIEJOBAHMS
1. N3yuuTh KIMHUYECKHE OCOOEHHOCTH PAa3BUTHA U TE€YEHUS 00ie3HU Xeusu-
Xennu.



2. Onpenenuts poib MUPKYIUPYIOMMX U (PUKCUPOBAHHBIX AHTUTEN B MATOTE-
He3e 6ose3Hu Xeinu-Xein ¢ TOMOIIBIO HETPSMOTO U MPSIMOTO METOJI0B UMMY-
HO(JIIOOPECLIEHIIUY.

3. N3y4uTh 3KCIPECCUIO Psiia AaHTUTEHOB JECMOCOMAJIBHOTO anmnapara (kKaare-
PUHOBBIN KOMILJIEKC, IIAKOTIO0MH, JI€CMOCOMAJIbHBIA MPOTEUH) U LIMTOCKEJIETA
(uMTOKEpaTHHA 5) MHOTOCJIOMHOIO IUIOCKOTO SHUTENUs OOJIbHBIX, CTPaJArOIUX
0one3upi0 Xelnn-Xelau, ¢ TOMOIIbIO HEMPSIMOTrO METO/1a UMMYHO(]III0OPECIICH-
LUU.

4, Y CTaHOBUTH TOMOTHUTENbHBIC JUATHOCTUYECKUE KpUTEpUn B quddhepeHIu-
IbHOW TMAarHOCTUKE 00Je3HN Xeisin-Xeln Ha OCHOBAaHUU BBISIBIIEHHBIX AHTHUTEI
Y U3MEHEHHUs DKCIIPECCUU aHTUICHOB JECMOCOMAJIBHOIO ammapara U [UTOCKEeIeTa

AIUIAEPMHUCA.
OCHOBHBIE ITOJIOXKEHUS, BBIHOCUMBIE HA 3ALLIUTY
1. Cpenn manumeHToB, rocnutammsupoBaHHbix B ['bY3 MO MOHUKU wuwm.

M.®. Bnagumupckoro, 6ose3Hbi0 Xehau-Xenny valie cTpajgarT KeHITUHBI (Co-
OTHOUIEHHUE KEHIIMH K Myx4nHam 1,4:1). Manudecranus y »KeHILIMH HAYUHAETCS
1o OOJIbIIEH YacTh ¢ MOPAKEHUS KOKU B o0xacTu TyjoBuiia (57,1%), a y My>KuuH
— ecTeCTBEHHbIX CKIaIoK (60%). Ha MOMEHT rocnuraln3alud NaToJIOrM4YeCKU
MpoIECC MPEUMYIIECTBEHHO (66,7%) HOCUT paclpOCTPaHEHHBIM XapakTep ¢ Io-
pakeHHEM HECKOJIbKUX aHATOMUYECKHX 00JIacTeu.

2. [IponeMoHCTpUpOBaHa poiib HUPKYIUpYyroUMX (BeisiBIeHBI B 81,3% ciyua-
eB, p<0,0005) u duxcupoBanHbix (BbIsIBICHBI B 83,3% ciydaes, p<0,0005) anTu-
Ten kiacca G, U paHHUX KOMIOHEHTOB KoMiuieMeHTa (C3 KOMIIOHEHT KOMILIEMEH-
Ta, BeIsIBIICH B 50% ciydaeB) B matoreHese 0osie3nu Xennu-Xeinu. [Ipu sTom an-
TUT€HAMU-MULIEHSMU SIBIIIFOTCS KOMIIOHEHTBI HE TOJBKO CHUCTEMBI JIECMOCOMAIIb-
HOTO afmnapara, Ho U Muokapja. Hainuue mupokoro cnekTpa aHTUTEN K pa3iiny-
HbIM aHTUT€HaM-MUILICHIM OOBSICHSIET pa3HOOOpa3ue KIMHUYECKUX MPOSBICHUN U
BO3MO>XHOCTh BOBHUKHOBEHUS SKCTPAKYTAHHBIX MOPAKECHHI.

3. BrisiBieHHbIE aHTUTENA CIyXaT HE TOJIBKO JIOMOJHUTEIBHBIMU TMATHOCTH-
YECKUMHU KPUTEPUSIMU TIpU TIpoBeAieHNU TuddepeHIInaIbHON TUarHOCTUKH CIIO0XK-
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HO JMArHOCTUPYEMBIX CiiydaeB Oojie3Hn Xeinu-Xenu, Ho U MpeIuKTopaMu JdaH-
HOTO OYJJIE3HOTO JepMaTo3a y KIMHUYECKH 3J0POBBIX POJCTBEHHHUKOB OOJIBHBIX
IIPY HAINYUU CEMEHHOTO aHaMHe3a.

4. N3yueHa MoNeKyJIApHO-OMOTIOTrMYEeCKass KapTHHA H3MEHEHHS 3KCIPECCHU
AHTUIE€HOB JECMOCOMAJIBHOTO anmnapara (KaJrepuHOBBIA KOMILIEKC, MIJIaKOTJI00MH,
JIECMOCOMAJIbHBII NMPOTENH) M LUTOCKesneTa (LUTOKEpaTHHA 5) MHOTOCIIONHOIO
MJIOCKOTO 3MUTENUsT OOJBHBIX, CTPAAIONINX O00JE3HbI0 Xeinn-Xeinm, 9To Takke
CIIy’)KUT JIOTIOJIHUTEIbHBIM JU((EepeHINaTbHO-TUarHOCTUUECKUM MIPU3HAKOM 3a-

OoJieBaHu4.
HAYYHAS HOBU3HA

JluccepTaHTOM BIIEPBBIC YCTAHOBJICHBI JOMOTHUTEIIBHBIC THArHOCTHUCCKHEC
kputepun s auddepeHmaibHo TMarHocTuKu O0oJie3Hn Xeunu-Xennu: oOHa-
PY)KEHHE HUPKYIUPYIOMNX U (UKCUPOBAHHBIX aHTUTEN kiacca G K aHTUTeHaMm
CUCTEMBI JIECMOCOMAJIBHOTO aIapaTa U K psay aHTUTEHOB MHOTHX CTPYKTYpP Op-
raHOB U CHCTEM, a TaKKE BBISIBJICHUE HAPYIICHHUMN YKCIIPECCUU Psifla AaHTUTCHOB Jie-
CMOCOMAJIBHOTO aIllapaTta M LUTOCKEJIETa MHOTOCIOMHOIO IUIOCKOTO SMUTEIHS
OOJIbHBIX.

Jlokazana pojb HUPKYIUPYIOMUX U (UKCHPOBAHHBIX aHTUTEJ B NTATOTEHE3E
Oosie3Hn XeWnu-Xen, 4To Mo3BOJISIET TOBOPUTH 00 ayTOMMMYHHOM XapakTepe
TAHHOTO 3200JIEBaHU.

HuccepranToM Moau(UIIMPOBAHA METOIUKA TIPOBEICHUS UCCIICIOBaHUS He-
MPSAMON IMMYHO(]ITFOOPECIICHITUN C TIOMOIIBI0 MOAOOpa JTOMOJHUTEIBHBIX YCIIO-
BU (mpeaBapuTesibHasi 00padoTKa KPUOCTATHBIX CPE30B KOXH J1abOpaToOpHOTO
#KUBOTHOTO 100% OxnaxaeHHBIM aleTOHOM ¢ Temreparypoi 4,0-6,0°C B TeueHue
3-5 MUHYT; UHKYOAIs CPe30B C HAHECEHHOW Ha HUX TUITUPOBAHHOW CHIBOPOTKOM
6onpHOTO TIpU Temriepatype 37,2°C Bo BIaKHOW Kamepe B TeueHue 45 MUHYT) C
IETbI0 BBISIBICHUS Cla00apGUHHBIX IUPKYJIUPYIONIMX AHTUTET K aHTUTECHAM
MEXKJIETOUHON CBS3BIBAIOIICH CyOCTAHIIMM SIUEPMICA, YTO TO3BOJISIET obecrie-

YUTh UMMYHO(IIFOOPECHEHTHYIO AUATHOCTUKY 003U Xen-Xenmu.



INPAKTUYECKASA 3HAYUMOCTD PABOTHBI

[IpoBeneHne METOAOB UCCIEOBAHUS, TAKMX KaK MPSAMON M HENPSMOW METO-
6l UMMYHO(ITFOOpPECIICHIIUHA (B TOM YHCIIE €r0 MOAM(HUIIMPOBAHHBIM BapHaHT),
MO3BOJISIET YCOBEPIICHCTBOBATh IUArHOCTUKY Oosie3HU Xeilnn-Xelu u npoBecTu
mudepeHnanbHy0 JUarHOCTUKY C APYTUMH KOKHBIMU 3a00JI€BaHUSAMH.

BrisBiieHne y manuenTa mupKyIupyoIMuX UMMYHOTIIOOyTMHOB G K aHTHTe-
HaM MHOKap/Ja M €ro KOMIIOHEHTOB B BbICOKHUX TUTpax (oT 1:80 go 1:1280) sBis-
eTcsi 00OCHOBAHWEM [IJIsi MPOBEIACHUS OOCIEAOBAHUS CEPIACYHO-COCYTUCTON CH-
CTEMBI C IIETbI0 UCKITFOUCHUSI BO3MOKHOM MATOJIOTHH.

Hupkynupyromue u pukcupoBanHsie [gG Kk aHTUTeHAM J1€CMOCOMAIBLHOTO
amnrapara MHOTOCJIOMHOIO IUIOCKOTO JMUTEIUS MPU OTCYTCTBUU KIMHUYECKHUX
MPOSIBJICHUM OOJIE3HH W HAJIMYUU CEMEHHOTO OTATOIIEHHOTO aHamMHe3a 0 OTHO-
HICHUIO K HEeW CITy>KaT MPEeAUKTOPaMU JAHHOTO OYJUIE3HOTO IepMaTo3a.

Pazpaboran «Crnioco0 moAroTOBKH MPOOBI sl MPOBEACHUS UMMYHOQDII00-
PECLICHTHOTO HCCIICIOBaHMS TIPU JIMArHOCTHUKE Oosie3Hn Xeinu-Xennn» (3asBKa
Ha mateHt Ne 2015144570/15(068612) ot 16.10.2015) myrem moaudukanum me-

TOAUKH ITPOBCACHUSA NCCIICAOBAHUA HerHMOﬁ I/IMMYHO(i)JIIOOPGCIIGHI_[I/II/I.
BHEJAPEHUE PABOTDBI

Pe3ynbrarsl paboThl BHEAPEHBI B MPAKTUKY OTAEJICHUS J1I€pMaTOBEHEPOJIO-
ruu n pepmaroonkosoruu ' bY3 MO MOHUKHU um. M.®. Brnagumupckoro, xa-
dbenpsl nepmatoBeHeposioruu u nepmaroonkosornu ®YB I'bY3 MO MOHUKN
uM. M.®. Brnagumwupckoro, kadeapbl KOXHBIX M BEHEPUUECKHX OoOJie3HE
@OIIIIOB I'bOY BIIO Ilepporo MI'MYVY um. .M. CeuenoBa Munznpasa Poccun,
I'bY3 MO MOKKBJ u 'AY3 MO «Kopon€Bckuii KOKHO-BEHEPOJIOTHUECKUIN

JIUCTIAHCEP.
AIIPOBAILIASI PABOTbBI

Marepuansl auccepraluy I0J0XKEeHb Ha TOroOBOM Hay4HO-NPAKTUUYECKOU
KoH(pepeHuu aepmatoBeHeposioroB OO PO u MO «AxkryanbHble BOIMPOCHI
JIepMaTOBEHEPOJIOTHH, JEPMATOOHKOJIOTHH U KocMmeTonorum» (Mocksa, 2014 1.),

HayuHo-nipaktuyeckoi koH(pepeHun "AKTyanbHble BONPOCHl J€PMATOBEHEPOIIO-



TUH, epMaToOOHKoJoruk U Kocmeronoruu" (Mocksa, 2015 r.), XV Bceepoccuii-
CKOM CBE3JIe JIEPMATOBEHEPOIIOTOB U KocMeTosioroB (Mocksa, 2015 r.), XXXIII
HayuHo-nipakTuyeckoit KOH(MEPEHIIMU C MEXIYHApPOIHBIM Y4YacTHEM, MOCBSIICH-
Holt 170-netuto co nus poxaeHus A.U. [locnenoBa "PaxMaHOBCKHE UYTEHUS: OT
nepmaroniorun A.U. IMocnenosa qo Hamux gaei — 170 ner”" (Mocksa, 2016 1.), X
BcemupHOM KOHIrpecce Mo acTMe, XpOHUYECKOH OOCTPYKTUBHOM OOJIE3HH JIETKHUX
n ummyHonaronoruu u XXII BecemupHOM KOHrpecce no KIMHUYECKOW NTATOJIOTUN
u peabunurtanuu B Mmeaunuue (yo6ait, 2016 r.), XXIII Poccuiickom Hanmonanb-
HoMm Konrpecce «<HEJIOBEK 1 JIEKAPCTBO» (Mockga, 2016 1.), Mexperuo-
HaJIbHOM HAy4YHO-MPAKTUYECKOW KOH(EPEHIIMU J1€pPMATOBEHEPOJIOTOB U KOCMETO-
J0TOB "AKTyaJIbHbIE BOIPOCHI JIEPMATOBEHEPOJIOTHH, J1EPMATOOHKOJIOTUH U KOC-
metojiorun” (Mocksa, 2016 r.), XVI BcepoccuiickoMm che3zie IepMaTOBEHEPOJIO-

roB 1 kocMmetosoroB (Mockga, 2016 r.).
NYBJIUKALIUHN

[To maTepuanam auccepTanuu onyO0IMKOBaHO 15 Hay4yHBIX paboT, U3 HUX 7

— B U3/laHuAX, pekomenayeMbix BAK Muno6puaayku Poccuiickoit denepanumu.
CTPYKTYPA IMCCEPTALIMHN

Jluccepranus u3noxena Ha 176 cTpaHuiax MalmmHOMHCHOTO TEKCTa, COCTO-
UT U3 BBEJCHUs, 0030pa JINTEpATyphl, ONUCAHUsI MaTepHalla U METOJO0B HUCCIIEN0-
BaHUs, TPEX IJ1aB COOCTBEHHBIX MCCIIEIOBAHMI, 3aKTFOUCHNS, BEIBOJIOB U CITUCKA
nutepatypsl. Pabota mmoctpupoBana 3 Tabnuriamu u 120 pucyHkamu, 3aKiio-
yarorumu B cede 30 dotorpaduit u 74 mukpodotorpaduu. bubnuorpapudeckuii
yKazareJb BKJIIOYAeT B ce0s1 36 0Te4eCTBEHHBIX U 221 MHOCTpaHHBIX UICTOYHHUKOB.

JIMUHBINA BKJIAJL ABTOPA

ABTOpPOM TNPOBEJICH aHAIN3 HAYYHOM JTUTEpaTyphl 10 U3ydaeMou mpodiaemMa-
TUKE OTEUECTBEHHBIX M 3apyOEKHBIX aBTOPOB, pa3paboTaH au3aiiHa HCCIEI0Ba-
HUs, GOpMyJIHpOBKa Lienu U 3a1ad. [IpoBenaeHo oOcienoBanue u JeyeHue 8 naiu-
€HTOB, CTpaJarouMX 00Jie3HbI0 Xehnu-Xelln, TOCIUTaTIU3UPOBAHHBIX B KOXKHYIO
kimanky ['bBY3 MO MOHUKU wum. M.®. Bragumupckoro. ABTOp NpUHUMAI

y4acTHe B MOCTAHOBKE pEaKIMil MpsMOW M HENMpsAMOl MMMYHODIIOOPECIEHIUHY,



UHTEPIIPETUPOBA PE3yIbTAThl, aHATU3UPOBAJ MOJyYEeHHbIE JaHHbIE, (POPMYITHPO-

BaJI BbIBOJIbI M ITOJIOKCHUS.
MATEPHUAJIBI U METO/Ibl UCCJEJOBAHUI

PaboTa BbINOJIHEHA HA OCHOBAaHUM PETPOCHEKTUBHOTO aHAIN3a UCTOPHUIl 60-
ne3Hu 36 MauueHTOB, NPOCIEKTUBHOIO KIIMHUYECKOTO UCCIECAOBAHUS U U3YYCHUS
Ouonoruueckoro Marepuana 24 G0JIpHBIX, CTpPaJAIOIUX 00JIe3HbI0 Xeinu-Xenu.
OO6cnenoBanre MallMEHTOB IMPOBOJUIIOCH B OTNIEJICHUU JIEPMATOBEHEPOJIOTHH U
nepmatoonkoioruu I'bY3 MO MOHUKU um. M.®. Brnagumupckoro, ['bY3 MO
MOKKB/I, na 6aze ®I'bY « ®HIITHUO um. ak. B.W. [llymakoBa» Mun3zapasa Poc-
cun 1 MHIILZIK JI3M. B kauecTBe KOHTPOJISI MCIOJIB30BaId OMOINTATHl KOXH U
CBIBOPOTKH KPOBHU 24 OOJBHBIX, CTPAMAIOIMIAX APYTHUMH JIEPMATOIOTHUCCKIMU 3a-
0OJIeBaHUAMM, U MPAKTUYECKH 3/I0POBBIX JHIl. Jlnarno3 3a0oyieBaHusl CTaBUIICS Ha
OCHOBAaHMHM aHAMHECTUYECKHX CBEJCHUM, KIMHUKO-MOP(HOIOTrHYECKON KapTUHBI,
(¢enomena HUKOIBCKOro, pe3yiabTaTOB IUTOJOTHMYECKOrO M MaTOMOPQOJIOrruye-
CKOT0 METOJI0B HccienoBanus. Lluronornueckoe u maroMoppoaoruyeckoe uccie-
noBaHus npoBoauauck B Jadoparopun I'bY3 MO MOKKB/I u B oTaenenuu na-
tomopdonoruu I'bY3 MO MOHUKU um. M.®. BraggMupckoro cooTBETCTBEH-
HO.

Oo0paboTka OuomncuiiHoro Mmarepuasa. B3sarue OHONCHUM KOXKHU TTPOBOJIU-
JIOCh TOJT MECTHOM aHecTe3uen 2% pacTBOpOM HOBOKaWHA Wiu Jujgokanna. Kycou-
Ku TKaHeu koxu pazmepoM 0,3x0,5 cM 3amopakuBanu mipu -20°C. Cpesbl TOIIN-
HOW 5 MKM roToBWJIM B MUKpoTOM-Kpuoctate (-20°C). YacTh cepuiHBIX Cpe30B
WCIOJI30BAIM B HE(DUKCUPOBAHHOM BHUJIE, a APYTYIO YacTh MPeBaApUTEIHLHO 00pa-
OarpiBa MATKO JeHaTypupyromieii 40% BomHOW CMEChIO dTaHOJA TIPH KOMHAT-
HOM Temmeparype. KpuocratHeie cepuiinbie cpesbl, pukcupoBaHHbIe 96° 3TaHO-
JIOM, OKpalIMBajy T€MaTOKCUJIMHOM M 303MHOM JJIsi MOP(OJOrHYECKOro KOHTPO-
JIS1.

BroisiBiieHMe HUPKYJUPYIOIIUX aHTUTEJN. C LEJIbI0 BBISBICHUS LIUPKYIIH-
PYIOIIUX aHTUTE MPUMEHSUTH HEMPSIMO MeTo1 uMMyHodIroopectieHnu [benerr-

kas JI.B., Jlanunosa T.A., 1977; Beutner E.H., Jordon R.E., 1964] B moaudmuiu-
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POBAHHOM €T0 BapHaHTE C UCIOJIb30BAHUEM JTIOMUHECIUPYIOIIUX CHIBOPOTOK MPO-
tuB 1gG. Cpesbl TOTOBMIIM M3 TKAHEH KOKU YEIOBEKa U Psiia BUIOB JTaOOPATOPHBIX
YKUBOTHBIX (TEJICHKA, MBI, KPBICHI, Kpoiuka). [1og0op AOMOIHUTENbHBIX YCII0-
BUI 3aKJTFOYAJICS B MPEABAPUTEIBHON 00pab0OTKE KPUOCTATHBIX CPE30B KOXKH Jia-
o6opaTopHoro *kuBoTHOTO 100% OXJIaXIEHHBIM aleTOHOM C TemiepaTypoi 4,0-
6,0°C B Teuenue 3-5 MUHYT; HHKYOallUU CPE30B C HAHECEHHOW Ha HUX TUITUPOBAH-
HOI CBIBOPOTKOM O0sIbHOTO IpH TemriiepaType 37,2°C BO BIIaXKHOUM Kamepe B Teue-
Hue 45 muHyT. OTHOBPEMEHHO CTAaBUJIU MOJOKUTEIbHBIN U OTPUIIATEIIbHBINA KOH-
Tposiu. J[Jis OTpULIATENIBHOTO KOHTPOJS HUCMHOJb30BAIM HOPMAJIbHYIO CHIBOPOTKY
(demoBeKa WJIM YKMBOTHOTO) B T€X K€ PAa3BEACHUSX M MHKYOMPOBAIM Ha Cpe3e
CTOJIBKO K€ BPEMEHH, KaK M HCIBITYEMYIO ChIBOPOTKY, COJEPXKAIIYI0 aHTHUTEIIA.
JI1s1 OJIOKUTENIBHOTO KOHTPOJISI UCIIOJIB30BAJIA CHIBOPOTKY, 3aBEOMO H3BECTHO
COJIEpPIKAIIYI0 aHTUTEJA TPOTUB U3y4aeMOTo aHTUreHa. C 1eNbIo BBISIBICHUS LIUP-
KYJUPYIOIIMX AHTUTEN K aHTUIE€HAM MHOKapJa U €ro KOMIIOHEHTOB IPOBOJWIIN
HenpsaMoil Meron uMmyHodmoopecueHuun [beneukas JIL.B., JlanunmoBa T.A.,
1977]. YuursiBasin camoe OOJIbIIIOE Pa3BeJICHUE CHIBOPOTKH, KOTOPOE JAaBajo YeT-
KYIO TIOJIOKUTETBHYIO PEAKIIUIO.

BrisiBiieHne pukcupoBaHHBIX aHTUTeNd. [Ipumensnu knaccuyeckuit [be-
aeukas JI.B., Jlanunosa T.A., 1977; Beutner E., Chorzelski T.P., 1973] u moau-
¢urnuposannbiii [benenkas JI.B., Maxuesa H.B., 1995] npsmoit MmeTo HMMyHO-
(bII0OPECICHIIMKM ¢ MCTIOJIb30BAaHUEM MOHOCTEIU(DUUECKUX JIFOMUHECITUPYIOIIHNX
CBIBOPOTOK MTPOTHB OCHOBHBIX KJIaccOB MMMYyHOTI00ynmnHOB (1gG, IgA, IgM), mro-
MUHECIUPYIOIIUX CHIBOPOTOK MPOTUB C3 KOMMOHEHTa KOMIUIEMEHTa U (PuOpuHO-
ren/pubpuna. I KOHTPOJIS UCCISA0BAIN CPe3bl, OKpaIlIEHHBIC TeMaTOKCHIMHOM
Y DO3UHOM, B CBETOBOM MHKPOCKOIIE.

BrisiBiieHHMe IKCIIPecCHU PSiia AHTUTEHOB J1eCMOCOMAJILHOIO anmapara
(kaarepuHOBBIA KOMILIEKC, IJIAKOIJIO0OMH, J€CMOCOMAJILHBIA NPOTEUH) H
0eJika IMUTOCKe eTa (MUTOKEPATHH 5) MHOTIOCJI0HOI0 NMJIOCKOT0 SMUTEJINS.
Hcnonp3oBanu MOHOKJIOHAIbHbIE aHTUTeNa (MKAT) K KaArepuHOBOMY KOMILIEK-

Cy, 1€CMOCOMAJIbBHOMY TPOTeUHY, Miakorioonny u MxAT cepun A6/1 k 1uToke-
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patuHy 5. B HempsmMom meTosie UMMYHO(TIOOPECIICHIINY MPUMEHSUTA JTIOMHHEC-
[UPYIONINE CHIBOPOTKU MPOTUB MMMYHOTJIOOYJTUHOB MbIH. KprocTaTtHbie cpesb
TOJIIIIMHOW 5 MKM TOTOBWJIM B MUKpoToM-kKpuoctare (-20°C). Jlns onpeseneHus
AKCIIPECCUH AaHTUTEHOB JECMOCOMAJILHOTO ammapara WX HCIOJNb30BaINd B (DPUKCH-
poBanHoM BujEe B 100% xononnom (4°C) arerone B teuenue 10 muH, 175 onpee-
JICHUSI SKCIPECCHH ITUTOKEpaTHHa 5 - B HepukcupoBaHHoM Buje. [IpemapaTsl B
TeueHue 18 4 HaxoIUIMCh BO BIaxHOUM kamepe npu 4°C, 3aTeM UX MPOMBIBAIIU 3-5
muH B PBS (pH 7,0-7,4), o6pabaTbiBaiu JJIOMUHECIUPYIOUIEH CHIBOPOTKOM MPOTUB
UMMYHOTJI00YTHHOB MbIK B TeueHue 30 muH npu temmeparype 37,0-37,2°C (s
ONpEICNICHNS SKCIIPECCUN AaHTUTE€HOB JECMOCOMAJILHOIO allapara) ¥ KOMHATHOM
TeMIiepaType (711 OnpeaesieHns YKCIPECCUU LIMTOKEpaThHA 5) BO BIAXXKHOUM Kame-
pe, BHOBb npombiBasiu PBS (pH 7,0-7,4) 3-5 MuH 1 3aKiroyaiv moj MOKPOBHOE
ctekiio B 60% HelTpanbHblid ruiepuH. MccnenoBany mpenapaTthl ¢ TOMOIIBIO JTHO-
muHecrieHTHOro mukpockorna LEIKA DM4000B mpowusBoactea Leica Microsys-
tems Nussloch GmbH, ®PT".

CrarucTnueckasi odopadorka. [Ipu cozmanun nepBUYHON 0a3bl JTAHHBIX
UCIIOJIB30BaNICS penakTop AnekTpoHHbIX Tadaui MS Excel 2010. Ctatuctuueckas
00paboTKa JaHHBIX BBHITIOJHEHA C MCIOJIH30BAHUEM IMAKETOB MPHUKIAIHBIX MPO-
rpamm Statistica 10. CpaBHeHHe OMHAPHBIX 1 HOMUHAJIBHBIX MOKa3aTelnel Mexay
JBYMsI TPYIIIAMHU MPOBOJUJIOCH C HCIOJIb30BAHMEM KpUTepusi Xu-kBaapat. s
CpaBHEHUS CBSI3AHHBIX (MAPHBIX) BEIOOPOK MPUMEHSIICS HEMapaMeTPpUUECKU KpU-
Tepuil Bunkokcona. Ilpy onmcanum [aHHBIX, PACHpEICICHUE KOTOPBIX OTJIMYa-
JIOCh OT HOPMAJbHOTO 3aKOHA, PACCUUTHIBAIUCH MeAMaHa U KBapTwid. [Ipu HOp-
MaJbHOM paclpeeleHUN JaHHbIe MPEICTaBIEHbl KaK CpelHee 3HAUEHUE U CTaH-
napTHoe oTkJIoHeHHe (M=c). YpoBeHb CTAaTUCTUYECKOW 3HAYMMOCTU ObLT 3a(uK-

cupoBan 1npu 3Hauenuu 0,05.
PE3YJIbTATBI UCCJIEJJOBAHUI

Knunuueckas xapakmepucmuxa 601bHbIX
B crpykTtype manumenToB, rocnutanudupoBanusix B ['bY3 MO MOHUKHU

uM. M.®. Brnagumupckoro 3a nepuos ¢ 1993 mo 2016 rr., mpoieHT OOJBHBIX,
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cTpanaromux 0one3npto Xennu-Xenu, coctaBui 0,29% oT BceX TrOCIUTAIU3UPO-
BaHHBIX OOJBHBIX PA3HBIMU KOXKHBIMU OoJie3HsMu. [Ipu aToM 66,7% mpuxoaunoch
Ha JIMIA JKeHCKoro moia, 33,3% — Ha JIHMia My>KCKOT0 1oJia (COOTHOIIICHUE JKEH-
mmH K MyxurHam 1,4:1). [1o HammM JaHHBIM BO3pACcTHOM JMana3oH Mmuka 3adoJe-
BAa€MOCTH MAIMEHTOB MPUXOAWICS Ha Bo3pacT oT 41 rona no 50 ner u coBmaaan ¢
MUKOM 3a00sieBaeMoCTH y My 4MH (46,7% oT oO1iero uriciia 60JbHBIX MYKCKOTO
nona). [Tuk 3a001€BaeMOCTH y KEHITUH MPUXOAWICS Ha Bo3pacT oT 31 roxa ao 40

et (38,1% ot o01ero unciia 60JIBbHBIX KEHCKOTO MoJia) (puc. 1).

100

80

X
3 60 Bcezo 605bHbIX
>
E' 40 Myx4uHbl
S
20 e M eHWUHbI

0

21-30 31-40 41-50 51-60 61-70 71-80 ce. 80
eo3pacm

PucyHok 1. PacnpegeneHune 6onbHbIX, cTpagarlmx 6onesHbo Xennu-Xennum, no nomny 1 Bo3pacty Ha MOMEHT roc-
nuTanusauuu.

CpOK IIOCTAaHOBKH JHArHo3a ¢ MOMCHTaA MaHI/I(l)eCTaIJ;I/II/I IICPBLIX IIPU3HAKOB

0omne3Hu coctaBiisl oT 1 Mecsana no 47 ner (B cpennem 13,57+12,3 rona). B 601ib-
mmHCeTBe (38,9%) ciyyaeB 1uarHo3 ObLI BHICTABIICH B TEUCHHUE TIEPBBIX 5 JIET.
Kimmandeckue nposiiaeHus 001e3HN Xelu-Xemm y o0caeJ0BaHHbIX Tallk-
CHTOB OBLTM CBS3aHBI C MMOPAKECHUEM KaK KOJKHOTO TIOKPOBA, TaK M BHIUMBIX CIIH-
3ucThIX oOosouek (2,8%). ITaTomoruyeckuii mporecc nmpeumyiinecTBeHHO (66,7%)
HOCHJI PaCIpOCTPaHEHHBIN XapaKTep C BOBJIICUEHHWEM KOXKHOTO TOKPOBA OJTHOBpE-

MEHHO HECKOJIBKMX aHATOMHYECKUX o0acTei Tena (puc. 2).

B EcmecmeeHHble CKadku
Tynosuuwe
u llles

B HuxHue KoHeYHOCMU

66,7% B BepxHue KOHe4YHocmu

® [onoea
PucyHok 2. Jlokanusauusi naTonormyeckoro KOXHOro npouecca y 60nbHbIX, CTpagarolwmx 6onesHbo Xennu-Xennm,
Ha MOMEHT rocnutanun3auyun.

Hanbonee wuzmoOieHHON JIOKaJIM3allMe MAaTOJOTMYECKOTO IMpoliecca Ha

MOMCHT TOCIHUTaJIN3allMH BJIAJIaCb KOXa B 0077aCTH  €CTECTBEHHBIX CKJIad0OK

(88,9%, p<0,05), TysnoBuia (66,7%) u 3aaHe00KOBOM TOBepXHOCTH Tiien (52,8%).
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[Tpu 3TOM y KEHIIMH KOKa B 00JIACTH €CTECTBEHHBIX CKIIAJOK ObLIa BOBJICYCHA B
100% cayuaeB (p=0,0121), xoxa B 00JacTH II€M BOBJIEKAJIACh Yalle Y MY>KUYUH
(60%), obnacTh TyJOBHIA MOpaXkajach B paBHOUM creneHHu (1o 66,7% cooTBET-
cTBeHHO). [Ipu BOBI€UEHNN B TTATOJOTHYECKHM MPOIIECC KOKHBIX IMMOKPOBOB B 00-
JIACTH €CTECTBEHHBIX CKIANIOK (88,9%) y *xeHIMH npeobiaaaalio nopaxxeHue B 00-
JaCTH MOAMBIIIeYHBIX BraguH (81%, p=0,0117), a y My>K4uH — MaXOBBIX CKJIAJI0K
(72,7%).

[Tux mManudecranuu 60sie3HU MpUXoaMIIcS Ha Bo3pacT 31-40 set, 4To CcOB-
nmajaeT ¢ MHEHHEM MHOTMX aBTopoB [Burge S.M., 1992; Gu H. et al., 1999]. V¥
JKEHILMH 3a00JIeBaHUE HAUYMHAETCSA C Mopa)keHus: obsactu TynoBuia (57,1%) u
CCTECTBEHHBIX CKIaa0K (47,6%), a y My»4HMH — €CTECTBCHHBIX CKIanoK (60%) u
men (53,8%, p=0,0314). Haubonee XapaKTEpHBIMH MEPBUYHBIMU MOPQOJIOTHIC-
CKUMHM DJIEMEHTaMH Tpu MaHudecTauu sBistoTcs my3bipbku (77,8%, p<0,05) u
sputeMaro3nbie maTHa (30,6%), compoBoXkmaronecs 3yjaoM B 27,8% cmydaes.
[Ipu nepBUYHOM OOpallleHWU K Bpady HU B OJHOM ciy4ae Oosie3Hb Xeinn-Xeinu
He Obuta 3amogo3peHa. [laronormueckuit mporecc ObUT paciieHEH Kak 3K3eMa
(19,4%), repnerudopmubiii nepmarut Hiopunra (13,9%), numonepmus (11,1%),
ayTOMMMYHHas y3bIpyaTka, 0one3ns Jlapwe, HelipoaepMurt, nepmatut (1o 5,6%);
Oysuie3Hast popMa KpacHOTO IUIOCKOTO JIMIIAsi, CYOKOpHEAJbHBIN MyCTYJe3, MUKO3
IJIAJIKOM KOXKM, OIOSCHIBAIOIIUM JHIIa, GoUHMKYJIsSIpHBIA KepaTto3 Kupie (mo
2,8%).

B mporiecce pa3BuTHs XpOHHUYECKOTO Tpoliecca KIMHWYECKass KapTHHA TIPH-
oOpeTaeT OoJiee BBIpAKEHHBIN MOTMMOP(OU3M C TIPOSIBICHUEM IMTATOTHOMOHUYHOTO
npu3Haka OosiesHu Xeinu-Xenu: nHOUIBTPUPOBAHHbBIE OJISIIKA, HA TTOBEPXHO-
CTH KOTOPBIX - TIyOOKHE W3BWIIMCTBIC TPEIIMHBI («U3BHJIMHBI MoO3ray). [Ipucyr-
CTBHE JIAaHHOTO KJIMHUYECKOTO MPU3HAKA MO3BOJSET TUATHOCTUPOBATH Yy OOJIHHOTO
0omne3Hp Xennu-Xenn, Ho, KaK BBIIIe ObIJIO YKa3aHO, CyCTs Toasl (o1 1-5 ner u
oosiee). Cpenu CyOBEKTUBHBIX OUTYIICHUHN 3y U OOJI€3HEHHOCTh B MECTaX BBICHI-
mannii otmedeHsl B 91,7% m 48,5%, coorBeTrcTBeHHO. DeHoMeH HwuKombCcKOro

(xpaeBoii) BoisiBieH B 11,1% cnyuaes, penomen Kednepa - B 27,8% ciyuaes. [1pu
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[ATOJIOTMYECKOM HMCCJIEIOBAaHUM Ma3KOB-OTIIEYATKOB CO JHA 3PO3Uil aKaHTOJUTH-
YecKue KIETKU ObLIu oOHapyxkeHbl B 55,6% ciyuyaeB. B 69% ciyuaeB BbIsBIeHA
TUTNIAYHAs MaToMopdoiornyeckasi KapTuHa 0oJie3Hu Xennu-Xenu, B APyrux ciy-
gasx maroMopdoornyeckasi KapThHa HAaTOMUHAIA TAKOBYIO TIPH BYJIIapHOH Y-
3bIpYATKE, U 3aKIIIOUUTENbHBIN JUArHO3 BBICTABIISJICS C YYETOM aHAMHECTHYECKHX
JAHHBIX W KIMHUYECKOW KapTUHBI C TOCIEIYIONIMM Ha3HaueHWeM Tepanuu. B
55,6% ciyyaeB pPOBOAWIOCH JICUEHUE CHUCTEMHBIMHU TITIOKOKOPTUKOCTEPOUAaAMU
(npenHu30s0H). B ocTanbHBIX ciydasx JiedeHUE MPOBOIUIOCH AHTUTHUCTAMUHHBI-
MU, JIECEHCUOWIN3UPYIOMUMH, aHTHOAKTEPUATLHBIMU W TOTIMYECKUMU IIpernapa-
TaMH.

Cewmeiinblii anHamHe3 cpequ 36-Tu 00CiieTyeMbIX MalMeHTOB MPOCIICKUBAIICS
B 61,1% ciyuae (p<0,05). Cpenu poACTBEHHHUKOB MJICHTUYHAS KIMHUYECKas Kap-
THHA HaOJroanack y Matepu uwiu otna (mo 36,4% ciaydaeB), y OpaTbeB W/WIH ce-
crep (27,3% u 31,8% cnydaeB COOTBETCTBEHHO), y nsaau u/win tetu (13,6% u
9,1% ciyyaeB cooTBeTCTBEHHO). [1og00HbBIEC BBICHITIaHMS HAOMIOJATUCH Y JABOIO-
POJHBIX POJICTBEHHUKOB mepBoro (4,5%) u tpethero (13,6%) nokonenuii, y crap-
mux (27,3%) n mnaamux (13,6%) npeacraButeneit cemeit 1o JIMHUU OOJICIOIIETO
ponutens. [lpu 3ToM gaHHBIC BBICHIIIAHUS PACCMATPUBAINCH KaK aJIEPTUUECKHE
JIepMaTO3bl, THOMHUYKOBBIC MJIM TPUOKOBBIE 3a00JIEBaHUS KOXKH, MO MMOBOAY KOTO-
pPBIX POACTBEHHHUKU TMAIMEHTOB MOJy4Yald COOTBETCTBYIOIIYIO TEpPAMUIo, MOPOM
JECATUIICTUSIMU, HE TIPUHOCSIITYIO TTOJIOKHUTEIBHOTO d(PeKTa.

Bo3nukHOBeHHE 1 000cTpeHue 0oJie3Hu Xen-Xeinu, o HaluM JJaHHbIM,
MOKET OBbITh CIIPOBOLIMPOBAHO KaK OJHUM TPUITEPHBIM (PAKTOPOM, TaK U KOMOMU-

Harmeit (38,9%) aByx wiau 6osee hakropos (puc. 3).

100 lNcuxo-amoyuaHanbHoe Hanpsi>keHue

B MexaHu4eckass mpaemamu3auyusi

B UHconsiyus

L] ﬂoepewHocmu e numaHuu

19,4%| 16,7% 13.9% H [unepaudpo3
5.6% lMepeoxnaxdeHue ¢ nepeHeceHHoU ocmpou

pecrnupamopHol eupycHolU UHgekyueu
ropmoHarnbHble HapyuweHusi

¢ghakmopbi
PucyHok 3. daktopbl, cnocobcTBytoLiMe Havany n obocTpeHunto 6onesHn Xennu-Xennu.
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[Ipu sTOM (pakTOpPHI, MPOBOIUPYIONINE NMATOJOTHUECKHI TMpoIlecc, Ha MPO-
TSOKEHUW BCETO Meproaa O0JIE3HU Y OJJHOTO U TOTO JK€ MaIleHTa MOTYT OBITh pa3-
JUYHBIMU: TICUX0-3MOIIMOHATIbHOE HanpspkeHue (25%), MexaHudeckass TpaBMaTH-
3arust (25%), uncousiius (19,4%), norpemiHOCTH B MUTAHUM (BKJIFOYAsl 370YIIO-
Tpebnenue ankoroiem) (16,7%) u npyrue. Kpome toro, odpamaer Ha ceOsi BHUMa-
HUE Haimuuue y psgaa OONbHBIX, cTpajaroiux Oone3nbio Xeinu-Xennu (38,9%),
OTSTOIICHHOTO aJlJIeproaHaMHe3a, MOPOH C TSHKEIBIMU KIMHUYECKUMH TIPOSBIIC-
HussMu (otek KBHHKe, TOKCHIEpMUSs, XpOHUUYECKas KpanuBHuLa). Cpenu amiepre-
HOB IMAIIMECHTHI YKAa3bIBAIM HA CPEACTBA Map(PIOMEPHO-KOCMETHIECKON TTPOTYKIIUN
1 OBITOBOM XWMHH, JATEKC; MBUIBIYY PACTCHUN M YKYChl HACEKOMBIX; JICKaPCTBCH-
Hble TMpenaparbl (AaHTHOUOTHUKH, CYyJIb()aHWIAMHUIBI, aHAIBIC€TUKHA, BUTAMUHBI
TpymIel B, cIa3MOMUTHKY, aHTUACTIPECCAHTHI).

OOGcnenoBanue OONBHBIX, CTpaJarOIIUX OoJe3HBI0 XeHau-Xennu, mpoje-
MOHCTPHUPOBAJIO, YTO B OONBITUHCTBE (52,8%) cinyuyaeB 3a00eBaHNEe MPOTEKAET HA

(OHE TaTOJIOTUHU CO CTOPOHBI BHYTPEHHHUX OpPTraHoB (puc. 4).

j B MIHgheKUUOHHbIE KOXHbIe 3abosieeaHusi
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.AymOUMMyHHbIE 3aboniesaHusi u UMMYyHomnamoJsiocu4ecKkue cocmosiHusi

PucyHok 4. lMatonorum co CTOpoHbl BHYTPEHHUX OPraHoB U cUCTEM, conyTcTByowmne 6onesHn Xennu-Xennu Ha mo-
MEHT rocnuTanmsaumm.

ITpu stoMm B 36,8% ciryyaeB oTMeueHa couyeTaHHAas MaTOJIOTHSl CO CTOPOHBI
KCITYyAOUYHO-KHIICYHOI'O TpaKTa U CGpI[G‘lHO-COC}UI[I/ICTOﬁ CHUCTCMBI. CpeI[I/I 3a0o01J1e-
BaHUU CGleﬁ‘IHO-COCY}IPICTOfI CUCTEMBI HanOOJIEE 4acTo AUArHOCTUPYIOT THIICP-
TOHUYECKYI0 0oJie3Hb (81,8%, p<0,05); cO CTOPOHBI KETyTOYHO-KUIIIEYHOTO TPaK-

Tta — ractput (28,6%), nankpeatut (28,6%) U remaTUThl, BKIOYas CMEIIAHHOTO

reHesa (21,4%). B 8,3% ciydaeB BbIsBII€HA acCOIMAIIMS 3TOTO HACJIEICTBEHHOIO
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OyJUIe3HOTO JepMaro3a C APYTUMH ayTOMMMYHHBIMH 3a00JICBAaHUSMU U UMMYHO-
MaTOJOTUYECKUMU COCTOSTHUAMU, TAKUMH KaK ayTOMMMYHHBIA TUPEOUIUT, caxap-
HbIN quabet | Tuma u 6poHxuanbHas actMa. Y oaHou (2,8%) MalueHTKH KIMHAYe-
cKkasg KapTtuHa Oone3nn Xeim-Xeinn pa3Buiach Ha (OHE HEOIIACTHYECKOTO
npoiiecca (aJeHoMa-MHUENIOIUIIOMa € MOCIeAYIONEeH IHIOCKOMMYECKON peTporie-
pUTOHEATBHON aJpeHAIdIKTOMUEH C omyxoibio). Kak panee ormeuanoch, BbICKa-
3BIBAETCS NIPEAIOJIOKEHNE O BO3MOXHOU pos mytauuu reHa ATP2C1, kogupy-
OILIETO Ca2+—TpaHCH0pTHy}0 AT®azy (SPCA1), cunre3upyeMyto KJIeTKaMu TKaHH
BCEX OpPraHoB, B ()OPMHUPOBAHUHU IKCTPAKyTAHHOTO MATOJOTUYECKOTO (DEHOTHIIA,
KOTOpO€ HAOMIOJAeTCs B TSKENbIX ciydasx Oone3Hn Xeunu-Xeinn [MaxHeBa
H.B. ¢ coasr., 2004; Amagai M. et al., 2001].

Pezynvmamul uzyuenus yupKyaupylouux aumumesi K AHmMU2eHam paziuiHblxX
CMpPYKmyp 3nuoepmuca, 0epmsl U muokapoa npu 6one3nu Xeinu-Xeinu.
[Tpu u3yyenun ponu 1gG B pazputun 60ne3Hn Xeinn-Xennu ¢ MOMOIIBI0

HENPSMOTo (KJIACCHYECKOr0 W MOAM(PHUIIMPOBAHHOTO) METO/a MMMYHO]II0Opec-
nennuu B 81,3% (p<0,0005) cityuaeB BbIsBICHBI HUpKy/Iupyomue 1gG k aHTHre-
HaM JIECMOCOMAJIFHOTO amnmnapara MHOTOCIOWHOTO TIOCKOTO AMUTENHs, a TakKe K
PSIy TKAHEBBIX KOMITIOHEHTOB AMUACPMHUCA U IEPMBI (Si7IepHbIE KOMIIOHEHTHI Kepa-
TUHOIIUTOB, 0a3zalibHass MeMOpaHa SMHJIEPMHUCA M BOJOCSHBIX (POJITUKYIIOB, KOM-
MOHEHTHI PETUKYJISIPHOTO CJIOS IEPMbI, H30TPOITHBIE JUCKU TIAJKON MYCKYJIaTyPhI

1 SHIOTEIIMHN KaIMIIIPOB KOXKHU) (pHcC. 5).

PucyHok 5. Onpegenenve umpkynupytowmx IgG B CbiBOPOTKE KPOBU GONbHLIX, CTpagawoLwmx 60nesHbl Xennum-
Xennn. Henpsamon meton ummyHodnoopecueHummn. x 400. a-g — obpaboTka CbIBOPOTKON GOMbHON, CTpajatoLlen
OonesHblo Xennu-Xennu: a, 6 — cpes Koxn Mbilun. Peakums B MEXKINETOYHOM CybCTaHUMM BCEX CIIOEB anuaepMmca
(a) n BonocsiHbIx onnmkynos (6); B, I — Cpe3 KOXW Kponuka: Peakumsi B MEXKNETOYHOM CyOCcTaHLUMM BCEX CroeB
anuaepmuca, B 30He BasanbHOM mMeMbpaHbl anuaepmuca, peTUKynsapHOM croe (B) M M3OTPOMHbIX AWCKax rnaakon
MycKynaTypebl () AepMbl; A — CPe3 KOXM TeneHka. Peakuus B 93HOOTENUW Kanunnapos (4) AepMbl.

ITpu sTOM TUTp anTUTEN cocTaBisl oT 1:8 no 1:2560. Kpome ocHOBHBIX Ma-

TOTCHETUUYECKUX aHTUTEN ObUTM OOHAPY>KEHBI IOMOJIHUTEIHHBIC aHTUTENIA K aHTH-
reHaM HEKOTOPBIX CTPYKTYp cep/iia (capkojeMma U CapKOMephbl KapIMOMUOIIUTOB,

SHAOTETUHN KamWJUIIPOB MUOKap/a) (puc. 6).
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PucyHok 6. KpnoctaTHble cpesbl Mnokapaa cepiua teneHka, obpaboTtaHHble CbiIBOPOTKON 6onbHOro, crpagaroLlero
6onesHblo Xennu-Xennu. Henpamow metoa nmmyHodnoopecueHuun. x 400. a, 6 — peakuns B 30HE CapKONEMMbI
KapOuoMMoUMTOB B NPOAONBHOM (&) u nonepeyvHoMm (6) cpesax; B, I — peakuusi B 30He capkomepa KapAMOMMUOLMTOB
(BogHasA MMMepcKs): B 30HaX BCTABOYHbIX NNACTUHOK (B) M M3OTPOMHbLIX AUCKOB (I) KApAMOMUOLIMTOB; 4 — peakuus B
30HE 3HAOTENUA KanunnapoB (BogHas MMMepPCHs) MMoKapaa.

TuTp BBIABICHHBIX aHTUTEN COCTABIISUI BBIIIE YPOBHSI €CTECTBEHHBIX aAHTH-
ten oT 1:80 go 1:1280. Ha pucynke 7 mpencraBiieHa KapTUHA MPOIEHTHOTO COOT-

HOIICHUS BBIABJICHHBIX AHTHTC]I K aHTUTCHAM Pa3JIMYHBIX CTPYKTYP TKaAHEH KOXKH

¥ MUOKap/a y OOJBHBIX, CTPAIAIOIMINX 00Je3HbI0 Xenu-Xeu.

B AHmuzeHbl 3HOOMesusi Kanusnsipoe epmbl

100
9 AHMu2eHbI MbIWeYHbIX 80JIOKOH OepMblI
80 B AHMu2eHbl PeMUuKysipHO20 CJ1051 0epMbl|
70 B AHmuezeHb! 6a3anbHol MeMbpaHbl anudepmuca
G
i 60 B AHmMuzeHbl 10epHbIX KOMITOHEHMOE KepamuHoyUmoe
£ 50 . o
I B AHMu2eHbl MeXKiemo4Hol cesizblearowjeli cy6cmaHyuu
5 40
© 20 B AHmMu2eHbI yumona3mbl KepamuHoyumoe
20 B AHmuz2eHbl capkosieMMbl KapAuoMuoyumoe
10 AHmuzeHbI capkomMepa kapduoMuoyumoe
0

B AHmMuzeHbl 3HOomenus KanuJsnspoe cepoua
AHMUZ2€eHbI P POt

PucyHok 7. Lupkynupytowme IgG k aHTUreHam pasnuyHbIX CTPYKTYp TKaHEN KOXM 1 Muokapaa y 6onbHbIX, cTpaga-
oLWwmx 6onesHblo Xennu-Xennu.

Takol MHUPOKHUM CIIEKTP AHTUTEN KO MHOTUM CTPYKTypaM OPTaHOB U TKaHEN

OOBSACHSIET PACTIPOCTPAHCHHOCTh KOXKHBIX BBICBIMIAHUA M BO3MOXKHOE Pa3BUTHE
AKCTPAKYyTaHHBIX MOPAXKEHUMN Y OOJIbHBIX, CTPAJAIOIINX 00JIE3HBIO XeHIn-Xe.
Pe3ynvmamol uzyuenusn puxcuposannvix anmumen npu 6one3nu Xeinu-Xeinu.

[Ipu uccrnenoBaHUM KPUOCTATHBIX CPE30B PA3IMYHBIX YYACTKOB KOXHU (I10-
PaXEHHBIN, UHTAKTHBIA U B MECTE OBIBIIMX BBICHINIAHUN) OOJIBHBIX, CTPAJAOLTUX
0oJie3HpI0 XeWn-Xeinr, ¢ MOMOIIBI MOJU(PHUIIMPOBAHHOIO IPSMOr0 METOja
uMMyHO(IIrOOpectieHIIU BbhisiBiieHa Qukcarus [gG B MEXKIETOYHOM CBS3bIBaIO-
et cyocraniuu snuaepmuca B 83,3% ciyuaes (p<0,0005) (puc. 8).
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PucyHok 8. KpnocTaTtHble cpesbl koXku 60nbHbIX, CTpagarowmx 60ne3Hbio Xennu-Xennu. Y4acTku KIMHUYECKU Hemno-
paxeHHon koxun. ObpaboTka MeYeHOW CbIBOPOTKOM MPOTMB MMMyHOrnobynmHa G yenoseka. [psamoi metoa Mmmy-
HodontoopecueHumn. x 400. a — cpukcauus IgG B MexXKNeToUHOWM cybcTaHLumM annaepMmnca 1 Ha NOBEPXHOCTU KOXW,
BblABNAeMas NpsiMbIM 1 MOAUMULMPOBaHHBIM METOAOM MMMYHOMNOopecLeHUnm; 6 — dukcaumsa IgG B untonnasve
aKaHTONMUTUYECKUX KNeTok; B — pmkcaumns IgG yyactkamu B 3oHe H6asansHon membpaHbl anvaepmuca.

HpI/I 9TOM HC3aBHCHUMO OT MECTa IMPOBCACHUA HyHKHI/IOHHOP'I OHOIICUH B UC-
CICAYEMBIX MaTcpuajlax OTMcHallaCb MOp(i)OJIOFI/IIIGCKa}I KapTHhHa, XapaKTCpHasi
IJId JaHHOTO 6YJ'IJ163HOFO réHoacpmaros3a (aKaHTOJ'II/IS, BHYTPUIIIUACPMAJIbHBIC
meian 1500503051 Hy3BIpI/I). Hapsu:[y C OCHOBHBIM KJIaCCOM I/IMMyHOFJ'IO6yJ'H/IHa G Ips-
MBIM MCTOAOM PIMMYHO(l)JIIOOpGCHeHHI/II/I B pAa3/IMYHLIX CTPYKTYypax SIIHACpMHCa U
JepMbl Y OOJBHBIX, CTpaJaroluX OO0JE3HbIO XeWu-XeWsd, BBISIBICHBI UMMY-
HOTJIOOYNHMHBI ApyTrux kiaccoB (A, M), panHuii koMroHeHT komrmiemeHnta (C3

KOMITOHCHT KOMILIEMEeHTa) 1 GUOPHUHO3HBIHN 3KkccynaT (puc. 9).

80_, ——IgG
By—21 ’ e B\ _
| 50 1 ) A4
.\ ~40 W, . ' ING A0 A ‘ IgA
b b ¥\ \ ‘ \/ | . y =7 \

X /[/]] N 0 M

Ly —4—lg
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\ -9
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PucyHok 9. [NpoueHTHOe COoTHOLLEHNE pacnpeaeneHns PUKCPOBaHHbIX aHTUTEN B PA3MUYHbIX TKAHEBbIX CTPYKTY-
pax Koxu O0MbHbIX, CTpagaowmnx 6onesHbio Xennu-Xennu: a — B MHTaKTHbIX y4acTkax KoXu, 6 — B NopaxeHHbIX
yyacTkax KOXu, B — B paHee NnopakeHHbIX yyactkax koxu. lMpumedaHue: MCC — mexkneTo4yHas cBa3blBatoLlas cyo-
cTaHuusa anugepmuca; BM — 6asanbHas membpaHa anngepmuca; CC — cTeHkun cocydoB AepMbl; ['T — rnanvMHoBble
Tenbua; KU, — kepatuHountsl; AK — saaepHble KOMMNOHeHTbI kKepaTuHouuToB; [1 — aepma; IgA, IgM, IgG - ocHOBHbIE
Knaccbl UMMYHOrNo6ynuHOB; C3 — paHHWI KOMMNOHEHT komnnemeHTa, ® - dubpuH/dnbpuHoreH.

DTO MOKHO OOBICHUTH I[Cf/iCTBI/ICM COIMYTCTBYIOIIHUX aHTHUTCII, KOTOPBIC OT:-
romarT OCHOBHOC 3360JI€B&HI/I€, N ABJIAOTCA HpHHHHOfI FJIy6OKI/IX HapyIHeHI/Iﬁ B
CHCTEMC I'OMCOCTa3a.

Tak, B 50% cnyuaeB dukcanus C3 KOMIOHEHTa KOMIUIEMEHTA BBISIBJICHA HE
TOJIBKO B MCCTax JOKaJIHN3allMHh aHTHUTCJI, HO M1 BHC 30HBbI aHTHFeHOB-MHmeHeﬁ, B
30He 0a3aabHON MEMOpaHbI dMUJIEPMUCA. ITO CBUIETEIBCTBYET O CJIOXKHBIX TPO-
mecCax pa3sBUTHUA AAHHOI'O HACIICACTBCHHOI'O 6yJIJ163HOFO ACpMaro3sa C aKTI/IBaL[I/Ieﬁ

CHCTCMBI KOMITJIEMCHTA.
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Pe3yﬂbmambl U3YUCHUA IKCnpeccuu AaHmueéHoe 0eCMOCOMAIbHO20 annapama u
uumockesiema MHO20C/I0UHO20 NJI0CKO20 INUMETUA.
HpI/I HCITIOJIb30BAHHNHN MOHOKJIOHAJIBHBIX aHTHUTCJI K aHTUI'CHAM pPsda TKAHC-

BBIX CTPYKTYP KOXH (KaIr€pHHOBBIA KOMIUICKC, TUIAKOTIOOWH, IeCMOIUIakuH |,
HUTOKEPTATUH 5) C IENbI0 M3YyYEeHHs] MOJEKYJISIPHO-OMOJIOrMYECKUX CIIBUTOB B
TKaHAX MpH 00JIe3HW XeWn-XeWIn OTMEUYEHBI PsJl OCOOEHHOCTEH ATOM IMaTojo-

ruu (puc. 10, 11).

a ‘ 6 B
PucyHok 10. 3kcnpeccusi kagrepuHoBoro komnnekca. O6paboTka MOHOKNOHaNbHbIMKU aHTUTENammn Kk pan-cadherin.
Henpsamon meTtoa nmmyHodhntoopecueHuun. x 400. a — KpMOCTaTHBIN CPe3 KIMMHUYECKU MHTAKTHOrO yvacTka KOXwu
6onbHon. dopmmnpoBaHne BHYTPUINUAEPManbHbIX HaabasanbHbIX Lenen Ha oHe OTCYTCTBUS MM “MacKMpoBKu”
3KCMpPEeccUM KaarepuHoB B MEXKMETOYHbIX NPOCTpaHCTBaxX anuaepmmuca C MNosiBlieHWeM KaarepuH+ martepuana Ha
NMOBEPXHOCTM KOXMW; 6 - yCUINEHUE 3KCNpeccun KafarepyHoB B cynpabasanbHbiX crosix (MOKpbILKa Ny3blpsi) BHYTPU-
3anuMaepMarnbHOro HaabasanbHoro nysbips;

a 6 & )
PucyHok 11. Dkcnpeccusi aHTUreHoB psiia TKaHEBbIX CTPYKTYP KOXM (nnakornobuH, gecmonnakuH |, uutokeptaTnH
5). KprocTtaTHble cpesbl KIMHUYECKM UHTAKTHbIX YYACTKOB KOXM OONbHbIX, CTpagarolmx 6onesHbo Xennu-Xennu.
Henpsamon metog nmmyHodpnoopecueHumn. x 400. a — skcnpeccus nnakornodbvHa. O6paboTka MOHOKMOHANbHbLIMU
aHTMTenamu K nnakornobuHy. CoxpaHeHue akcrnpeccuy nnakornobuHa ¢ yyactkamu ero nogasneHus; 6 - akcrnpec-
CUsi 4ECMOCOMArbHOro npotemHa gecmonnaknHa |. O6paboTka MOHOKNOHANbHBIMK @aHTUTENaMN K 4ECMOCOMAarbHO-
My npoTeuHy (aecmonnakvH ). Ha (poHe HopmarnbHOW 3Kkcnpeccum 4eCMOCOMarbHOrO NpoTeMHa OTMEYatkoTes y4acT-
KV ero noAaBlieHUs; B - CUHTE3 LMTOKepaTuHa 5 kneTkamu anugepmuca. ObpaboTka MOHOKINOHANBHEIMU aHTUTena-
MU K unTokepaTtuHy 5. Ha dpooHe HOpmManbHOro cMHTE3a LUToKepaTMHa 5 oTMevyaeTcs MecTaMy BblpaXeHHast UMMY-
HONIOOPECLIEHTIAsA peakLUsi Ha HDKHEM MOSoce KNeTok 6a3anbHOro Crosi Co CKOMMeHMEM LIMToKepaTH 5 nonoxm-
TEeNbHOro MaTepuana nof poroBbIM CIOeM;

[Ipu uccnenoBaHUM MOJEKYJI aare3uu (KaArepuHOBBIN KOMILIEKC, IJIaKO-
rII00MH, JIeCMOIUIaKKH |) 1ecMocoManbHOTO anmapara dIUIePMUCa B Pa3IuIHBIX
y4acTKaX KOXXHOTO TMOKpOBa OOJBHBIX, CTpajaroliux Oosie3Hblo Xeunn-Xeinu,
OTMEUEHO HApYIICHUE DKCIPECCHUM H3yYyaeMbIX MOJICKYJl KJIETOYHBIX aAre3ui
BILUIOTh /IO MX MCUE3HOBEHUS C IMapaJIOKCAIbHO BBIPAKEHHBIM MPOSBICHUEM B Me-
ctax (GOpMUPOBAHUS MMYy3BIPEH, SPO3UBHBIX JS(PEKTOB U HE TUMUYHBIX IS UX JIO-
Kanu3amnuy (UTOIUTa3Ma, BOKPYT W/WIH BHYTPH siIep KEPAaTUHOIIUTOB, CKOTJICHUE

B POTOBOM CJIO€ M Ha TTOBEPXHOCTH KOXkH). [Ipu sToM Haubonee rirybokue Molie-
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KYJISApHO-OMOJIOTHYECKUE U3MEHEHHS ObUIM OTMEUYEHBI C MOJIEKYJIaMU KaJarepuHo-
BOI0 KOMIIJIEKCA: ITOJIHOE MOJABJIICHUE DKCIPECCUM B KIMHUYECKM WUHTAKTHBIX U
paHee MOpaKeHHBIX y4acTKaX KOXHU OOJIbHBIX, CTpaJarommx Ooie3Hbl0 Xensu-
Xeunnu.

[TogoOHBIE MOJIEKYISAPHO-OMOIOTUYECKUE SBJICHUS MPOJEMOHCTPUPOBAHBI
MIPU MCCJICIOBAaHUHN KOXH 3JI0POBBIX POJCTBECHHUKOB 00JIbHOM Xewn-Xennu. Bee
3TO CBUAETENBCTBYET O BOBJICUEHHH NPHU JAHHOW MATOJOTMU B OOIIMK MMMYHOIIa-
TOJOTUYECKUH MPOLECC MIMPOKOTO KPyra MOJIEKYJ aAre3uil, BXOASIIMX B COCTaB
CUCTEMBI MEXKJIETOUHBIX COCIUHEHUN. DTO MOATBEPKIAETCA HCCIECIOBAHUSIMU H
psina apyrux aBTopos [Bennani I., 2012;  Ueo D., 2015]. B pe3ynbrate Moiieky-
JSIPHO-OMOJIOTMYECKUX  HApPYIIEHWH TPOTEHHOBOIO KOMIUIEKCA  «KaJrepuH-
IJIAKOTJIOOMH-IECMOIUIAKMH», BEPOSATHO, IMPOUCXOAUT HApPYIIEHUE MPOLECCOB
nponudepanuu U AupPepeHIupOBKH KEPATUHOLMTOB. DTOMY CBUIECTENILCTBYIOT
U3MEHEHUS JIOKAJIU3aluu IIUTOKEpaTHHA 5 B KOKE€ KaK OOJIbHBIX, CTPaJaroLInX
Oone3Hpto Xeinn-Xen, Tak U «3J0POBBIX» JIUL, F'€HETUYECKHA MPeapacIoso-
KEHHBIX K 3TOMY 3a00JieBaHUIO. BBIsIBIIEHa KapTHHA OT «UCTOILIECHHS CUHTE3a
JAHHOT'O ITUTOKEpaTHUHA JI0 €ro «BO30YKJIEHUS» ¢ U3BPAILlEHHOM IKCIIpeccuen Ke-
paTuHa BOKPYT W/WIKA BHYTPH s/iep KepatuHouuToB. [locnennee siBjaeHue - 1eMOH-
CTpalusi Cepbe3HbIX METAa0O0JIMYECKUX HAPYIIEHUH B KJIETKaX JMHJEpMHCA TPU
JTAHHOM HAacCJIEICTBEHHOM OYJIJIE3HOM JepMaTo3e.

Takum oOpazoM, nupkynupyromue u pukcrupoBannbie IgG k aHTUreHaM Je-
CMOCOMAJIbHOI'O amnmnapara MHOTOCJIOWHOIO IIJIOCKOIO 3MUTEUS CIIyKaT HE TOJIBKO
JMArHOCTUYECKUMH KPUTEPHUSIMU TPU MPOBENCHUU TU(DPEepeHIralIbHON TUarHo-
CTUKHU CJIOHO JUATHOCTUPYEMBIX cllydaeB 0oJyie3HH Xeunn-Xenu, HO U MPeanK-
TOpaMH JAHHOTO OYJIJIE3HOTO JIEpMaTo3a y KIMHUYECKU 3J0POBBIX POJICTBEHHUKOB
OOJBHBIX MPU HAIMYUU CEMEHHOTO aHaMHE3A.

Hannune o1HOBpEMEHHO pa3HBIX AHTUT€HOB-MUIIEHEW NPUBOAUT K Pa3HO-
00pa3uI0 KIIMHUYECKUX MPOSIBJICHUHN 00JIE3HU C BO3MOKHBIM SKCTPAKYTAHHBIM I10-
pakeHueM psaja opraHoB u cucteMm. [locnennee siBnsieTcs 000CHOBaHUEM HEOOXO-

JUMOCTH TIIATCJIIBHOI'O 06CJ'I€I[OBEIHI/I$[ MManMcHTOB C LCJIBIO NCKIIIOYCHUA JIATCHTHO
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MPOTEKAIONTUX BOCTIAIMTEIbHBIX WM ayTOMMMYHHBIX TPOIECCOB B OPTraHU3ME 4e-
JIOBEKA, B YaCTHOCTHU MATOJIOTUU CEPAECYHO-COCYIUCTON CUCTEMBL.

BbIBO/JbI
1. B crpykType nmanueHToB, rocrnuraiuzupoBaHHeix B ['BY3 MO MOHUKU
uM. M.®. Bragumupckoro 3a mepuon ¢ 1993 mo 2016 rr., Gone3Hplo Xennu-
Xelnu CTpajaloT Yalle *XEHIIUHBI (COOTHOIIEHUE XKEHIIMH K Myx4uHam 1,4:1).
Manudecramnusi 00JI€3HN Y )KCHIIMH HAYMHACTCS C MOPAKECHHS KOXKH 00JIaCTH TYy-
nosuma (57,1%), a y My>K4uH — eCTeCTBEHHbIX ckJanok (60%). Haubonee xapak-
TEPHBIMH TTEPBUYHBIMU MOP(HOJIOTHIESCKUMHU JJIEMEHTAMH MPU MaHU(ECTaIluN SB-
nsitoTest my3bipbku (77,8%) u sputemarosnsie natHa (30,6%). B xauectBe Tpur-
repHbIX (PAKTOPOB Hallle BBHICTYMAIOT MCHUXO0-3MOIMOHAIBHOE MEpPEHANpPSHKEHUE U
MexaHuueckas TpaBmatuzauus (o 25%), unconsuus (19,4%) v nmorpemrHoctTy B
nutanuu (16,7%). Ha MOMEHT rocnuranv3aiu MaToJOTMYEeCKU Tpoliecc mpe-
UMYyIIeCTBEHHO (66,7%) HOCUT paclpOCTPAHEHHBIA XapaKTep C MOpaKEHUEM He-
CKOJIbKMX aHaTOMUYEeCKUX obnacted. OTCyTCTBUE ClIeM(PUUECKOT0 KIIMHUYECKOTO
npu3Haka 00je3Hn Xenu-Xelau B MOMEHT ee MaHudectanuu B OOJBITMHCTBE
(38,9%) ciyuaeB yIJIMHSET CPOKHU MOCTAaBKM TOYHOI'O TUArHO3A.
2. YcranoBieHo, 4to npu Oosie3HH Xen-Xenau MmaToreHeTHYeCKHu 3Ha4u-
Myl poib urparoT upkymupyromre (81,3%, p<0,0005) u QurcupoBaHHbIC
(83,3%, p<0,0005) IgG x aHTHreHAM HE TOJBKO CHCTEMBI I€CMOCOMAJILHOTO arlia-
paTa, HO U K psi/ly aHTUTE€HOB MHOTUX CTPYKTYp OPTaHOB U CUCTEM.
3. BrisiBeHo HapylieHHe SKCIPECCUU aHTUTEHOB JECMOCOMAJILHOTO arlapara
(KaarepuHOBBIN KOMIUIEKC, TUIAKOTJIOOWH, IECMOCOMAJIBLHBIM MTPOTEUH) U IIUTOCKE-
jeta (UUTOKEepaTUHA S5) BIUIOTh JI0 MX MCUYE3HOBEHUSI C MapaJOKCAIbHO BBIPAKEH-
HBIM TIPOSIBJICHHEM B MecTax (DOpMUPOBaHMS My3bIPEH, SPO3UBHBIX TEPEKTOB U HE
TUTIAYHBIX JUJIS WX JIOKaMM3anuu (IMTOIUIa3Ma, BOKPYT W/WIIM BHYTPHU slep Kepa-
THUHOIIUTOB, CKOILJICHHE B POTOBOM clioe U Ha moBepxHocTr kKoxku) (p<0,05). Ilpu
TOM Haunbojee riayO0oKue MOJEKYIIPHO-OMOJIOTHYECKUE U3MEHEHHUSI OTMEUEHBI C
MOJIEKYJIaMH KaJIFEPUHOBOT'O KOMILJIEKCA: TTOJTHOE TOJIaBJIEHNE DKCIIPECCUH B KITH-

HHUYCCKHN MHTAKTHBIX M PAHCC IOPAKCHHBIX YHYaCTKaX KOXKHU OOJBHBIX. HOIIO6HBI€

21



SBJIEHUS IIPOJIEMOHCTPUPOBAHBI IIPU UCCIIETOBAHUMN KOKH 30POBBIX POJACTBEHHU-
koB 0ospHOM (P<0,05).

4. BrisiBnenne nuupkynupyomux 1 puxkcupoBaHHbix 1gG k aHTHreHaMm JecMo-
COMAJIBHOTO anmapara, HupKyJupyronmx IgG k aHTUreHaM MUOKapaa U €ro KoM-
IIOHEHTOB, HApPYIICHUS JKCIPECCUU JECMOCOMAJIBHOIO amapara U LUTOCKEJeTa
MOTYT OBITh UCIIOJI30BAHBI B KAUECTBE AMATHOCTUYECKUX KpUTEpUeB npu nudde-
pEHIMATBHOW JUArHOCTUKE 00Je3HN XeHnu-Xennu, a TakKe CIYKUThb MPEAUKTO-
pamMu JaHHOTO OYJUIE3HOIO J€pPMAaTo3a MPU OTCYTCTBUM KIMHUYECKUX MPOSBICHUIM

00JI€3HN U HAJIMIUH CEMEHHOTO OTATOIMCHHOI'O aHAMHE3a 110 OTHOIICHHUIO K HEH.

INPAKTUYECKHUE PEKOMEH/JALIMHN

PekoMeHnayeTcst mpoBOAUTH COOP aHaMHE3a MMALUEHTOB C YUYETOM BbISIBIICHUS
BO3MOYHBIX TPUITEPHBIX (PAKTOPOB U CEMEMHOM MPEAPACIIONOKEHHOCTH.

B nmarnHoctuke cioxHo aud@depeHIHpyeMbIX CilydaeB Ooie3HH Xennu-
XeWln W HEOJHO3HAYHOW IMATOTMCTOJIOTMYECKOW KapTUHE PEKOMEHIYETCS HC-
II0JIb30BaTh MPSAMOM M HENMpsIMOW METOAbl UMMYHO(IIIOOPECHIEHIINU (@ TaKXKe HX
Moau(UKalMK) AJIs BBIABICHUS LUPKYIUPYIOMIUX U (PUKCUPOBAHHBIX aHTUTEN K
AHTUTEHaM JIECMOCOMAJIBHOTO anmnapara MHOTOCJIIOMHOIO TUIOCKOTO JIUTENHNS KO-
KU U MHOKap/a, a TakKe MOJIEKYJIIPHO-OMOJIOTHYECKON KapTUHBI C LEIbIO MOJ-
TBEPIKJICHHS THArHO3a.

BrisiBnenue y 60JIbHOTO, CTpajaroiiero 001e3Hbp0 Xehnu-Xennu, [UpKyIJIm-
PYIOLIMX UMMYHOITIOOYJIMHOB Kiacca G K aHTUIeHaM MUOKap/a U €ro KOMIIOHEH-
ToB B BbicokuX THTpax (1:80 — 1:1280) siBisiercss 000CHOBaHUEM ISl IPOBEICHUS
o0ceIoBaHMs CEPJIEYHO-COCYAUCTOM CUCTEMBI C IIEJIbI0 UCKIIOYEHHS BO3MOKHOM
NATOJIOTVH.

JIns mporHO3WpOBaHUsI Pa3BUTHS 00JIe3HW XeWnu-XeWnn y KIUMHHUYECKU
3JIOPOBBIX POJCTBEHHUKOB MAIlMEHTOB, CTPAJAOLIUX JaHHBIM 3a00JIeBaHUEM, pe-
KOMEHJIyeTCsl UCCIIe0BaHNE UX OMOJIOTUYECKUX MaTepruanoB (CBIBOPOTKU U OHOTI-

Tara KO)KI/I) METOAaMH MCUYCHBIX aHTHUTCII.

22



IlepeyeHb cOKpaleHuil, HCIOJIb3YyeMbIX B padoTe
AT® — anenosuntpudocdar,

MkAT — MOHOKJIOHAJILHBIE AaHTHUTENA,

MCC — MexkIeTouHas CBA3bIBaroLIas CyOCTaHIINs,
C3 — paHHMI KOMIIOHEHT KOMIIJIEMEHTA,

|g — uMMyHOT100YIHH,

PBS — docdarno-coneBoit OyhepHsIil pacTBOp,

SPCAL — cexperopHsiii mpoBomsiuiuii myts Ca”*/Mn** ATFase.
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