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IlepeyeHb cOKpaleHuil, HCIOJIb3YyeMbIX B padoTe
AT® — anenoszuntpudocdar
JNHK — ne3oxcupuOOHyKIEHnHOBasE KUCJIOTa
MKAT — MOHOKJIOHQJIbHBIE aHTUTENA
MPHK — matpuynas puOoHyKiIeMHOBasI KUCIIOTa
MCC — MexkieTouHasi CBA3bIBaIONIasi CyOCTaHIINS
V31U — yapTpa3ByKOBOE HCCIIEIOBAHKE
OKI' — anekTpokapauorpamma
DPI'JIC — 330(aroracTpoayoeHOCKOIHS
AP-1 — akTuBHpyronmii nporenH-1
C3 — paHHUl KOMIIOHEHT KOMIUIEMEHTa
Cab45 — nromMuHaTBHBIN KaJIBIUI-CBSI3aHHBIN TPOTEHH anmapaTa [ oJbku
CD — 6enox knacrepa nuddepeHIIMpoBKI
COS-1 — ¢pubpobnacTsl 3eseHON ahPUKAHCKON MapTHIIIKA
EPMA — 31eKTpOHHO-30HJ0BBIA MUKPOAHAIU3
HLA — rmaBHbBIN KOMITJIEKC THCTOCOBMECTUMOCTH
|g — uMMyHOTIOOYIMH
IL — uaTepIeHKuH
IRF6 — perynsitopublit hakTop uHTEpPEpOHa 6
P2Y — G-6enok-cBsizanubiii AT® perentop
PBS — docdarHo-coneBoit OydepHbIil pacTBOp
PMR1 — aneno3untpudocdarasa, cBsi3aHHas € MJIa3MaTHYECKOW MeMOpaHoi
SERCA - xambuuesast (Ca®") tparcroprHas ameHosurTprdocdarasa cap-
KO(H]10)I71a3MaTHUYECKOT0 PETUKYITyMa
SIRNA — manas uatephepupyromas PHK
SPCA1 — cexpertopHsiii mpoBosmuii myts Ca® /Mn”*ATFase
Th — T-xenmep
TLR — Tom-noao6HbIHM penenTtop

P2X — npsiMble KaJablIEBbIC KaHAJIbI



BBEJAEHUWE

AKTYaJIbHOCTH NP00.IeMBI.

bonesns Xeinu-Xeinn (cemeitHas q00pOKavyeCTBEHHAs XPOHUYECKAs ITy-
3pipyaTka ['yxepo-Xennu-Xenn) — peakuii ayToCOMHO-JIOMHHAHTHBIN Haciea-
CTBEHHBIM BE3UKYJIO-OYJIIE3HBIM JE€pMaTo3, XapakTepU3YIIIUica cympada3alib-
HBIM HapyIIeHUEM CBSI3M MEXIy KiIeTkamu snuaepmuca |7, 58, 107, 113, 122, 123,
172, 199, 240]. M3BecTHO, YTO MY3bIPH BO3HUKAIOT B PE3yJIbTAaTe MOBPEKIACHUS
MOJIEKYJ aJre3uu (MeMOpaHHBIX PELENTOPOB), KOTOPHIE YYacTBYIOT B OOJbIlel
4acTH OMOJIOTMYECKHUX IMPOIECCOB, CIIOCOOCTBYS KJIETOYHBIM B3aUMOJCHCTBUSIM.
Monexkynbl aare3uu MOTYT BBICTYINATh JIMOO B KAueCTBE MUIIEHEW JJIsi aHTUTEI
(HanpuMep, MpU UCTUHHOM IMy3bIpUaTKe), JIMOO CTPaJiaTh ONMOCPEIOBAHHO (HAMPHU-
Mep, npu OyJIe3HOM neMdurounsie), 1md0 B pe3yabTaTe BPOKIESHHOTO AedeKTa Ux
SKCIIpeccHu (Hampumep, Mpu OyJuie3HoM snmaepmonse) [27, 167, 219]. Iocnex-
HUE Hay4YHbIC UCCIIEAOBAHUS HAa MOJIEKYJISIPHO-OMOJIOTUYECKOM YPOBHE MO3BOJIAITU
uaeHtudunupoBars TeH ATP2C1 kak nedextHbiil mpu O6onesnn Xeinu-Xeinm
[132]. IIpeamnonararoT, 4TO BBIIBJICHHBIC MyTAllUK 3TOIO I'e¢HA, KOAUPYIOMIETO CEK-
peTopHbie mpoBosime myt Ca’ /Mn**ATPase, MOryT ObITh IPHIHHON BPOXKICH-
HOTO Ae(eKTa dIKCIpeccuu MoseKy aare3un. OqHako pazHooOpasre KIMHUYECKOU
KapTUHBI 00Jie3HU XeWn-Xeuu U OTCYTCTBHE €€ KOPPEJSIUU C TUTIOM MYyTalluu
ne(eKTHOTO reHa U CEMEMHOI0 aHaMHe3a MO3BOJISIET MPEANONIOKUTh O CYIIECTBO-
BaHUU JIOMOJHUTEIBHBIX MaTOreHETHYeCKNX (HAKTOpoB ((HPU3MYECKUX, TOKCHUYE-
CKUX, OaKTEepHAIbHBIX), BKJIIOYass UMMYHHBIN oTBeT [4, 49, 88, 137]. O npuuact-
HOCTH UMMYHHOW CHCTEMBI K pa3BUTHIO 00J1€3HN Xelsn-Xeln CBUIETEIbCTBYIOT
KIIMHUYECKHA TOJIOKUTEIbHASI JTUHAMHUKA OT MPOBOAUMON MMMYHOCYHPECCUBHOM
Tepanuu (TJIFOKOKOPTUKOCTEPOUIBI, IIMTOCTATUKH ), YACTOTA MPUCOETUHEHHS K OC-
HOBHOMY 3a00JICBaHHUIO MUKPOOHOM, KaHIUJO3HOW M TEPIETHUYECKON HH(EKIU
[33, 38, 58, 61, 83, 92, 109, 136, 158, 238, 247]. Kpome TOro, ObLIO MPOIAEMOH-
CTPUPOBAHO, YTO B MaToreHe3e 0oJie3HNW XeWnu-Xelsn MOryT y4acTBOBaTh pac-

TBOPHUMLBIC MMMYHHBIC KOMIIJICKCBI U KOMIIJICKCBI, daHTUTCJIA K TKAHCBBIM aHTHIC-



HaM KOTOPBIX 00manaroT Oonee crnadoit apduuHocThIO [21, 22]. C momotbpo Mo-
TU(UIMPOBAHHOTO TPSIMOTO METOJa UMMYHO(IIFOOPECIIEHIIMA B KPUOCTATHBIX
cpe3ax KIMHUYECKH HEMOPAKEHHBIX YUaCTKOB KOKH MAIIMEHTOB 00JIe3HBI0 XeMIn-
Xeinu Obla BhIsIBICHA (DPUKcAlMs UMMYHOTTIOOyIHHA Kiacca G B MEKKIETOYHOM
CBSI3BIBAIOLIEH CYOCTaHIIMM MHOTOCJIOMHOIO MJIOCKOTO 3MUTENUs, T. €. B JOKAJIU-
3allU¥ XapaKTePHOU I ayTOMMMYHHOM Ty3bipuaTku [22]. [Ipupo/ia BeISIBICHHBIX
KOMILJIEKCOB MTOKa He u3BecTHA. OgHako J'000M BUJ UMMYHHBIX KOMIUIEKCOB, KO-
TOPBIN JTOKATU3YETCSI B MEXKKIETOUHBIX MPOCTPAHCTBAX MHOTOCIOMHOIO IIOCKOTO
AIUTENHSI, MOKET OKa3blBaTh TOKCUYECKOE BO3JAEHCTBHE. DTO MPUBOAMT K pa3py-
HIEHUIO MEXKJIETOYHBIX CTPYKTYp, B TOM YHCJE JIECMOCOM, U K MOCIEAYIOIIEMY
pa3pbIBY CBSI3€M MEXAY OTAECIbHBIMU KIIETOYHBIMU 3JIEMEHTAMH, PA3BUTHIO aKaH-
TOJIM3a U 00pa3oBaHMIo My3bIpei [3, 5, 17, 22, 27, 182].

Juarnoctuka 6osne3nn Xeunu-Xeniau BBUIY PEIKOCTH 3a00JeBaHUS, BO3-
MOHOCTH Pa3BUTHS MATOJOTMYECKOTO MPOLECcca B MECTaX HETUIIMYHOW JIOKAJIH-
3alMM (Ha KOXE JIMLA, BHYTPEHHEW MOBEPXHOCTU Oe/ep, CIM3UCTBIX 000JI0YKax
MOJIOCTU PTa, MUIIEBOJIA, TOPTAHU, TCHUTAIUA U KOHBIOHKTHUBBI), OTCYTCTBHS Ce-
MEWHOT0 aHaMHE3a, UMUTAIIMN HAa paHHUX dTalax KJIMHWYECKUX MPOSIBICHUN APY-
IUX KOXXHBIX 3a00J€BaHUN (AJUIEPrUYECKUN JIepMATUT, dK3eMa, ByJbrapHas Iy-
3pIpUaTKa, 0aKTepuagbHbie, BUPYCHBIC, TPUOKOBbIE HH(PEKIIMU KOXKHU) 3aTPYJHEHA.
[Tpu maroMopoa0rnyecKkoM HcciIeTOBaHUM OUONTATOB KOXKHU C O4ara MopaxeHus
HE BCEr/Ja BBIABISICTCS THUIWYHAS KapTHHA, XapakTepHas mjisi O0oJyie3Hu Xeu-
Xeinn, MHOTIA TUCTOJIOTMYECKasi KapTHHA HAMOMHHAET TAKOBYIO TPHU JIPYTrUx
nepmatosax [62]. ITo maHHBIM THTEpaTypPHl UCCIICIOBAHNE KIIMHUYECKN HHTAKTHBIX
Y4aCTKOB KOXKM C TIOMOIIBIO TPSIMOTO METOAa MMMYHO(IIOOPECIICHIIMN JaeT B
OOJIBIIMHCTBE CIy4aeB OTPUIATEIbHBIE PE3YbTAThI, U JUIITHL MOIU(DUITUPOBAHHBIN
npsMoil MeToa UMMyHOGITIOOpectieHInn [24] mo3BoisgeT BhIIBUTH dukcamuio [gG
B MEXKJIETOUHOM CBsi3pIBatoliei cyOctaHiuu. [Ipu uccnenoBaHUM CHIBOPOTOK
KPOBH TAIMEHTOB OBUIM BBISBICHBI HUPKYyIHpyromue [gG K aHTUreHaM MeXKIie-
TOYHOMW CBSI3bIBAIOIIEH CYOCTAHITMM BOJIOCSHBIX (POJUTMKYJIOB U psifa APYTHX TKa-

Hel koxu (tutpl:20 - 1:40) [22], 9TO MO3BOJAET MPEANOI0KUTE CYIIIECTBOBAHHE



cnaboaPUHHBIX aHTUTEN, AT BBISIBJICHHSI KOTOPBIX TPEOYIOTCS AOMOJHUTENIbHbIE
YCIIOBUS TIPU MTOCTAHOBKE HEMPSIMOTO METOJ1a UMMYHO(DIIOOPECIICHITHH.

Takum oOpa3zom, M3ydeHHE pPOJIM AHTUTEN B MAaTOreHe3e Oosie3HH Xenu-
XeWy N03BOJMUT HE TOJIBKO MPOSICHUTH CIIOXKHBIE MPOLIECCHl PA3BUTHS U T€UEHUS
JAaHHOTO 3a00JIeBaHMsI, HO U YCOBEPUICHCTBOBATH JUArHOCTUKY, MOJIYYUB JOIMOJI-
HUTEJIbHbIE JUATHOCTUYECKUE KPUTEPUU C TIOMOIIBIO MPSIMOTO M HEMPSIMOTO Me-
TOJ0B UMMYHO(DIIFOOPECIICHITUU.

eab HacTosimeii padoThl.

Lenbto nccnenoBaHus SIBISIETCS YCOBEPIIEHCTBOBAHUE JTUATHOCTHKHU 00Jie3-
HU Xein-Xelau Ha OCHOBaHWU M3YyYEHHUs KIIMHUYECKUX OCOOCHHOCTEH pa3BUTHS
U TEUEHUS JTaHHOTO 3a00JIEBaHUS, BBISBICHUS LUPKYJIUPYIOUUX U (PUKCUPOBaH-
HBIX aHTUTEN K aHTUT'€HAM TKAaHEBBIX CTPYKTYP KOKH C ITOMOUIBIO MPSIMOTO U He-
IPSIMOIO METOJ0B UMMYHO(DIIOOPECHEHIIMN U OIpEEICHHs SKCIIPECCUU PsiJia aH-
TUT€HOB JECMOCOMAJIBHOTO allapara ¥ LHUTOCKEIETa MHOTOCIOWHOIO IIOCKOTO
AIUTENHS.

B cooTBercTBUU € yKa3aHHOW 1€NbI0 ObUIM MOCTABJIEHBI CIEAYIOLIUE 3a1a-

YU UCCJICA0OBaAHUA.

1. N3yuuTh KIMHUYECKHE OCOOCHHOCTH Pa3BUTHUS U TeUECHUs O0JIe3HU Xeniu-
Xeunnu.
2. OnpenenuTh poiib NUPKYIUPYIOMUX U GUKCHPOBAHHBIX aHTHTEI B IMaTOTe-

He3e Oosie3Hu Xelnu-Xe ¢ MOMOIIbI0 HEMPSIMOTO U MPSIMOTO METOJI0B HMMY-
HO(DITIOOPECLICHITNH.

3. N3y4yuTh 3KCIPECCHUIO Psiia AaHTUTEHOB JECMOCOMAJIBHOTO anmnapara (kKaare-
PUHOBBII KOMIUIEKC, IUIAKOTJIOOMH, J1€CMOCOMAJbHBIA NMPOTEWH) W LIUTOCKENETa
(uMTOKEpaTHHAa 5) MHOTOCIOMHOTO IUIOCKOTO 3MHTENUs OOJBHBIX, CTPAJAIOLIUX
00me3HpI0 Xelnu-Xelnu, ¢ TOMOIIBI0 HEMPSIMOTO METO/1a UMMYHO(]IIFOOpECIIeH-
L[UH.

4, VY CTaHOBUTH ONOJIHUTENbHBIE JUATHOCTUYECKUE KPpUTEPUH B U depeHIn-

aJIbHOM AUAarHOCTUKE 00J€3HN XeEWIn-X€EWIH Ha OCHOBAHNY BBISIBJICHHBIX aHTUTEN



Y U3MEHEHHUs DKCIIPECCUN aHTUI€HOB JECMOCOMAJIBHOTO anmnapara U LHUTOCKEseTa
AIUAEPMHUCA.
Hay4ynasi HOBH3Ha HCCJIeIOBAHUS.

JluccepTaHTOM BIEPBBIE YCTAHOBJIEHBI JOMOIHUTENIBHBIE TUArHOCTHYECKUE
Kputepuu s quddepeHanibHOl TUarHoCTUKU 0ojie3Hn Xennu-Xeinu: oOHa-
PY)KE€HHE HUPKYIUPYIOMMX U (PUKCUPOBAHHBIX aHTUTEN Kiacca G K aHTUTeHaMm
CUCTEMBI JIECMOCOMAJIBHOIO aIlapaTa U K psAAy aHTUT€HOB MHOTHUX CTPYKTYpP Op-
TaHOB M CUCTEM, a TAK)KE BBISIBICHUE HAPYIIEHUN SKCIIPECCUH Psiia AaHTUTECHOB Jie-
CMOCOMAJIBHOI'O ammapara U IUTOCKEJIETa MHOTOCIOWHOTO ILIOCKOIO 3MUTEIUs
OOJIbHBIX.

JlokazaHa pojb HUPKYIUPYIOMUX U (PUKCUPOBAHHBIX aHTUTEJ B NTATOTEHE3E
0one3Hn XeWnu-Xennu, 4yTo MO3BOJISIET TOBOPUTH 00 ayTOMMMYHHOM XapakTepe
JaHHOTO 3a00JIEBaHUSI.

JuccepTaHToM MOAM(UIIMPOBAHA METOMKA MPOBEACHUS UCCIICOBAHUS He-
MpSAMOl UMMYHO(]IIFOOPECUEHIIMU C TOMOIIBIO MOA00pa JOMOJIHUTEIbHBIX YCIIO-
BUM (mpeaBapuTeNbHas 00pabOTKa KPHUOCTAaTHBIX CPE30B KOXKU J1aOOPATOPHOIO
#KUBOTHOTO 100% OXxnaxaeHHBIM aleTOHOM ¢ Temreparypou 4,0-6,0°C B TeueHue
3-5 MUHYT; UHKYOAIMs CPe30B C HAHECEHHOW Ha HUX THUITHUPOBAHHOW CHIBOPOTKOM
6onpHOTO TIpU Temriepatype 37,2°C Bo BiIaXHOM KaMmepe B TeueHue 45 MHUHYT) C
LEbI0 BbISBIEHUS ciaboadGUHHBIX LUPKYIUPYIOIIMX AaHTUTEN K AaHTUT€HAM
MEKKJIETOUHOM CBSI3bIBAIOIIECH CYOCTaHLIMU SMUJEPMHCA, YTO TO3BOJISIET obecrie-
YUTh UMMYHO(IIFOOPECHEHTHYIO AUATHOCTUKY 00JIe3HH Xeln-Xenmu.

IIpakTHuyeckass 3HAYMMOCTH PadOTHI.

[IpoBenenre METOAOB UCCICAOBAHUS, TAKUX KaK MPSAMON U HEMPSAMON METO-
bl UMMYHO(UIFOOpECUEHIUU (B TOM YHCIE €ro MOAMU(PUUMPOBAHHBIA BapHaHT),
MO3BOJISIET YCOBEPIICHCTBOBATh TUATHOCTHKY Ooyie3HU Xeinn-Xe u mpoBecTu
mudpepeHnnanbHy0 JUarHOCTUKY C APYTUMH KOKHBIMU 3200716 BaHUSMH.

BrlisiBiieHHE y MallMEHTa HUPKYIUPYIOMHUX UMMYHOTTIOOYIMHOB G K aHTHTe-

HaM MHOKapJa U €ro KOMIIOHEHTOB B BbICOKMX TUTpax (0T 1:80 mo 1:1280) siBns-



eTcsi 000CHOBaHMEM JJisi MPOBEACHUSA OOCIEIOBaHUS CEPIEYHO-COCYIUCTON CH-
CTEMBI C €TI0 UCKITIOUCHUS] BO3MOKHOW MATOJIOTHUH.

Hupkynupyromue u pukcupoBanusie [gG Kk aHTUTEHaM J1€CMOCOMAIBHOTO
amnrapara MHOTOCJIOMHOIO IUIOCKOTO JMUTEIUS MPU OTCYTCTBUU KIMHUYECKUX
MPOSIBIICHUIM OOJIE3HH W HAJIMYUMU CEMEHHOTO OTATOIEHHOTO aHamMHe3a 0 OTHO-
HICHUIO K HEeW CITy>KaT MPEeAUKTOPaMU JAHHOTO OYJIe3HOTO IepMaTo3a.

Pa3zpaboran «Crmoco6 moAroOTOBKM TPOOBI I MPOBEICHUS UMMYHOQIIOO0-
PECUEHTHOTO HWCCJEIOBAHMS TPU JUATHOCTHKE OoJie3HW Xelnu-Xelnu» (3asBKa
Ha mateHT Ne 2015144570/15(068612) ot 16.10.2015) nmyrem moaudukanuu me-
TOJAMKHU MIPOBEICHUS UCCIEAOBAHUS HEMPSIMON HMMYHODIIIOOPECIICHIUH.

IHos0keHus1, BLIHOCHUMBbIE HA 3ALIUTY.

1. Cpenn manumeHToB, rocnutamm3upoBaHHbix B ['bY3 MO MOHUKHU wnwm.
M.®. Brnagumupckoro, 6ose3Hbi0 Xehau-Xenny valie cTpajgaroT KeHITUHBI (Co-
OTHOIIEHHUE KEHITUH K Myx4nHaMm 1,4:1). Manudecranus y >KeHIIIMH HAYMHACTCS
1o OOJbIIEH YacTh ¢ MOPAKEHU KOKU B o0nacTH Tyjosuia (57,1%), a y Myx4uH
— €CTECTBEHHBIX ckiaiok (60%). Ha MOMEHT rocnuranu3aiuy maTojJoTHYeCKUn
MpoIeCC MPEeuMylIecTBEHHO (66,7%) HOCUT pacHpOCTPaHEHHBIM XapakTep C Mo-
pakeHHEM HECKOJIBKUX aHATOMHUYECKUX 00JIacTEeH.

2. [IpogeMoHCTpUpOBaHa poJib HUPKYJIUPYIOWIUX (BbISIBIEHBI B 81,3% ciyua-
eB, p<0,0005) u duxcupoBanHbix (BbIsIBICHBI B 83,3% ciydaes, p<0,0005) anTu-
Ten kiacca G, U paHHUX KOMIIOHEHTOB KoMiuieMeHTa (C3 KOMIIOHEHT KOMILUIEMEH-
Ta, BeIsIBJICH B 50% ciydaeB) B maroreHese Oosie3nu Xewnnu-Xeinu. [Ipu sToM an-
TUT€HAMU-MUIIEHSMHU SIBJISFOTCS KOMIOHEHTHI HE TOJBKO CHUCTEMBI JIECMOCOMAJTh-
HOT'O arrmnapara, Ho U Muokapja. Hainuue mupokoro cnekTpa aHTUTEI K pa3iind-
HBIM aHTUT€HaM-MUILICHSIM OOBSICHSIET pa3HOOOpa3ue KIMHUYECKUX MPOSBICHUN U
BO3MO>XHOCTh BOBHUKHOBEHUS IKCTPAKYTAHHBIX MOPAKECHUM.

3. BrisiBieHHbIE aHTUTENA CIy>XaT HE TOJIBKO JIOMOJHUTEIbHBIMU JTHArHOCTH-
YECKUMHU KPUTEPUSIMU TIPU TIPOBeAeHUU TU(depeHIInaTbHON TUarHOCTUKH CJIO0XK-

HO JUAarHOCTUPYEMBIX CIlydaeB 0oyie3Hr Xeinn-Xein, HO U MpeIuKTOpaMu J1aH-



HOTO OYJJIE3HOTO JIepMaTo3a y KIMHUYECKU 370POBBIX POJCTBEHHHUKOB OOJBHBIX
IIPU HAJIMYUU CEMEVHOI0 aHAaMHE3a.

4, N3yuena MosekyIspHO-OUONOTHYECcKass KapTHUHA HM3MEHEHHUS SKCIPECCUU
AHTUT€HOB JECMOCOMAJILHOTO ammapara (KaJArepuHOBBIM KOMILIEKC, MIAKOTJIO0MH,
JIECMOCOMAJIBHBIA TIPOTEHH) U IUTOCKeneTa (IUTOKepaTHHA S5) MHOTOCIOMHOIO
IJIOCKOTO 3MUTENUsE OOJMBHBIX, CTPAIAIOIIUX 00Je3HbI0 Xelnu-Xeinu, 4To Takxke
CIIY’)KUT JIOTIONTHUTEIBHBIM AU(depeHInaTIbHO-TUarHOCTHUECKUM TIPU3HAKOM 3a-
OoJeBaHuUs.

AnpobGanus padoThl.

Huccepranus anpoOHpoBaHa Ha HAYYHOM KOH(EPEHLHH COTPYIHUKOB OT-
JICJIEHUs] IEPMATOBEHEPOJIOTHH U IEPMAaTOOHKOJIOTUU U Kadeaphl 1epMaTOBEHEPO-
aorun u aepmaroonkosiornu ®YB I'bY3 MO MOHUKU um. M.®. Bragumup-
ckoro, otnena knuHu4Yeckor natosioruu GI'bY «OHITHUO um. ak. B.M. [yma-
koBa» Munzapasa Poccun 29 mapta 2016 r. Marepuansl quccepTaldi J0JI0KEHBI
Ha MTOroBoil Hay4yHO-IIpakTU4YECKOW KOH(pepeHIuu aepMaTroBeHeposioro L[PO
P® u MO «AxTyalibHBIE BOIIPOCHI JEPMAaTOBEHEPOJIOTHH, JEPMATOOHKOJIOTUN U
kocMeronorun» (Mocksa, 2014 r.), Hayuno-npaktuueckoit KoHpepeHuuu "AKTy-
aJIbHBIE BOIPOCHI JEPMATOBEHEPOJIOTHH, JIEPMATOOHKOJIOTMM M KOCMETOJIO0ruu'
(Mockaga, 2015 r.), XV BcepoccuiickoM che3fie 1epMaTOBEHEPOIOTOB U KOCMETO-
goroB (Mocksa, 2015 r.), XXXIII HayuyHo-npakTH4eCcKOH KOH(PEPEHLIMH C MEX-
JyHApOJIHBIM y4acTuem, nocBsileHHon 170-netnto co nusa poxaeHus A.U. Ilo-
cnenoBa "'PaxmaHoBckue uteHus: oT aepmatosiorun A.M. IlocnenoBa no Hammx
nuei — 170 net" (Mockga, 2016 r.), X BcemMupHOM KOHTpecce Mo acTMe, XpOHUYe-
CKOM OOCTpYKTHMBHOW Oo0Jie3HU Jierkux U ummyHomarojoruu u XXII BecemupHom
KOHIpecce MO KIMHUYECKOW MaToJOorMu M peabunutanuu B meauuune (/lyOaid,
2016 r.), XXIII Poccuiickom Hanmonansnom Konrpecce «HEJIOBEK U JIEKAP-
CTBO» (Mocksa, 2016 r.), MexpernoHaJIbHOW Hay4HO-TIPAKTUYECKOW KOoH(pe-
PEHLIMU JEPMATOBEHEPOJIOTOB U KOCMETOJIOTOB "AKTyalbHbIE BOIPOCHI AEpMAaTO-
BEHEPOJIOTHH, IepMaTOOHKoIoruu 1 kKocMmeronorun" (Mocksa, 2016 r.), XVI Bcee-

POCCHUICKOM Che3]I€ IEPMAaTOBEHEPOJIOTOB U KocMeTosioroB (Mockga, 2016 1.).
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Buenpenne padorsl.

Pe3ynbTaTel paboOThl BHEAPEHBI B MPAKTUKY OTICICHUS IEPMATOBEHEPOJIO-
run u aepmaroonkosnorn '6Y3 MO MOHUKU um. M.®. Bragumupckoro, Ka-
denpel nepmatoBeHeposorun u aepmaroorkonorun ®YB I'BY3 MO MOHUKHA
uM. M.®D. Braagumupckoro, kadeapbl KOXHBIX M BEHEPUUECKUX OoJie3Hen
@IIIIOB I'bOY BIIO Ilepporo MI'MVY um. .M. CeuenoBa Munznpasa Poccun,
I'bY3 MO MOKKB/I u TAY3 MO «Koposi€Bckuil KOXKHO-BEHEPOJIOTUUECKUN
JACIIAHCEPY.

Hyoaukanum.

ITo marepuanaMm auccepraluu OMyOJIMKOBAHO 15 Hay4yHBIX padoT, U3 HUX 7

— B u3aHusx, pekomenayeMbix BAK Muno6puayku Poccuiickoit deneparumu.
O0beM U CTPYKTYpa JUCCEPTALUU.

Jucceprauus u3noxeHa Ha 176 cTpaHullax MalllMHOMUCHOTO TEKCTa, COCTO-
UT U3 BBEJCHUS, 0030pa JTUTEPATYyphl, OMUCAHUSI MaTepuaia U METOJIOB HUCCIE0-
BaHMS, TPEX IJ1aB COOCTBEHHBIX MCCIEIOBAHUM, 3aKIIOUCHHUS, BHIBOJIOB M CIIHCKA
auteparypsl. Pabora mumoctpupoBana 3 tabnumamu u 120 pucyHKamu, 3aKIio-
yatomuMmu B cede 30 dotorpaduit u 74 mukpodororpadun. bubanorpapuyeckuit

yKazaTellb BKII0YaeT B ce0si 36 oTeuecTBEHHBIX U 221 WHOCTPaHHBIX UCTOYHUKOB.
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I'masa I. OB30P JIUTEPATYPbI

NPEAUCJTOBUE

bonesns Xeinu-Xeinn (cemeitHas q00pOKavyeCTBEHHAs XPOHUYECKAs My-
3pipuaTka  ['ykepo-Xeimm-Xeinn) — peaKuil XPOHMYCCKHH  ayTOCOMHO-
JIOMUHAHTHBIM HACJIEACTBEHHBIM BE3UKYJI0-OYJUIE3HBIN JI€pMATO3, XapaKTEPU3YIO-
niicss cynpaba3aibHbIM HAPYIIEHUEM CBA3U MEXIY KJIeTKaMmu snuaepmuca. bo-
Jiee MojyBeKa MpoII0 ¢ MOMEHTa MEPBOro ONMUCAHUS KIMHUYECKUX CIydaeB 0o0-
ne3nn Xewnu-Xennn gpanmysckuM yueHbiM Henri Gougerot (1933) u amepukasn-
ckumu yueHbiMu Opatbamu William Howard u Hugh Edward Hailey (1939) [108,
112]. Pannee npencTaBieHre O JaHHOM JEPMAaTo3€ T03BOJISUIO €r0 OTHOCUTH JTHOO
K OyJUIe3HOM Pa3HOBUIHOCTH (POJUTHKYIIApHOTO AuckepaTosa Jlapwe, 11bo K cBoe-
oOpa3Holt ¢hopme xpoHUueckor Beretupyromei nuogepmuu [10, 15]. B mocneny-
IOILEM, HAKOIUICHHbIE KIIMHWUYECKUE HAOMIOACHUS U M3ydyeHHe OOJIe3HHM Ha MoJie-
KYJISIPHOM YPOBHE IMO3BOJMIM CUYUTATh CEMENHYIO JOOPOKAYECTBEHHYIO XPOHHUYE-
CKYI0 my3bIpuatky ['yxepo-Xeinu-Xelam caMoCTOsTeIbHBIM 3a00JIEBaHUEM.

B 00630pe nuTepaTypsl paccMaTpUBaIOTCs BOMPOCH SIUEMUOIOTHU U K-
HUYECKOTO TeueHus Oone3nn Xeinu-Xewnu. [IpencraBnena oOmias kapTUHA IO
ATUOJIOTUM W TaTOreHe3y JaHHoro 3abosieBanus. [logpoOHO paccMarpuBaeTcs
pOJIb KAJIBIIUEBBIX HACOCOB anmapara ['oibaKu 1 UMMYHHOM CUCTEMBI B Pa3BUTUHU
W TEYEHUHU TMAaToJOornyeckoro mpoiecca. [IpuoOpereHHble 3HaHUS B pe3yJbTare
IIyOOKOTO HU3Y4YEHUSI MOJEKYJISIPHO-OMOJIOrMYECKUX MEXaHU3MOB TE€HETHYECKHU
JETEPMUHUPOBAHHOTO COCTOSIHHS TIOJIBOJAT HCCIIeIoBaTeNel K pa3paboTke Oosee
COBEPIIECHHBIX METOJIOB AUArHOCTUKU 00Jie3HU XeWnu-Xeliu U CO3JJaHuI0 HOBBIX
JICKapCTBEHHBIX TMPENapaToB WIM CXEM €€ JICYCHHS, CIIOCOOCTBYIOIIUX ITOJIOKH-
TEJILHOMY KIIMHHYECKOMY (P (DEKTy.

1.1. OnuaeMuoI0rus, 3THOJ0rusi 00J1e3HM XelJIu-XeHJIu U ee
acconuanus ¢ IPyrumMu 3a00/1eBAaHUSIMH.

YacTtoTa BCTpEUaeMOCTH CEMEHHOM JT0OpOKaYeCTBEHHOM XPOHHYECKOU Iy-

3pipuatku ['yxepo-Xeitnu-Xeinu coctapiser 1 cnyyaid Ha 50.000 nacenenus [958,
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222]. 3a0oneBaHue pacnpoCTPaHEHO MOBCEMECTHO, 3a(DUKCUPOBAHO HA MATHU MaTe-
pukax (EBpaszus, Appuka, CeBepnas u FOxunas Amepuka, ABcTpanius) U HEKOTO-
pbix octpoBax (AnmoHckwuii apxurnenar, bputanckue octpoBa, Ky6a, TaiiBans) [48,
58, 68, 106, 109, 178, 198, 205, 218, 228, 243].

bonesnpro Xeitnu-Xelnu cTpasaloT Kak MYXKYUHBI, TaK U KeHIIUHBL. O0a
MoJIa MOpakaroTcs MPUMEPHO C OJMHAKOBOM YacCTOTOM, XOTsSI BCTPEUAIOTCS HEKO-
TOpBIE pa3auyums B MOMyJsnusx. Tak, B Kutae cOOTHOICHNE MY>KYUH K KEHIIH-
HaM, CTpajJaloIuM 0oJie3Hbl0 Xennu-Xeinu, coctabisieT 3,93:1 [109]. Bricokyto
YaCTOTY MOPAKEHUS JIUI] MY>KCKOTO TI0JIa aBTOPBI, CCHIIASICh Ha TMOJIOKUTEIBHBIN
KIIMHAYECKUHA OIBIT OT MPOBOIUMOMN TEPAMK ACTPOTCHOM, OOBSICHSIIOT pa3IHy-
HBIM YPOBHEM COJIEpKaHUs >KEHCKUX IOJIOBBIX TOPMOHOB B KPOBH y M0JIOB [89,
109].

N3yyeHne CTaTUCTUYECKUX JAHHBIX MO 3a00JeBaeMOCTH OOJIE3HbIO XeHu-
Xeiinu B BenukoOputanuu u TyHHCE MMO3BOJUIO BBISIBUTH COOTHOIICHHE MY>KUUH
K xeHnHaM 1,4:1 u 1,5:1 coorBerctBenno [48, 58]. B Urtanuu, Ha000poOT, KEH-
IIMHBI CTPAJIal0T HECKOJIBKO Yallle, YeM MY>KUYUHBI (COOTHOIIEHHWE MY>XKYUH K
»KeHIHaMm coctapiser 1:1,75) [106].

Manudecranusi nepBbIX KIMHUYECKUX MPOSBICHUNA 00JIE3HH, KaK MPABUIIO,
npUXoAuTCs Ha Bo3pacTtHOU mepuon oT 20 mo 40 net [48, 58, 109]. B Kuraiickoi
Haponuoit Peciyonuke (KHP) nabmtonanu ciayyau pa3BUTHsS JaHHOW NAaTOJOTUU Y
auir Mojonoro (ot 18 jet) u crapmero (g0 60 ynet) Bo3pacToB (CpeaHHUI BO3pacCT
29,09 mer) [109]. B Utamuu Bo3pacTHOU mepuoa kosebnercs ot 20 mo 67 mer
(cpemuuii Bo3pact 35,2 met) [106]. B Tynuce — ot 9 no 56 ner (cpemuuii Bo3pacT
34 rona) [48].

B BenmukoOpuTaHny 1o 4acTOTe MPOSIBICHHS MEPBBIX MPHU3HAKOB OOJIC3HH
Xeiinu-Xenam OTMEUeHO, YTO HanboJIee YacThie IPOSBICHUS O0IE3HU MTPUXOATCS
Ha Bo3pacTHble nepuoasl 21-30 net u 11-20 ner, 3atem cnenyer rpynna 31-40 ner

W 3HAUUTENIBHO peke 3a0oJieBaHue MposiBisieTcsl B Bo3pacTe oT 41 roxa go 50 ner

[58].

13



Onwucansl coyyau pa3BuTusi OonesHu u y aereil. Camblil paHHU#M ciaydait
pa3BUTUSL CEMEHHOM TOOpPOKAYECTBEHHON XpOHMUYECKON my3bipyaTku ['yxepo-
Xeiinu-Xennu Obu1 AMarHoctTupoBaHd B Kurae y 6-mecsiyHOro pedeHka, y KOToporo
KIIMHAYECKUE TMPU3HAKKA OO0JIE3HW TPOSBHIMCH CITYCTS MECSIl TMOCTE POXKIACHUS
[243]. Inaruo3 ObLI MOATBEPKACH THCTOJOTHICCKUM METOIOM HCCIICOBaHHS Ou-
OITaTa MOPAXKEHHOTO Y4YacTKa KOXHU peOeHKa. BrlsiBlieHa TUIUYHAS MaTOrMCTOJIO-
ruyeckas KaptuHa 0oJjie3Hu Xeunu-Xeinu: cynpada3aabHble HIEIN B IIKAIIOBATOM
cJIO€ AIUAEPMHCA C MPU3HAKAMU «TIOJypa3pylIeHHOW KUPMUYHON CTeHbD». HTe-
PECHO, UTO Y €r0 MaTepH B BO3pacTe 26 JIET BBIABICHA WIACHTUYHAS T€HETHYCCKAS
MyTarysl IpU OTCYTCTBHM KJIMHHYECKUX IMPOSIBJICHUN Ha MOMEHT €€ o0ciemoBa-
HUS, a Y POJICTBEHHUKOB CO CTOpOHBI MaTepu (0alyiika, Opat 0aOymiku U Jsi/s)
HaOJIroaIach TUITMYHAS KIIMHAYECKAsl KapTHHA 00s1e3HN Xennu-Xenu.

Crnyuaii pa3BuTusi 00JIe3HU y J€BOUKH 9 seT HaOmonanu B bpaswiuu, npu
3TOM B ceMbe 3a00JIeBaHuUE MEePEIaBAIOCh TOJIBKO 0 JKEHCKOM nHuu [218].

Cpenu (hakTopoB, MPOBOIUPYIONIUX pa3BUTHE 00JIE3HU, OTMEYAIOT MEXaHHU-
YEeCKOE BO3/IEHCTBHUE Ha KOXKHBIE TTOKPOBBI, CTPECC, MOTIMBOCTh MPU (PUINIECKUX
Harpy3kax WIH B JKapKyl TIOTOdY, NEePEHECEHHBIC MPOCTYIHBIC 3a00JICBaHUS U
orepariioHHbie BMmemmaTenscTBa [48, 58, 77, 183]. JKeHmuHBI CBS3BIBAIOT
o0ocTpeHne 3a00JIeBaHUSI C TOPMOHAIBHBIMU HW3MEHEHHSIMHU: MEHCTPYaJIbHBIM
ITUKJIOM, OEPEMEHHOCTBIO WJIM MpUeMoM KoHTpamenTuBoB [48, 58, 135, 245]. Psn
narueHToB u3 TyHuca cchutaroTcs Ha ocerienue Typerkux 6anb [48].

HekoTtopple manmyeHTsl 0TMEUAIOT CE30HHOCTh 3a00neBanus. Tak, marueHThI
u3 Kuras, BenukoOputanuu, Anonun u Mtanuu ykasplBaloT Ha yXYyJIUIEHUE CO-
CTOSIHUSI CO CTOPOHBI KOXKHOTO MpoIlecca MPEUMYIIECTBEHHO B JIETHUW TMEPUOJ
Bpemenu [58, 106, 109, 168, 214].

B kadecTBe BO3MOXXHBIX TPUTTEPHBIX (DAKTOPOB paccMaTpUBAIOT OAKTEpH-
ATBHYI0O U BUPYCHYIO (BHUPYC MPOCTOTO Teprieca) MHPEKIUU, WHBA3UH YICHUCTO-
HOTHMX Mapa3uToB (Sarcoptes scabiei) [33, 38, 41, 48, 58, 70, 104, 168, 247]. Bnep-
BbI€ MBICJIb O POJIM OaKTepuaIbHON MH(GEKIINN B pa3BUTHH O00e3Hn Xeim-Xenu

ObL1a BbICKa3aHa enie B 80-e rojpl MpoIioro CTojieTus, Koraa Obu1 3auKCUpoBaH
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Clly4ail TeHepaln30BaHHONW (OPMBI CEMEHHONW TOOPOKAYECTBEHHOW XPOHUYECKOM
ny3bipuatku ['yxxepo-Xeinu-Xelnu y npencraButelnss HerpougHoi pacer [100].
[Ipu GaxkTeprOIOTUYECKOM HCCIEIOBAaHUU MaTepHaia C 04aroB Mopa)xxeHus: ObLia
BBISIBJICHA CTA()UIIOKOKKOBAs M CTPENTOKOKKOBAs (yiopa B OOJIBIIOM KOJHUYECTBE.
C Tex mop B Hay4dyHOH JuTepaType 3apUKCHUPOBAHO Hemayno Takux ciaydaeB [70,
133, 168, 225]. C mMamepupoBaHHBIX IIOBEPXHOCTCH BbICEBAIOTCS OeTa-
TeMOJUTHYECKUN CTPENTOKOKK TPYMIIbI A U/UIU 30J0TUCTBIN CTaUIOKOKK, CHHE-
rHoiHas manouka [70, 168, 225]. Hepeako oOHapyXHUBaIOTCs APOKKENOAOOHbBIC
rpuOb1, B yactHoctH, Candida albicans, a Taxke Trichophyton rubrum [58, 61,
245]. OnucaHbl cllydad TPHUCOSAMHEHHUS TePIETHYECKOW U MaUIJIOMaBHPYCHON
undexun [38, 41, 48, 58, 66, 71, 189, 247].

N3BectHO, uTO Mro0as mHPekuus (OakTepuanbHas, MUKOTHYECKAs WU BU-
pYCHasl) COIPOBOXKAAETCS 00A3aTEIbHBIM YYaCTHEM MMMYHHOM CHCTEMbI MaKpo-
OpraHu3Ma, OT COCTOSIHUS KOTOPOM 3aBHCHUT MCXOJ ITaTOJIOTHYECKOTO Ipolecca
[13]. JIroOble m3MeHeHHs Ha KICTOYHOM W/WIIM MOJIEKYJSPHOM YPOBHE MO JeH-
CTBUEM «JIOTIOJHUTENBHBIX» (DAaKTOPOB MPHUBOAIT K HAPYIICHUIO TOMEOCTATHUYE-
CKUX peakIui U pa3BUTHIO OoJie3HH [27].

3a0oneBaHne HOCUT CEMEMHBIN XapakTep, HO ToJbko B 70% ciydaeB mepe-
JTAeTCs TI0 HACJIENICTBY, B TO BpeMsl KaK Y MHOTUX OOJIbHBIX MOSIBIISIOTCS MyTalluu
de novo mpu otrcyrcTBUM 3a00sieBaHus y poiacTBeHHUKOB [88, 221]. Tak, npu 00-
CJIEIOBAaHUU KUTANCKUMH YYEHBIMH 69 TAIMEHTOB, CTPAJAIOMIUX 00JIe3HBIO Xei-
- Xelnu, ceMelHbI aHaMHe3 MPOCIeKHUBANICS JUlIb B 27 ceMbsix (y 21 Myxuu-
Hbl 1 6 xeHmuH) [109]. Cpenu poICTBEHHUKOB CO CXOKUMHU KIIMHUYECKUMU TIPO-
SBJICHUSIMU ObUTH POJIUTEIH, OpaThsi, CECTPHI, CHIHOBBS, MPAPOAUTEIH, ISIIU, TUIe-
MSHHUKH U TUIEMSHHUIIBI.

B bosrapuu y manueHTku, cTpanaroiiei 0oie3npto Xeinm-Xeinu, Ha0ro-
Ja70Ch 12 poACTBEHHUKOB B TPEX MOKOJEHUSIX (OTEll, POJIHbIE ASAU U TETA - POA-
CTBEHHHUKH OTIIA), JIBOIOPOJIHBIC OpaThsi U CECTPhI, OabyIika (MaTh OTIIA) U JBa €€

OpaTa) ¢ THIUYHBIMU KJIMHUYECKHUMH MIPOSBICHUAME [245].
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B Bpaswiuun npu o6cnenoBanuu 9-neTHel JeBOUKH, CTpaaaronieil 601e3HbI0
Xennu-Xennu, u3 32 poACTBEHHUKOB KIMHHUYECKHE NMPU3HAKU ObUIM BBISBICHBI
TOJIBKO y 6, IpUYeM cpeau OOJeIolmuX ObUTM BCE KEHUIUHBI (MaTh, JBE POAHbBIC
TETH, 1B 0a0yIIKH (CecTpbl) U padadymika) [218].

Ha Ky0e y nByX poaHbIX OpaTheB ¢ KIMHUKON CEMEMHOU TOOpOKavYeCTBEH-
HOM XpOHUYECKOW my3bIpyaTku ['yxkepo-Xennu-Xeinu B ceMbe U3 19 KpOBHBIX
POJICTBEHHHKOB BBICBhITanus Habmonamuch y 13 [198]. ¥V ux 6a0ymiku, cTpanaro-
e 6ose3Hpro Xennu-Xennu, oputo 14 aereit, u3 Hux y 12 (BkiIro4as otma mpo-
0aH0B) HAOMIOIATIach CX0Kasl KIIMHUYECKasi KapTHHA.

B BenukoOputanuu npu oOcieaoBaHuH 58 OONbHBIX, CTpaJaromMX 0oe3-
Hbl0 Xennu-Xennu, ceMeHblid aHaMHe3 TpociiexkuBaics y 49 nmauuentoB u3 31
CEMbH, Y 9 MalMEHTOB CBEACHUN O HACIEICTBEHHOW MPEAPACIIONONKEHHOCTH HE
obu10 [58].

Eme B 70-e TOABI MPOIUIOTO CTOJIETHSI YYEHBIE IPEAIIOIOKUIN, YTO OIpe-
JIEJICHHYIO POJIb B PA3BUTUU CEMEMHON JOOPOKAaYEeCTBEHHOW XPOHUYECKOM My3bIp-
yatku ['yxxepo-Xeinu-Xeinm MoryT urparb aHtureHsl cucteMbl HLA (riaBHbBIN
KOMILJIEKC THCTOCOBMECTUMOCTH). [lepBoHavalibHbIE pe3ybTaThl psiaa UCCaeaoBa-
TeJed MPOJAEMOHCTPUPOBAIIM ACCOLMALIMIO TAHHOTO HACJIEICTBEHHOTO OYIJIE3HOTO
nepmatosa ¢ anturenom HLA-B8 B 44% crydaeB cpeau manMeHTOB, HE CBS3aH-
HBIX MEXy COOOH POJCTBEHHBIMU y3aMHM, IPU HAIUYUU JAHHOTO aHTUreHa B 17%
ciydaeB cpeau 3a0poBoii monyssiiun [150]. Hactora accomnuanuu 6one3nn Xei-
m-Xeinu ¢ antureHamu HLA-B5S u HLA-Bw40 cocrasuna no 33% (nipu Hanu-
YWH JTAaHHBIX aHTUTEHOB B 13% u 15% ciydaeB B rpymiie KOHTPOJISI CPEAU 310PO-
BBIX JIMI] COOTBETCTBeHHO) [150].

B nocnenyromem ¢denotunupoBanue cucrembl aHtureHoB HLA | kmacca
(A, B u C (eHOTHIIBI) TO3BOJINIIO BBISIBUTH aCCOLMAINIO O0e3Hn Xeinu-Xelnu ¢
antureHoM HLA-B16 B 55,5% cnydaeB npu Hanuuuu ero B 8,2% ciydaeB cpeau
30poBbIX Jull [164]. MuTEepecHO, 4TO cpeAHHil BO3pacT MaHU(pECTaluu KIMHUYe-
CKOM KapTWHBI JaHHOW 0O0JIE3HU y TAIMeHTOB ¢ HanuyneMm anturena HLA-B16 co-

cTaBWI 34 roia, B TO BpeMs Kak y MalMEHTOB C ero orcyrcrBueM — 41 rog. Kpome
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TOTr0, PE3yJbTaThl MPOBEACHHOTO HUCCIEAOBAHUSI MPOJEMOHCTPUPOBAIU MPUCYT-
cteue antureHoB HLA-B38 u HLA-B39, sxomsmue B coctaB HLA-B16. HacToTa
BbIsiBJIcHUS aHTUTeHa HLA-B16 Obla cBsi3aHa NpeuMyIecTBEHHO C YaCTOTOMN BBI-
apienust anturesa HLA-B39 (44% npotus 3,3% B rpynne 310pOBbIX JHUIL) U Me-
Hee — ¢ antureHom HLA-B38 (11% npotus 3,5% B rpyrie 310pOBbIX JIUIT).

CornacHo OlleHKE BEpOSTHOCTH Pa3BUTHS IaHHOTO 3a00JIEBaHUS Y JIIOJIEH ¢
HanuuueMm aHtureHa HLA-B16 mo cpaBHEHMIO € JIIOABMH, Y KOTOPBIX OH OTCYT-
CTBYET, pacCuyuTaHHOrO 1o ¢opmysie Bynbda, 6ose3np Xeitnu-Xennu, o MHCHUIO
psiia aBTOPOB, OTHOCHUTCSI K TpyIIe HU3Koro pucka [164]. Tem He meHee, nzyde-
HUE POJIM CUCTEMbI aHTUTE€HOB TJIABHOI'O KOMILJIEKCA THCTOCOBMECTUMOCTH B pa3-
BUTUU JJAHHOM MaTOJOTUHU TPeOyeT NalbHENIIEro MPOI0JKEHUS UCCIEI0OBAHMM.

OTcyTCcTBHE KOPpENSUMU MEXAY T'€HOTUIIOM W (EHOTHUIIOM IO3BOJIAET
IPE/NOI0KNATh HAJIMYKME BapraOeIbHOCTH TIEHEeTpaHTHOCTH TeHa [137, 115, 185].
Kak mokassiBatoT pe3ysabTaThl MOJEKYISIPHO-OMOIOTMUECKUX UCCIIEIOBAHUMN, B OC-
HOBE NaToreHe3a 0oJjie3Hu Xenu-Xennu Jiexar reTepo3UroTHbe MyTaluu B JI0-
kyce reHa ATP2CI1, koaupyromero CeKpeTopHbIe MPOBOISAIIUE ITYTH ca’*/Mn?*
ATFase (Ca?*ATFase 1, SPCA1) [132].

N3BectHO, uto rer ATP2C1 nokanusyetcst Ha xpomocome 3021-024 [203].
Ha ceromusimmamii nenb m3BectHo Oonee 140 myrtaruii, pa30pocaHHBIX IO Bcei
MPOTSKEHHOCTH JIAHHOTO TeHa 0€3 yKa3aHUsI MyTallMOHHBIX «TOPSYUX TOUEK» WUIIU
KiaactepoB Mytanuii [54, 68, 69, 73, 74, 86, 115, 154, 157, 160, 220, 229, 252].
[Ipu reHeTHYecKOM aHaiu3e ObUIM OOHAPYKEHBI BCE TUIIBI MyTallUid, B TOM YUCIIC
HOHCceHc-myTauuu (20%), MyTalu cBUra paMKUA CUUTHIBAHUSA, BEAYIIUE K MPExK-
JIEBPEMEHHOMY CcpabaThiBaHUIO CTOM-KOJOHOB (30%), CIUIaiicMHTOBBIE MYTAallMH
(19%), muccenc-myrtauuii (28%), nenenuoHHbIe U UHCEPIIMOHHBIE MyTaruu (3%)
[47, 162]. 3a mocneanue roabl BeIABICHBI: aeneius ryanuHa (134delG) B xomoHe
45 sx3ona 2 ATP2C1 wu crutaiicunroBas mytanus wHTpoHa 19 (¢.1891-1G>C);
crutaiicudroBas Mytainusi uHTpoHa 20 (€.1891-1G>T) u pmeneuus (c.212delT),
CIuTaiicMHroBble MyTaruu (€.2629 + 5SA>G untpona 23, €.2561-17C>T unTtpoHa
22, and C.621- 1A>G untpoHa 2) u rerepo3urotHas mytanus A>G Ha 683 HyK-
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JeoTuze 3k30Ha 3, muccerc myTaruu (C.666T>C (P.R66G) sx30na 3 u €.2971A>C
(P.A823E) sk3o0ma 25) [177, 213, 214, 230]. Pe3ynbraThl psiga MCCIeAOBaTEICH
POJIEMOHCTPUPOBAIM ABa TUIa reHHbix myTaiuiit ATP2C1 (HOHCeHC- U MUCCEHC-
MyTalliH) Y MAIUEHTOB ¢ UJICHTUYHBIMU KIMHUYECKUMHU TPOSBICHUAMHU OOJIC3HU
Xewm-Xeinu [250]. HezaBucuMo OT THIa MyTaliuidi BO BCEX CIIy4asX BBISBICHO
camkenue skcrpeccun MPHK ATP2C1 u 6enka hSPCAIL. Ilpu 3ToM aBTOpHI
MIPEIIOIArarT, 4TO BeIpaxeHHas skcupeccuss MPHK Moxer cBuaeTenscTBOBaTh O
OJIaroNpUATHOM WJIM JJATEHTHO MPOTEKAIOIIEM TE€UEHUN OOJIC3HH.

be3yciioBHO, BBISBIEHHBIN Mpokuii cnektp Mmytauuid rena ATP2C1 no3so-
JUT B OyIyIIEM MPOBOJUTH T'€HETUYECKHUE HUCCIEAOBAHUS, BKIIIOYasl MpEHATAIb-
HYIO THArHOCTHUKY, U Ka)KIOTO YcHa ceMbH naiueHra [47, 162].

B nocnennue roasl B IUTEpaType OTMEYAIOT aCCOIMAIINIO 00JIe3HU XeWu-
Xeiinu ¢ npyrumu 3aboneBanusamMu. OnucaHsl ciiydau accorainuu oose3nu Jlapee
u Oone3nu Xelnu-Xewnu y ogHoro u toro ke manuenra [103, 187]. U3zpecTHo,
yTo 00a 3a00JeBaHMs MPEACTABISAIOT COOOM ayTOCOMHO-JIOMUHAHTHBIN T€HOJEP-
MaTo03, OMpPEAENEHHYIO0 pOJib B MAaTO(PHU3UOJIOTHMH KOTOPOTO HMIpacT TeHETHYECKU
OOyCJIOBJIEGHHOE  HapylIeHHEe padOThl CEKPETOPHBIX MNPOBOJALIMX  IyTeH
Ca”*/Mn*ATFase. Hora maToruCToNOrndeckas KapTHHA IIpH OyILIe3Hoit Gopme
6one3nu J[appe UMUTHPYET TaKOBYIO TIpH OoJie3HH Xennu-Xennu (cymnpabasaib-
HBIC AKAHTOJUTUYECKHUE IIEIU C KAPTHUHOM «MOJIypa3pylLICHHOW KUPIUYHOW CTe-
HBI», PEJKUE TUCKEPATOTUYECKUE KIETKH B IUIMOBATOM cioe). OJIHaKo, HECMOTPS
Ha HEKOTOPOE CXOJICTBO KJIMHUYECKOW U MATOTUCTOJIOTUYECKON KapTHH, Psii aBTO-
poB [142] comHEBaeTCS B BO3MOXKHOCTH HAJIMYHS ITUX JABYX 3a00J€BaHUN OITHO-
BPEMEHHO Yy OJJHOTO M TOTO € MallME€HTa B BUJlY PA3JIUYHBIX T€HETUYECKHUX TPe-
MOCBUIOK.

Cpenu KOXXHBIX MATOJIOTMH B accoIMalud ¢ OoJie3HbIO Xeinu-Xennu
BCTPEYAIOTCS TICOpHWA3, po3ariea, repreTudeckas dSk3eMa, BYJIbrapHble yrpu, Oyii-
JIC3HBIM TIeM(UTONI, OMOSCHIBAIOIINN JIMIIIAKM, AEPMAaTOMUKO3, JUCKOUIHAS Kpac-

Has BOJTYaHKa M FeHUTaNbHbIH reprec [38, 41, 106, 125, 151, 166, 173, 179, 248].
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[Tpu 6one3nn Xennu-Xennnm TakkKe OTMEUAIOTCs MAaTOJOTMYECKUe U3MEHe-
HUSL B CaMbIX pa3HBIX OpraHax M cHUcTeMax. Tak, CO CTOPOHBI CEpAEeYHO-
COCYIUCTOM cHUCTeMbl Hanbojee 4acTo JUArHOCTUPYIOT THUIEPTOHUYECKYIO 00-
JI€3Hb; CO CTOPOHBI KEIYyA0YHO-KUIIIEYHOTO TpakTa — 6one3ub Kpona, no6pokade-
CTBEHHBII MOJUI TOJCTON KHUIIKU, TracTpod3odaraibHbli pedItoKC; CO CTOPOHBI
SHAOKPUHHON CUCTEMBbI — THIIOTHPEO3 U TUIIEPICTPOTCHHIO, CaxapHblid AuaOeT u
Y37l OIUTOBHIHOW Jkene3bl [58, 62, 70, 106, 202]. Omnucansl ciiydan OOJIe3HH
Xeinm-Xeinu, npoTekarone Ha GoHe OpOHXHATBHOM acTMbI, apTpUTa, J0OpOKa-
YECTBEHHOW THIEPIUIa3UH TMPEACTATEIBHON Kelle3bl U MOYEKaMEHHOW OoJie3HU
[70].

[Ipu MCUXOHEBPOJIOTHYECKOM OOCIIECIOBAHUHU y TAIMEHTOB 00JIe3HbIO Xeil-
au-XeWnu HauboJee 4acTo JUAarHOCTUPYIOT TPEBOXKHO-ACTIPECCUBHBIE PAaCCTPOM-
ctBa [62]. Ilpeamornaraercsi, 4To NAIMEHTHI, CTpajarouue OOJIE3HbIO XEWIu-
Xeinu, MOTYT UMETh CKJIOHHOCTh K pa3BuTuio OoisiesHu Aubireiimepa [208]. He-
JTaBHUE MCCIIEAOBAHUS B CIIydae MOCIEAHEH MPOJEMOHCTPUPOBAIN yUACTHE Kallb-
IMEBOr0 OOMEHa (M3MEHEHHE TOMEOCTa3a KajbllMs B CTOPOHY MOBBIIICHUS €T0
KOHIICHTpaIu) B (OPMHUPOBAHUN HEHUPOICTEHEPATHBHBIX U3MEHEHHUH C TPOSBIIC-
HUEM KIIMHAYECKUX CUMITTOMOB.

Omnucanbl ciiydad pa3BUTHS aHOMAJMK B BUJE Map J00aBOYHBIX COCKOB Y
JIBYX POIHBIX CECTEp, CTPAJAIONIMX OoJie3HbI0 Xeau-Xeinu [48].

Nmerorest coobmieHnst 0 TeueHun 0oJie3Hu Xeinu-Xehau Ha (oHe mapaHeo-
mactTuaeckoro npomecca [19, 76, 98, 131, 178]. Onucansl ciry4an pa3BUTHS ILJI0-
CKOKJIETOYHOTO paka Ha CIM3WUCTOMN BYJBBBI, MYJIbTHJIIOKYCHBIX ITIEPBHYHBIX MeJla-
HOM C METacTa3aMH B PErHOHaJIbHBIC TUM(GATUYECKUE y3JIbl; MHOXKECTBEHHBIX Oa-
3aJIbHO-KJIETOUHBIX KapiuHoM [98, 178, 189]. B nuteparype npuBOAsSTCS NaHHBIC
acCOIMAIKM TEeHepATM30BaHHON ¢GopMbl Oonesnn Xenu-Xenmm ¢ ageHOMOM-
MuenonunomMort Hanamouyeunuka [19]. Cmydam pa3BuUTHSA MapaHEOIIACTUYECKUX
npoieccoB Ha (hoHE ceMeHHON T0OPOKaYEeCTBEHHOM XPOHUYECKOM ITy3bIpUaTKU

['yxkepo-Xennu-Xennm no3BossoT IPEANOI0KUTh CYLIECTBOBAHNE DKCTPaKyTaH-
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HOTO MATOJOTHYECKOTO (PEHOTHIA C TIOPAKECHUEM BHYTPEHHUX OPTaHOB W/WJIN CH-
crem [19, 39].

[IpeacTaBieHHble JaHHBIE O B3aUMOCBS3M JAaHHOTO T'€HOAEpMAaTo3a C mopa-
YKEHUEM BHYTPEHHUX OPTaHOB W/WJIW Pa3BUTHEM MapaHEOIIACTHUECKOTO TpoIecca
TpeOYIOT pelIeHUs MMPOKOTO Kpyra BOIPOCOB.

1.2. XapakTep KJIMHUYECKOT0 TedeHUA 00s1e3HN Xeluu-Xean
HA NMPOTSKEHNH BCEro Mepuoa KM3HU NalUeHTa.

Knunauueckass kaptuHa 3a0osieBaHUs B OOJIBIIMHCTBE CIIy4aeB JJIsl BCEX
MPEACTaBUTENICH 36MHOTO Iapa TUIIWYHA W HE BHI3BIBAET COMHEHHU IPHU MOCTa-
HOBKe auarrosa [58]. OmHako mOMUMO KJIACCHYECKHUX TPOSBIICHUN OOJIE3HU C BO-
BJICYCHUEM UHTEPTPUTHHO3HBIX YYACTKOB TE€JIa OMKMCAHBI CIy4yanu ¢ HEOOBIYHOM JI0-
KaJin3anuen Beichimanuii. Hampumep, Ha Koke nuia (1eqHo-CKyJI0BOM 00j1acTh), B
nepruaHaibHOW 00JIACTH C 3aXBATOM CIM3UCTOM OOOJIOUKHU BYJIBBBI U KOXKU BHYT-
peHHEel MOBEPXHOCTU Oejpa; Ha CIU3UCTOM 000JIOYKE MOJOCTH pTa, MUIIEBOJA,
TrOpTaHH, TCHUTAJINN U KOHBIOHKTUBHI [58, 82, 84, 94, 99, 127, 191, 204, 228, 235].
VY 70% manueHToB, CTpajaronux 00Je3Hbl0 Xeiau-Xeniu, BhISIBISIOTCS MaToJIo-
TUYeCKHE N3MCHECHHS HOTTEH B BUE OCNBIX MPOJIOJIBHBIX Tojioc [58, 145].

Bcerpeuarores ciiydan u reHepain3oBaHHOM GOpMbI 00JIe3HU XeWiu-X eniu.
Tak, B BenukoOputanuu Obl1 3aMKCUPOBAH CiIy4dail OCTpPOW T€HEpaTu30BaHHOMN
bopmbl Gosie3nn Xein-Xeisn, o0yCIOBIEHHbBIN ydyacTUEM OakTepuaibHOU (uio-
pol (Staphylococcus aureus u B-haemolytic Streptococcus) [70]. Cayuaii reHepa-
JN30BaHHOM (popMbl O0ne3Hn Xeinn-Xein, CipoBOLMPOBAHHBIN MPUCOETUHEHU-
eM OakTepuanbHOW (JIopbl (CHHETHOMHOM MajlOuKy U CTaUIOKOKKA), ObLT OTMeE-
veH u B SAnonun [168].

Pa3nooOpa3ue n uMuTaIus KIMHUYSCKUX TPOSBIICHUN Pa3HbIX KOXKHBIX 3a-
OoneBaHuii (ByJbrapHas My3bIpyaTKa, dK3eMa, JEPMATHUT, MCOpUa3, OaKTepuab-
HbIC, BUPYCHBIC WJIM TPUOKOBBIC MH(DEKIIMU KOXKHU) YIJIMHSIIOT CPOK MOCTAaHOBKU
JIMarHo3a OT Hayaja MEepBbIX MPU3HAKOB 00Je3HN XeWn-Xelnu U yBeIMUYUBalOT
cCpenHuii Bo3pacT O0nbHBIX B MOMEHT rocruranu3amnuu [48, 58]. Tak, B Tynuce

CPOK TIOCTAHOBKH JIMArHO3a COCTAaBJISIET 7 JIET, a CPEIHUI BO3PACT TOCIHTAIH3A-
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MU TarueHToB pocturaet 48 net (ot 25 no 81 roxa) [48]. B KHP cpennuii Bo3-
pacT TOCIHMTAIU3AINKU MalMeHToB coctaBiseT 43,23 roma (ot 20 go 70 ser) [109].
[Ipu sTOM JUIUTENHHOCTH 3a00JieBaHus KosieOaeTcst ot 8 nuei no 40 net (B cpen-
HeM 14,62 rona). B BenukoOputanuu cpeHuil BO3pacT rOCHUTAIM3AINN TallueH-
TOB npuomKkaeTes kK 52 romam (ot 17 1o 79 ner) [58].

Kax mpaBuio, kivHHYecKass KapTHHa 3a00JIeBaHMsI Ha KOXKE B MOMEHT €€
MaHu(]ecTanuu IpeIcTaBlIeHa MITHAMH, ITy3bIPbKaMU WITH ITYy3BIPSIMU, TIPU BCKPBI-
TUU KOTOPBIX OOHAXAIOTCS 3PO3UM, BIOCIEICTBUUA OBICTPO MOKPHIBAIOIIMECS KO-
poukoii [8, 28, 48, 58]. Ha mpoTtspkeHnn Bcero mepuoja akTUBHOTO TEYCHHS 0O-
JIC3HU HaOMIOAar0TCs KOpouku u Oysimku [58]. Hanbosree n3mo0aeHHBIME MeCTa-
MU JIOKQJIU3aIMU MAaTOJIOTMYECKOTO MPOoIecca SIBIISIOTCS KOXKHBIE TTOKPOBHI B 00J1a-
CTH ©CTECTBEHHBIX CKJIAJOK: JIII MYXYMH — TIAXOBBIC CKJIAJIKH, IOJMBIIIICYHBIC
BIIJIMHBI, CKJIAJKW >KMBOTAa U O0JIACTh MYIKA, MOJKOJEHHBIE SIMKH U JIOKTEBBIC
CTUOBI; JIJISl )KEHIIUH — 00JIACTH MO MOJIOYHBIMH KEJI€3aMHU, TOIMBIIICUYHbIX BIla-
JIUH, IPOMEKHOCTH U TIOJIKOJICHHBIX SMOK [48, 58]. Bo3MoxHO TeueHHe 00JIC3HH U
0e3 BOBJICUEHUSI KOKU €CTECTBEHHBIX CKIIQJIOK, MPOIIECC MOKET ObITh OTpaHUYCH
BBICHIMTAHMSMHU Ha KOXKE MW W/WJIU TYJOBHUIIA, WIH TOJIBKO MOPAKCHUEM HOTTEH
[58].

Knvauueckass kapThHa Ha MOMEHT TOCHUTAIM3allMMd JOCTATOYHO BapHa-
OellbHa W MOKET OBITH MPEACTABJICHA KaK IPUTEMATO3HO-CKBAMO3HBIMHU JJICMCH-
TaMu U OJISIIIKaMU, TaK U My3bIpbKaMu, 3po3usaMu 1 kopkamu [48, 58, 109]. B oua-
rax MopakeHus B O0JACTH CKJIAJAOK MOTYT HaOIIOAAThCS MAMIIOMAaTO3HBIE pas-
pactanusi (BereTaium); B 00JIaCTH aHyca — yTOJIIIEHUE KOXKHBIX CKJIaJ0K; MOJl MO-
JIOYHBIMU jKeyie3aMu (Y KEHIIUH) 3pO3UBHbBIC JAe(EKThl MOTYT NMPHOOpETaTh JIH-
HeliHbli Buj [48]. B o0nacTu 1miew maTojgorHyYecKuid MPOIEecC 9acTo MPEeICTaBIICH
OnAImKaMu OKPYTABIX GOpM C IIenylieHreM 1o nepudepuu (KOJbIIEBHIHBIN Xa-
paktep) [48]. XapakTepeH pOCT 04aroB MOPaKEHUsS MO Nepudeprun ¢ pa3perieHu-
eM B 1ieHTpe. Y 15% nanueHToB 0051€3HbI0 Xelnn-Xennm 0TMeUaroTcsl TPU3HAKU
ceOOperHOr0 JepMaThTa BOJIOCUCTOM YacTH TOJOBBI, COMPOBOXKIAIOMIETOCS IIIe-

nymieaueM u 3yqoM [48]. [MonoxutenbHbii peHomen Hukoabckoro onpeaensercs
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mumb 'y 9acTu OonbHBIX [109]. TlaTomornueckwii mpoiecc MOXKET pa3peniaThes
CIIOHTAHHO, COTMPOBOXKIASICh TUTIEPITUTMEHTAIUEH 06€3 pyOI[OBBIX U3MEHECHHUIA.

Cpenu cyObEKTHUBHBIX OIIYIIEHUM ManueHThl oTMmedaroT 3yA (ot 79% mo
100%), 6onezneHHocTs (67%) u HenpusTHbIN 3anax (ot 55% g0 75%) B Mectax
BbICHIIaHui [48, 58].

Bonesnp, Kak mpaBujIoO, IJTUTCS TOJaMHM, PEIHIUBBI YUSPEAYIOTCS C IMOJTHBIMH
VIV HETIOJHBIMHU KIMHUYECKUMU peMHUCCUSIMU. [IpoaomKuTebHOCTh 00JIC3HU CO-
CTaBJISIET OT HECKOJBbKHX IHEH 10 HECKOJIbKUX AccaTkoB JeT [48, 58, 109]. Psan
MAIMEHTOB C BO3PACTOM OTMEYAIOT YMEHBIIICHUE CTETICHH TSHKECTH 3a00JIeBaHUS
[58]. Onmnako XpoHHYECKOE TEUEeHHE MATOJOTHYECKOro Ipolecca OTpaxkaeTes
HEraTHMBHO HA Ka4eCTBE >KU3HU OOJBHBIX, CTpaJalomuX 001e3HbI0 Xeinu-Xeu.
BOoIBIMHCTBO MAaMEHTOB OMpeIeseT 3a00JIeBaHHE KaK COIHAIBHYIO MPOOIeMy
[L06]. DTO cBsi3aHO C OrpaHUYECHUEM JBHKCHHUH M (PU3UUCCKUX HArpy30K H3-3a
OOJIE3HEHHOCTH B MECTaxX MOpa)Xe€HUsi, 0COOCHHO B O0OJACTH €CTECTBEHHBIX CKJIa-
TIOK.

HecMoTps Ha To, 4TO 3a00J€BaHKE HE BIMSIET HA TPYJAOYCTPOMCTBO, B TIEPH-
0]l 000CTpEeHUS TAIMEHTHI BBIHYXKICHBI HEOJHOKPATHO WCIOJIL30BaTh JIUCT BpeE-
MEHHON HETPYIOCIMOCOOHOCTH, a TMOPOM MEHSATh POJl TPYAOBOW MESITEIBHOCTH
[106]. CnoxHOCTH B MPOLIECCE COIMATLHON afanTalii OrpaHMYUBAIOT AIlMEHTOB
B 3aHATHSAX CIIOPTOM M OOIIEHUH C JIMIIAMHU TIPOTUBOIOI0XKHOTO 1moJia [106].

1.3. IlaToreneTnyeckue acneKTol 00s1e3Hn Xeilin-Xeijn B cBeTe
COBPEMEHHbIX TpecTaABIeHH .

OCHOBHBIM MEXaHU3MOM pPa3BUTHA 0o0Jyie3HU Xelnu-Xelnu, Kak U3BECTHO,
SBJIIETCS] MTUPOKO PACTIPOCTPAHECHHAS JUCCOIMAIIMS KEPATUHOIUTOB (aKaHTOJIU3)
cymnpaba3albHbBIX cjoeB amuaepmuca [6, 7, 32, 35, 57, 59]. YapTpacTpykTypHOE
WCCJIEIOBAHUE TPOJAECMOHCTPUPOBAIO B AKAHTOJIMTUUYECKUX KIIETKAX TEPUHYKIIE-
apHYIO0 arperamnuio MPOMEXYTOYHBIX (UIAMEHTOB KEpaTHHA, OTOPBABIIMXCA OT
necMocoM [57]. Takue MOpdoJIorMuecKMe HW3MEHEHHsS] BOSHUKAIOT B PE3yJibTare

reTepo3uroTHsix Mytanuuid B jokyce reHa ATP2C1, konupyroiero 6enok cexkpe-

22



TopHO-TIpoBosIiero mytu  Ca’ /Mn**ATPase (human secretory —pathway
Ca”*/Mn* ATPase, hSPCA1) ammapara Toxsmku [96, 132].
1.3.1. Cekpemopno-npoeooaujue nymu kanouyueevix ATDas3
8 IYKAPUOMUYECKUX KTIeMKAX.

B Hactosimiee Bpems B KIETKaX MIICKONMMTAIONIMX pPA3IAYarOT 3 Kiacca
kanpruessix (Ca’") TparcropTHbIX ageHosuaTprdoCcdaras (ATdas3): mia3marnye-
ckoif Membpambl (plasma membrane Ca*'-transport ATPase, PMCA), cap-
k0(3HI0)IIIa3MaTHIECKOTO  peTnkyiayma (sarco(endo)plasmic reticulum Ca®'-
transport ATPase, SERCA) u ammaparta ['omsmxu (Golgi-associated secretory
pathway Ca**-transport ATPase, SPCA) (puc. 1.1) [9, 95].

Ca2+ = o
A Kaapnuessrii nacoc
LN\ IIa3MaTH4YecKkoii MeMOpanbI

ILrasmaTirteckas

Taagknii sHA0MIAMATIeCKIIT
PETHRY.IYM
MiuKRpoTpyoouRI
Iysbipbkn Lo ki
JIisoc
MuxpoginiareHTsl

Anmapat Loapaxn

Kanbunessriii Hacoc
annaparta loabaxrn

CBodoaHbIe pIGocoMbI

Kaabuunesslii Hacoc
SHAOIIAZMATHYECKOIO

[lepoxoBaThii PeTHRYIyMa

IHAOTLIABMATIMeCKIIT
PETHKYIYM

Slapo

| Tluromaasma

Muroxonapust

PucyHok 1.1. CxemaTnuyeckoe nsobpaxeHne CTPOEHNS KNETKU 1 MECTOPACTONOXEHUS B HE KanbLMEBbIX MOMM:

1 — kanbuMeBbIA Hacoc nnasmaTuyeckon membparbl (Plasma Membrane Calcium ATPase, PMCA),

2 — KanbUMeBbI HAcoC capKko(3HOo)nnasmMatudeckoro petukynyma (sarco(endo)plasmic reticulum Ca-ATPase,
SERCA),

3 — kanbumeBbIn Hacoc annapata Monbmpxu (secretory pathway Ca-ATPase, SPCA).

lMpumeyarnue: ATO — ageHo3nHTpudocdat, AP — ageHosnHandocdar, Pi — HeopraHnyeckuin pocdar.

[To cBoemy cTpoenuro Bce kambitueBbie ATda3wl npeacTaBisior coboit Mo-
HOMEpPHBIC OCJIKM, HO HECKOJBKO pa3IMyaroTcs Mo MOJeKyspHoi Macce [9].
['maBHOW (yHKIIHEH ITUX HACOCOB SBJISICTCS MOAJAECPKAHUE TOMEOCTa3a KaIbIUs B

KJICTKax. KOHHCHTpaI_II/IH HOHOB KaJIbIIKA B IIHUTOINNIA3ME KJIECTOK COCTaBJISIET BCETO
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50-100 uM (5x10°® — 1x107 M), Torna kak B OKpy’Karoliei KIETKy Cpesie OHa paB-
Ha npuMepro 3 MM (3x107° M) [9]. TToMIisI (HACOCHI) TIOAAEP/KUBAIOT 3Ty PA3HHILY
B KOHIICHTPALIUU ITyTEM MEePEHOCa MOHOB KaJIbIUs U3 KJIETOUYHOI'O COKAa BO BHEKJIE-
TOUHYIO KUIKOCTh WJIM BHYTPUKIETOUYHBIC JICTIO KAJBIUS 3a CUET SHEPTUH THAPO-
mu3za AT® (apeHo3unTpudocdar).

DTOT MpoliecC B IUTOIUIaA3ME KIETOK CO3/1a€T BO3MOXKHOCTh PETYJIALNH Kile-
TOYHBIX (PYHKITUH MyTeM YBEIUYCHHS WM YMEHBIIICHUS TTPOHUIIAEMOCTH KIIETOY-
HBIX MeMOpaH IS Ca®"” [9, 45, 242]. Tak, BbICBOOOKACHHE KAJIbIIHs B [IUTOILIA3-
My SIBJISIETCSI BHYTPUKJICTOYHOW CUTHANTU3AIMEN IS IeJIOr0 CreKTpa GU3UO0JIOTH-
YECKUX IMPOIIECCOB, KOHTPOJIb 32 KOTOPBIMHU OCYIIECTBIIACTCS MyTeM W3MEHEHUs
AMILIATY/IbI, 94CTOTHI U CyOKICTOUHOI JTOKAIH3AIMH [IUTO30IbHOr0 curtasa Ca’*
[51]. BHyTpHKIIeTOYHBIC 3amachl KaJabIMs HEOOXOIUMBI JUIS MPOIIECCOB HOPMAaJTb-
HOTO CHUHTE€3a, INIMKO3WJIMPOBAHUS, COPTUHTA U JIECTPYKIMU OEIKOB, a, CieJoBa-
TEJIbHO, JJIi Y4acTHsl B MpoIleccax HOpMaJbHOW aare3uu, Au@epeHIIupOBKU U
npoiudepanuu KieTku [65, 67, 174, 190, 233].

DHJIOTUTA3MAaTUYECKUNA PETUKYJYyM paHee pacCMaTpUBAJICS KaK OCHOBHOE
ATOHHCT-4yBCTBUTENIBHOE 1er0 BHyTpuKiIerogroro Ca®* [50, 174]. OnHako skcire-
PUMEHTHI ¢ MCIIOJIb30BaHUEM 3KBOpHHA (Oetok Meay3bl Aequorea victoria, momMu-
HECIUPYIOIIUA B MPUCYTCTBUU MOHOB KaJbIMA) MOKA3aJId, YTO KOMIUIEKC [ 0oib-
KI TaKKe Crocober hyHKIMoHnpoBath Kak aeno Ca” [196]. MemGpans! ammapa-
Ta TONBIKM aKTHBHO HakarmBaioT Ca”’, HCIONB3ys Kak TAICHTaprHH-
yyBcTBUTENBHBIE SERCA, Tak M TancurapruH-He4yBCTBUTENBHBIE HACOCHI, TAKHUE
kak SPCA [45, 156, 196, 226, 246, 249].

1.3.2. I'envt u npomeunsvt kKanvyuesvix nomn annapama I oa1voixcu
(SPCAI) ¢ aykapuomuueckux knemkax.

[lepBass momnekymnsipHass UASHTU(UKAIUS KaIbIIMEBON TOMIIBI armmapara
[osbmxu ipousonuia B 1989 roay npu KIOHMPOBaHUHU APO}OKeH Saccharomyces
cerevisiae (puc. 1.2) [206]. BoisiBiieHHBIC CEKPETOPHBIC MTyTH Ca”*" momm MepBOHA-
ganpHO monyuriy HazBanue PMR1 (plasma membrane ATPase-related) mis AT®-

cBsi3aHHOU MIazMatuueckoil MmemoOpanbl [40, 206]. C Tex mop, TOMOJIOTUYHBIC
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PMR1 Obutn 0OHapy eHBI B IPYTrUX Tpudax, 4epBsX, HACEKOMBIX, MJIEKOIUTAO-
mux U gaxe B Oakrepusx [34, 44, 95, 132, 141, 221, 232]. [Ipeanonaratot, 4TO
ATH HACOCHI MPEJICTABISAIOT cO00M Hanbosee IPEeBHUN U IIMPOKO PaCIPOCTPAHEH-
HBIM KJIacC KaJbIHMEeBBIX HacocoB [176, 206]. YV mulekomuTarOmuX KaJbIIUECBBIC
Hacocsl, oo0Hsle PMR1, monyumny nassarue SPCAL (secretory pathway Ca”'-
transport ATPase) [215].
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a 6
PucyHok 1.2. TpexmepHoe nsobpaxeHue annapata [onbaxu (a) U cxemaTuyeckoe M3obpaxeHue B HeM kanbLueBon
nomnbl SPCAL (6) [255].

VY denoBeka CymecTByeT, Mo KpaitHei mepe, nBa SPCA-KOIUPYOMKX TeHA:
ATP2C1 u ATP2C2, komupytonme SPCAl m SPCA2, coorBercTtBeHHO [232].
AHanmM3 aMHUHOKHUCIIOTHOM mocieoBaTeibHOCTH uaeHTHuGunpoBan, yto SPCAL
(xak u apoxokeBoil PMR1) cocTout u3 BBICOKO KOHCEPBATUBHBIX JOMEHOB, MPHU-
cymmx kiaccy kanbiiueBoix ATda3 dochopunuporannoro tumna (P-type ATPase)
[176].

Bce 6enku SPCA1 conepxar 10 ruipo@oOHBIX CErMEHTOB, KOTOPHIE, KaK U
B SERCA, o6pa3yroT TpancMeMOpaHHbIe JoMeHBI. [Ipu 3ToM mmocae0BaTeIbHOCTD
amuHokuciaor SPCAI1 kopoue, ueM SERCA [241]. Kak kmacc PMCA, xiacc
SPCA/PMRI1 o6magaer TOJNBKO OJHHUM U3 IBYX Ca®*-CBA3BIBAIOIINX Y4acCTKOB,
npeactaBieHHbIX B SERCA, 1 MOXKET TpaHCIOPTUPOBATh €IMHOBPEMEHHO TOJBKO
OMH 3 IBYX BbICOKO adduunbix nonos Ca’* [95]. Tem e menee, Hacoc SPCA,
KaK CEKPETOPHBIN ammapar, TPaHCHIOPTUPYET W3 LUTO30Js (BHYTPUKICTOYHOU

2
)KI/IJIKOCTI/I) B ITIOJIOCTL aIlrapara FOJ’IBJI)KI/I HC TOJIBKO OAHWH HOH Ca +, HO W HOH
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Mn* 3a muki [85]. DTO SBISETCS OTIHIUTEIBHOM yeptoit SPCA momm oT HacOCOB
SERCA u PMCA [85, 95].

SPCA1 TpancnopTHpyET HOHBI Mn®* ¢ BBICOKHM CpPOJICTBOM, MPUYEM YEJIO-
Beueckuit 6enok SPCAI1 sBnsercss 6ojee CENEeKTUBHBIM MO OTHOLICHHIO K TPaHC-
OpTY Mn2+, yeM apoxokeBon [44, 91, 95, 232]. Ilpu srom nmommnbel SPCA1 B
JPOOKEBBIX KYJIBTYpPaxX SBISFOTCS OCHOBHBIM ITYTEM IS yAANCHHS H30bTka Mn”*
U3 IUToIIa3MelI [176].

M3BecTHO, uTo Mn?* siBIsieTcs: BaKHBIM KO(GaKTOPOM IS psifa GepMEHTOB,
TaKMX KaK CYyNepPOKCUIIUCMYTa3a (AHTUOKCHU/IAHT) U IUTO30JIbHASI aMUHOTICIITH A~
3a P (ygactHuk merabomm3ma OpamukmamHa) [78, 79, 126]. OxHako, BBHICOKHE
KoHIeHTpaud Mn”" Tokcuuns [46]. OHE 061anal0T HEHPOTOKCHIECKHM Y dhek-
TOM W TIPUBOJSAT K MPOTPECCUPYIONMIEMY MOPAKEHUIO IEHTPATbHOW HEPBHOW CH-
cTeMbl. Bo3HUKarOII1Me HEBPOJIOTHYECKUE PACCTPONCTBA MOTYT UMETh CXOJICTBO C
MAapKUHCOHU3MOM 32 CUET WHTHOMPOBAHUS TUJPOKCUIMPOBAHUS THUPO3UHA, KOTO-
pBIN SBIISIETCSI KOHEUHOM CcTaaumen cuHTe3a nodamuHa [129]. Kpome toro, Ha Mo-
JIeH KJIETOK (PeoXpoMOoIuToMbl KpbIchl JTMHUM PC-12 npoaeMoHCTprpoBaHa CIio-
cobHOCTE Mn”* yuacTBOBaTH B KileTouHOM aromTose [130].

I'en ATP2C1, xomupytoutuit SPCAI, nokanuszyercs Ha XpOMOCOME YeIoBe-
ka 3921 u coctout u3 28 3x30H0B [95, 176, 221]. Ha C-repMuHan»HOM KOHIIE Mpe-
MPHK rena ATP2C1 uenoBeka mpoaylupyeT, mo KpaiiHeil mepe, 4 pa3IMYHBIX
crutaiic-Bapuanta, ATP2Cla-d [95]. Tak, MyTallMOHHBINH aHAIK3 Y MAIUEHTOB 0O-
Je3npto Xeinu-Xeinn mokaszan, yto uMeHHo uzopopma SPCALC nmeer o4eHb
OTPaHUYCHHYI0 (YHKIIMOHAIBHYIO aKTUBHOCTh 3a CUET MCKIIFOUCHMsS dK30HA 27 B
SPCAI1c [95, 176]. D10, BepOsATHO, MPUBOIUT K MOSIBICHUIO aOeppaHTHOTO Oelika
Ca”*-nacoca u nedexTy TpaHcMeMbpannoro 10 cermenta [176].

MPHK ATP2C1 (SPCAI1) Hanbosee BBIPAXKEHHO JKCIPECCUPYETCS B DITH-
JEPMabHBIX KEPATHUHOIUTAX U B PAa3HOM CTENEHW MHTEHCUBHOCTH — BO MHOTHX
TKaHsx denoBeka [95, 111, 153, 201]. Cuwmratot, uto ren  ATP2C1 BbeImOJIHSICT
KU3HEHHO BOKHYIO (DYHKIIMIO — «BEJCHUE JIOMAITHETO XO35HCTBa» (T€H «IoMalil-

Hero xo3sucTBay», housekeeping) [95, 111].
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Jlokanmuzytorcst 6enku SPCA1 mpeumylnecTBeHHO Ha MemOpaHax TpaHC-
MOBEPXHOCTHU ammapara [oabmKu U, BO3MOXKHO, B €r0 CEKPETOPHBIX BE3UKYJIAaX
[47]. Kpome Toro, anmapat ["oJbIKu COACPIKUT HECKOIBKO Pa3HbIX JTIOMUHAIBHBIX
KaJIbIMi-CBA3aHHBIX MpoTenHoB, Takux kak Cab45, CALNUC (nucleobindin),
p54/NEFA u calumenin [155, 180, 210, 239]. Hapsay ¢ Kaublinii-CBSA3aHHBIMH
MPOTEUHAMH JHJOIIA3MATUYECKOTO0 PETUKYJIyMa U CEKPETOPHBIX BE3UKYJ, CyO-
KJIETOYHBIE KOMIAPTaMEHTHI arapaTa [ 'oJbki MOTYT BBICTyHaTh B KaUueCTBE aK-
TUBHBIX HaKomuUTeNIeH (xpanuuina) kaabius [50, 174, 246, 249].

HNHTepecHo, 9YTO KepaTUHOIUTHI YEIOBEKA /IS HAMTOJTHCHHS KAIBIIEM KOM-
iekca ['oJbKM B OCHOBHOM HCHOJIB3YIOT KaiblreBble Hacockl SPCAL [45, 64].
[IponemoHCcTpupOBaHO, UTO 67% MOTrIOIICHUS Ca* B KEPATUHOLMTAX MPUXOIUTCS
Ha TaIllCUTapruH-HEe4YYBCTBUTENBbHbIE SPCA, 4TO HaBOAUT Ha MBICIb O NPUCYT-
CTBUHU B 3HAYUTEJIILHOM KosinyecTBe TpaHcKpunToB ATP2C1 B aTux kierkax [64,
132].

CymectBeHHbIi BkiIaq HacocoB SPCA B MOTIIONIeHNE M HAKOTUICHHUE Kajlb-
s B anmnapare ['oJb/Ku B KEPATUHOIUTAX MO3BOJISIET TMOHSITH CBSA3b MYyTAI[MOH-
Horo reHa ATP2C1 ¢ mpeumyIeCTBEHHBIM MOPAXKEHUEM KOXH Y OOJIBHBIX, CTpa-
naromux 0osesnbro Xeinu-Xeinu [85, 132]. B MHTaKTHBIX M MOBPEKICHHBIX
y4acCTKax KOXM IMALMEHTOB JAHHOW NAaTOJOTUEH HE BBISABICHO Pa3jInyuid B JKC-
npeccun MPHK ATP2C1 [132]. Tem He menee, yuactue rena ATP2C1 B kietou-
HOM apXUTEKTOHUKE U CTPYKTYpE pa3HBbIX TKAHEW M OPraHOB MPEIOJIaraeT BEepo-
SATHOCTh PA3BUTHS SKCTPAKYTaHHBIX MOPAKCHUH Y OOJIBHBIX, CTPAAAIONIUX 00JIe3-
HBI0 Xelnu-Xenu, 94To TpeOdyeT yriryoJieHHoro u3ydeHus nporecca [19, 39, 204].

VY4uuThiBas CI0KHOCTH B BOCIPOU3BEACHUHN MO 00JIe3HN XeWn-Xenau
Ha JKMBOTHBIX, H3yUYCHUE MEXaHU3MOB €€ Pa3BUTHUS OCYIICCTBIIICTCS MyTEM IPO-
BEJICHUS YKCIIEPUMEHTAIBHBIX pa0OT Ha KyJIbTYPAIbHBIX MOJEISX C HUCIOIh30Ba-
HueM SPCAL-uCTOIIEHHBIX KEPATHHOIMTOB WM MEPBUYHON JIMHUU KEPATUHOIIH-
TOB, TOJIY4YEHHBIX OT OOJBHBIX, CTpadaromux Ooje3Hbo Xeunu-Xeimm [47, 152,
169, 200]. Kpome Toro, BceCTOpOHHUI aHATIN3 UCTOPUH KIMHUYECKOTO Pa3BUTHS U

pe3yJbTaTOB MOJICKYJISIPHO-OMOJIOTUYECKUX HCCIIe0BaHUM, TPOBOJAMMBIX Ha OMO-
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MaTepHraiax MalydeHTOB, MO3BOJISIIOT MOHATh TIYOMHY MPOUCXOSIINX COOBITHI B
OpraHu3Me YeJI0BeKa.
1.3.3. I'annoneoocmamounocmo Kanvuueevlx Hacocoe SPCAI u
0oae3np Xennu-Xeitnu.

Psn uccrnenoBareneit CBSA3BIBAIOT CHUKEHHE YPOBHS KaJbIMEBOI'O Hacoca
SPCA1 c u3MeHeHreM B peryJisiiiy Ipolecca arnonTo3a U yBeJIMYeHUEM peaKTHB-
HBIX (OPM KHCJIOPOJia Y MBIIICH W TIEPBUYHON JIMHUU KEPATHHOIIUTOB YEJIOBEKA,
MOJIyYEHHBIX U3 KOKH MalieHTOB OoJie3Hbt0 Xeiau-Xeinu [47, 216].

[Ipenmonarator, yto ramionegocratounocts SPCAL mpoucxoaut myteMm
HOHCEHC-orocpenoBanHoro pacnaga MPHK myrtantroro amrens [95, 101]. Oxnako
HKCIIEPUMEHTHI C TOYEUYHBIMU (TE€HHBIMHU) MYTAIMSAMH B TOCJIEIOBATEILHOCTH
xoMiieMentapHoil JJTHK hSPCAIld u u3ydenuwe skcnpeccud psa MyTaHTHBIX
oenkoB (L341P, C344Y, C411R, T570l, G789R) B kynbType kietok auauu COS-1
(pubpobnactel 3eneHON adPUKAHCKON MAPTHIMIKK) MPOJAEMOHCTPUPOBAIIU, UTO
HU3KHH YPOBEHb SKCIIPECCHH U3y4aeMbIX MYTaHTHBIX OCJIKOB HE SBIIACTCS PE3yJIb-
tatoM cHibkeHust ypoBHs MPHK [95]. BepositHO, HEKOHCEpBaTUBHBIE MyTalldu
BBI3BIBAIOT CTPYKTypHOE paccTpoiictBo hSPCA1-0Oenka, npuBosiee aubo K He-
HOpPMaJIbHOMY (QOJITUHTY (CBOpauMBaHMIO) Oelika, TUOO K JecTaOmiM3aluu mnpa-
BUJILHO CJIO)KEHHOTO OeiKa, TakuM o0pa3oM, Jieiasi €ro YyBCTBUTEIBHBIM K dH0-
IUTa3MaTHYECKOMY PETHKYJIO-OMOCPEIOBAHHOMY KOHTpOJIO KadecTBa. [logoOHOE
sBJICHHE HAOJI0/1alu paHee, KOra JAeNelus Win crenu@puieckas 3aMeHa HECKOIIb-
KUX aMUHOKHCIIOTHBIX OCTaTKOB Oblna mpou3BefeHa B N-TepMHHAIBHBIA KOHEI
SERCAL [81]. Ilpu »ToM MyTamuu He OKa3bIBaIM dPQPEeKTa HA TPAHCKPHIIIHIO,
TPAHCJISIIUIO UM WHTETPAlMIO TTpoTenHa B MeMOpaHe. OqHaKko WHIYIMPOBAHHAS
nerpaaanus 6enka mpoucxoamuiaa ObicTpee, 4eM B AUKOM (TIPUPOTHOM) THIIE TEeHA.
BrisiBiieHHE TTOTOOHBIX MYTaHTHBIX OEJIKOB, MPaBUIILHO JIOKATM30BAHHBIX B arla-
pate ['ompmku B kynbrype COS-1 keTok, moanepKuBatoT TUIIOTE3Y O TOM, YTO
aMUHOKHCJIOTHBIE 3aMEHBI MOTYT MHAYIIUPOBATh aHOMAJIBHO OBICTPBIMH TEMITAMH
nerpanamnuio (pacrmaj) MyTaHTHBIX OEJIKOB, 4acTh W3 KOTOPBIX HM30ETaroT IHIO-

TUIA3MAaTUYECKUNA PETUKYJIO-OMOCPEAOBAHHBIA KOHTPOJIb KAadyecTBa. BbIsSBICHHAS
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YyBCTBUTEIBHOCTh AMHAEPMAIbHBIX KIeToK K ypoBHIO hSPCA1l moarBepxmaer
TEOPHIO TAIJIOHEIOCTATOYHOCTH KaK MEXaHHW3M JIOMUHAHTHOTO HacJe0BaHUs 00-
ne3uu Xeinm-Xeinu [85, 95, 176].

Kak Bblle 6110 yKa3aHO, TOMEOCTa3 UOHOB KaJIbIUsl UTPAET BaXHYIO POJIb
B HOPMaJILHOM JKU3HEEATEIBHOCTH KEPaTHHOIUMTOB [65, 67, 174, 190, 233]. Panee
MPE/IIIONATalIoch, YTO B HOPMAIBHON Kojke rpaueHt Ca’’ B KepaTHHOLHTAX BEPX-
HUX CIJIOEB SnuepMuca B 4 pasa BbIle, YeM B OazanbHOM cioe [176]. Bricokas
SKCTPAIEIITIOISPHAs KOHIeHTpawust Ca’* OKka3bIBaeT BAKHOE BIMSHUC HA TIPOLIEC-
cel audHEepeHITMPOBKY, aAre3uH U MOABIKHOCTH KepatuHoruToB [97, 128, 195,
237]. B mocnemyromieM, 3IeKTPOHHO-30HA0BbINH MUKpoaHanu3 (EPMA) siunepmu-
ca MPOJEMOHCTPUPOBAJL, YTO COJACPKAHUE KAJbLUS B KEPATHHOLUTAX 0a3aqbHOTO
CJIOSl BBIIIIE, Y€M B BEPXHHX CJIOSX HOpMallbHOTO 3mujaepmuca [153]. Dto yauBu-
TEJIbHBIM (PAKT, MPOTHUBOIMOJIOKHBIA OOIIECIPUHATOMY MHEHHIO O BO3pacTaHUU
YPOBHS KaJIbIHMS ¢ KJIETOUHOH JauddEpEeHIMPOBKON OT PO epaTUBHOIO aKTHB-
HOT'0 0a3aJbHOTO CJIOS 10 POTOBOTO CJIOS.

UccnenoBanust psijga aBTOPOB MOKa3alld, YTO MPH OoJie3HH Xennu-Xennu
koHueHTpamust Ca’® B KiIeTkax 0asalbHOrO CI0S SIHACPMUCA B MOPAKCHHBIX
ydacTKaxX KOXKU 3HAUUTEIHHO HIKE MO0 CPABHEHMIO CO 3/I0POBOM KOXKEH ueloBeKa
[47, 132, 153]. B mopakeHHBIX ydacTKaX KOKH BO BCEX CJIOSIX SIHUICPMHUCA OTME-
YeH U HU3KHUHA ypOBeHb cojepkaHus Hatpus [153]. B HHTaKTHBIX ydacTKax KOXHU
OOJBHBIX, CTPAAAOIINX 00JIe3HBI0 Xein-Xennu, KOHIEHTpaIs Ca”™ B KiIeTKax
0a3aJIbHOTO CIIOSI U COZAEpKaHHUS HATPHsl BO BCEX CIIOSIX COOTBETCTBYET HOPME
[153]. B mpenenax HOPMBI M OTHOCHTEIBHO TMOCTOSHHOE COJCpXKAHUE YTIIEpPOia
[153].

Kax u3BectHo, Hacoc SPCI1 Takke TpaHCIIOPTHPYET MOHBI MapraHiia B JIfO-
MeH (momnocTth) ammapata [onbmxu [44, 91, 95, 232]. Oqnako ManoBEepoOsSTHO, YTO
Gonesnb Xeitan-Xeian cBsi3aHa ¢ HapylieHreM Tpascopra Mn®*, Tak kak myra-
muu B KanmbiimeBoM Hacoce SERCA2, y KOTOporo oTcyTcTByeT (DYHKITUS TpaHC-
nopra Mn®*, BBI3BIBAIOT aHATOTUYHBIE OYIUIE3HbIC H3MEHEHHS IPH 6oste3HH Jlapbe

[251]. XoTst uMeeTcs OYCBUAHOE OTIUYHME MEXKAY Ooie3HsaMu Xenau-Xeim u [la-
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pre: myTaruu B SPCA1 BbI3biBatoT akantonus, mytauuu B SERCA2 — akantonus
U anonrto3. Bo3aM0XXHO, 4TO 3T TOHKHE Pa3luyus B KEPATHHOLUTAX MOTYT OBITH
CBsI3aHBI C HapymeHneM Mn”‘ToMeocTasa il HanmuuneM pasHbIX (YHKIMH Kailb-
mmessix omn SPCAI mpotus SERCA2-kouTponupyemsix Ca”* memo [251]. Or-
CYTCTBHE HA HACTOSIIHIT MOMEHT OLICHKH YPOBHS comepkanus Mn" B kosxxe 60J1b-
HBIX, CTpajaronmx 0o0ye3Hbl0 Xelnu-Xeinu, Mmo3BoJiIeT YTBEpKAaTh O TJIABEH-
cTByIOLIeH poin noHoB Ca’* B passutHu HT0it Gomnesnu [153, 176, 251].

Ha Mozensax KynbTypbl KEpaTUHOIIMTOB, MOTYYEHHBIX OT OOJBHBIX, CTpaja-
I0KUX 00Jie3HbI0 XeWn-Xein, NpoAeMOHCTPUPOBAHO, YTO CKOPOCTh 3aroJiHe-
HYSE armapara [ ONbUKH U MaKCHMalbHAas KOHIGHTparws B HeM HoHoB Ca’’ chu-
KEHBI 32 CUET YBEJIMYEHUS IIUTO30JbHOM KOHLEHTpauuu Kainbius [47]. CHuxeH
TaKKe KaIbIUEBBIA OTBET MPH YBEINYCHNH BHEKIeTouHOro Ca’ ¥ 10 CpaBHEHHIO ¢
HOpMaNbHEIMK KieTkamu [132]. TIpu 5ToM cymmapHas kornentparms Ca’* cyrme-
CTBEHHO CHM)KEHA B IOBEPXHOCTHBIX CJIOSAX 3MHJEPMHCA, @ HE B 0A3aJIbHOM CIIOE
smuaepmuca u aepme [153, 176].

PeyKIus KOHIGHTPAIHH oMuHanbpHoro Ca®* armaparta ToIbmKki IpuBo-
TUT K (popMHpOBaHUIO (PYHKIIMOHATHHO Ne(PEKTHBIX OCHOBHBIX MOJIEKYJ MEXKKJIe-
TOYHOM aAre3uu, TaKUX Kak JecMocoMalibHble rimkornpoTenHsl [113]. Hecmoco6-
HOCTb MOCJIETHUX CTPYKTYPHO MOJAECPKUBATH HHTAKTHBIE JECMOCOMBI IPUBOIUT K
pa3phIBy MEXKKJICTOYHBIX KOHTAaKTOB KepaTwHOIuToB [56, 57, 113]. JlanHoe
Ha0JII0/IeHUE OOBSICHSIET MOBBIILIEHHYIO XPYIKOCTh HEMOPAXKEHHBIX (Ha BUI «370-
POBBIX») YYacTKOB KOXHM Yy OOJBHBIX, CTpaJaloIIUX O0Je3Hbl0 XeWnu-Xeunnu
[113].

W3BecTHO, YTO peryssius KOMIUJIEKCAa KaJlbLIMEBBIX CUTHAJIBHBIX MyTEeH B
KEPATUHOLIMTaX MPOUCXOAMUT 3a CYET NMypHHEpTHUCKUX peunentopoB ATd, koro-
pble MepeaaroT IKCTPALeIUTIONISIPHbIE KaJbIIUEBbIE CUTHAJIBI U «BOJIHBDY KaJbLIMs B
uto30sb [153]. Tlpu aTom akTuBarus perenrtopa P2X (mpsmpie KanbIIMEBbIE Ka-
HaJIbl) TIPUBOANT K OTKPBITHIO KaJbI[MEBBIX KAaHAJIOB, aKTUBaIus perentopa P2Y
(G-06enok-cBszannbiii AT® perientop) BbI3bIBaeT 0Opa3zoBaHHe WHO3UTON-1,4,5-

tpudocdara (iP), MecceHmKepa KalbI[MEeBOro curHama. [IpoaeMoHCTpHpOBaHO,
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Y10 cTUMYyJIANUs peuentopoB P2Y wuuaynupyer mponudepanuio U UHTHOUPYET
MUTPAIUIO KEPATUHOIIMTOB YejoBeka in vitro [87, 223]. Dkcnpeccus MPHK P2Y?2
noAasisiercst B iuddepeHImpoBaHHbIX kepatuHonuTax [153]. Dtu qanHbIe 1M03BO-
JSIFOT TIPEIOJIOKUTD, YTO MPOIU(PEPUPYIONINE HOPMATbHbIE KEPATUHOLUTHI YeTI0-
Beka omuparorcs Ha P2Y penentopsl, a quddepeHnnpoBaHHbIe KEPATUHOLIUTHI
ucnoin3yioT P2X perentopsl ais pearupoBanus Ha AT®-ctumyn [ 139].

Nzyuenne nokanuzanuu AT® peuentopoB (P2Y1, P2Y2, P2X1 u P2X7) B
MOBPEXJICHHBIX YYaCTKaX KOKU OOJBHBIX, CTPAJAIONINX 00JIe3HbI0 Xelnu-Xeiu,
MO3BOJIMIIO BBISIBUTH aHOMaJIbHOE MX pacnpeneneHue [153]. Camoe rmaBHOE — 3TO
oTrcyTrcTBHE penentopa P2Y?2 B miazmatmdeckoit memOpane. BHyTpukieTouHas
JOKaJIM3alys JAaHHOTO peLenTopa Mo3BOJSIET 3al0J03PUTh OTEPIO €ro (PyHKINO-
HaJbHOM CITIOCOOHOCTH B MOBPEKIECHHBIX KepaTuHonuTax. Kpome Toro, P2X7 pe-
nenTop (peuentop rudenu KISTKU MyTeM amnorTo3a) MpoJIeMOHCTPUPOBAT UHTEH-
CHUBHOE OKpAIMBAaHUE B IJIA3MaTHUYECKOW MeMOpaHEe aKaHTOJIUTHUYECKUX KIIETOK.
OTO HABOAMT HA MBICIAb O TOM, YTO ANONTOTUYECKHA CHUTHAJIBHBIM IyTh MOXKET
ocyiecTBisAThCA uepe3 P2X7 peuentop. U3MeHeHne TpaveHTa 3MUACPMAIbHOTO
Kbl U HapymeHue skcnpeccun ATd-penentopa NPUBOIUT K HAPYIICHUIO
nporecca auddepeHnuanui. B COBOKYIMHOCTH BCE€ 3TH MPOIECCH MOBBIMIAIOT
CKJIOHHOCTh K 00pa3zoBaHHIO My3biped U nedexty muddepeHnnpoBKu UTOKEpa-
THHOB, B YaCTHOCTH IUTOKepaTHHOB 14 1 10 [153].

DKcnepuMeHTallbHasl paboTa ¢ MPUMEHEHHEM KYJIbTYpaJllbHOM Mojenu 0o-
ne3nn Xeunmu-Xennu (SPCAL-ucroleHHble KEpaTUHOLMTBI — MEPBUYHAS KYJIbTY-
pa HOPMAaJIbHBIX KEPAaTHHOIIMTOB YellioBeka, TpaHchuuupoannas renom ATP2C1
SIRNA (small interfering RNA, manast uarepdepupyromas PHK)) npoaemonctpu-
poBajia yBEJIMYEHHUE IUIOTHO MPUJIETalOUMX COECAUHEHUN, (hopmupyromue Oeaku
kiaynuabl 1 1 4 (OCHOBHBIE KOMIIOHEHTHI IUIOTHBIX KOHTAaKTOB B (DOPMHUPOBAHUU
MapakIeTOuYHOTO Oaphepa) maxke mpu HU3KoM koHueHtparuu kanbiws [200]. On-
Hako, KanpuueBbld Hacoc SPCA1, ciocoOHBIN peryaupoBaTh YPOBHU KJIAyAHMHOB 1
U 4, HEe OKa3bIBaET BIIMSHUS HA YPOBHH APYTUX JECMOCOMAIBHBIX OEJIKOB (HAmpH-

Mep, KaJATrepUHbl, I€CMOIUIAKUHBI, JECMOTJICUHBI, MIAKOTJIOONH). DTO CBUETEIb-
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CTBYET O CYIIECTBOBAHUW PA3HBIX MEXAHU3MOB PETYISIIIUN OCIKOBBIX KOMITOHEH-
TOB JiecMOocoMasbHOTO anmapara [113, 200].

HeoObluHble pe3ynbTaThl SKCHEPUMEHTAILHON PabOThl HA KYJIbTYpalbHbIX
MozeNAxX Oone3Hn Xennu-Xenu ObUM NPOJEMOHCTPUPOBAHBI U APYTHMMH aBTO-
pamu nipu u3ydenuu BiusiHUs reHa ATP2C1 na koneunyio nuddepeHnnpoBKy Ke-
patunonuToB [37]. U3BecTHO, YTO MHBOMIOKPUH (O€JI0K KEPATUHOLUTOB POTOBOTO
CJIOST) SKCTIPECCUPYETCSI B OTBET Ha MOBBIINICHUE BHYTPUKICTOYHOU KOHIICHTPAINH
Ca”* [186]. OxmHako, HECMOTpSI Ha AHOMAJIBHO BBICOKMIH IIHTO30JBHEIA YPOBCHB
Ca”" mpu JaHHOMN MATOIOTHH, OOHAPYKEHO BBIPAKECHHOE CHIDKCHHE SKCIPECCHH
DHBOJIFOKPHHA KaK MPH HU3KHUX, TaK W BBICOKMX BHEKJICTOUYHBIX KOHIICHTPAITASIX
Ca”™ 1o CpaBHEHMIO C KOHTPOJIEM HOPMAIbHBIX KEPATHHONUTOB. CHIDKCHHE JKC-
MIPECCUM JAHHOTO OEJIKa B «CTPATAIONINX)» KEPATHHOIIMTAX, ITO-BUIUMOMY, BbI3Ba-
HO cHIkeHreM B HeM ypoBHs MPHK. Tlocneanuit paccmaTtpuBaeTcst Kak pe3yibTaT
ycwiienus paspyienus 6enkoBoro MPHK. Kpome Toro, BbisiBlieHHas OBBIIIIEHHAS
AP-1  (aktuBmpyrommii mporenmH-1)  mpoMoTopHas  akTBHOCTE  Ca”'-
YYBCTBUTEJIILHOTO HWHBOJIOKPHUHA TMPEIOJIaraeT KOMIIEHCATOPHO TMOBBIIICHHbBIN
npoMoyTep B ycioBusax ycwieHus naerpananuu MPHK. Ilonyuyennsie cBeneHus
MOJBOJIAT K HOBOMY MOHHUMAHHMIO O HapymieHuu (aedexrax) auddepeHnpoBKu
KEpaTUHOIIUTOB Tpu Ooyie3HU XeWnu-XeWnum ¢ ero OTHOIICHUS K Ca*'-
curHaiusamnuu [37].

Ecomu SPCAl-ucTomeHHbple KepaTHHOIUTHI JAEMOHCTPUPYIOT YBEIUUYCHHUE
IJIOTHO TPUJIETAIONIUX COSIUMHEHUH, (popMupyromue 6eiaku kiayaunsl 1 u 4, To
peakTuBHbBIEC (HOPMBI KHCIIOpoaa npoBonupyoT MukpoPHK-onocpenoBanHoe cHu-
KCHHE PEryJislid TpaHCMeMOpaHHOro perentopHoro Oenka dvemoeka (Notch
homolog 1, translocation-associated (Drosophila), Notchl), BHyTpuKIeTOYHOTO
Oenka-MHrMOUTOpa MUKIUH-3aBHcHMOM kuHa3bl 1A (p21 CWafl/Cipl) u pa3nuu-
HYIO 9Kcmpeccuio n30hopM PO63-CBSA3BIBAIONIETO O€Ka B KEPATHHOLUTAX OO0Jb-
HBIX, CTpaJaroImx 00se3nbi0 Xeinu-Xeinu [75]. OrMmeueno, yro 6enku Notchl u
P63 SBISIFOTCS YaCThIO PETYIATOPHON CUTHAIBHOU CETH, (PYHKITHUS KOTOPOH HEOO0-

XOJMMa JIJIsl KOHTPOJIs nposnudepaunu 1 AupdepeHuupoBKYA KEPATUHOLUUTOB, Kile-
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tounoit aareswn [90, 171]. Psx ucciienoBareneil mpeamonaraT, 4TO IKCIPECCHs
Notchl u p63 MOXET MOAABIATHCS BBIPAXKEHHBIM CHHTE30M MiR-125b (Muk-
poPHK, o6nanaroniyie OHKOT€eHHBIMU CBOMCTBaMU), BO3pacTaHUE KOTOPOIO MPOUC-
XOJUT TIOJ JCHCTBHEM OKHCJIMTEIBLHOTO CTPECC-3aBUCUMOro Mexanusma [165].
DTO HABOJUT HA MBICIIb, YTO OKHCIUTENbHAS CTPECC-OMOCPEIOBAHHAS MHAYKIIUS
MIiR-125b MoXeT Urpath ONPEICICHHYIO POJIb B MTATOTEHE3¢ CEMEUHOM My3bIpYaT-
KW, PETYIUPYS dKCTIpeccruio (aKTOPOB, HTPAIONTUX BAKHYIO POJIh B TIpoudepauu
u auddepeHupoBKe KepaTuHOUTOB. KpoMe TOro, Majou3BECTHO, YTO PETYJis-
TopHBIN QakTop naTepdepona 6 (IRF6 — H6enok, GyHKIMS KOTOPOTO CBsI3aHA C 00-
pa30BaHUEM COEAMHUTEIIBPHONW TKaHM) TAaKKe€ BOBJICUEH B Ipoliecc mpomdepanun
u auddepeHupoBku kepatuHonuToB [181, 251]. Pe3ynbraThl sKCriepruMEHTab-
HOW paboTHl psAaa aBTOPOB IPOJESMOHCTPHPOBAIH, YTO Ha (OHE HOPMAJILHOTO
ypoBHst SERCA2 mipoucxoaut penykuus (CHMKeHHe) P63 U MOBBIINICHUE YPOBHS
IRF6 B srumepManbHON TKaHU OOJBHBIX, CTPAJAONIUX OOJIE3HBIO XeHIn-Xeinu,
u SRCAl-gedunutHbX (MCTOLIEHHBIX) KepaTHHOUMTax [251]. DTo cBUaeTesh-
CTBYET O TOM, YTO paHee MPOJEMOHCTPUPOBAHHBIM KOMIICHCATOPHBIM MEXaHU3M
KaJbIIMEBBIX HacocoB npu Ooine3nn Japee (SPCA1 mis nedummuraoro SERCA2)
He cymiectByeT npu Oonesnn Xeinmu-Xeitnmun (SERCA2 mst neduriutaoro SPCAL)
[251]. Bonee Toro, Hapyienue sxcnpeccun P63 u IRF6, mo-BuauMomy, CBA3aHO C
rarutoHegoctatouHocThi0 SPCAL. Tlpu 3TOM CHIKEHHE YpOBHS P63 sSBIsSETCS pe-
3yJIbTaTOM BbIpaXeHHOU 3kcrpeccuu |IRF6. DTo mpenmonaraer cyiiecTBOBaHUE
mexann3ma ¢ BosieueHuem OenkoB SPCAL, p63 u IRF6, xotopeie MOTyT Urpath
poJib B maTorenese 6osesnn Xewnu-Xewau [75, 165, 251].

AHanu3 pe3yJbTaTOB MHOTOYHMCIICHHBIX HCCJIEIOBAaHUM, MPOBOJUMBIX pPa3-
HBIMH aBTOpPaMH, MO3BOJISIOT MPEANOI0KNTh, YTO XPOHUYECKUA OKHUCITUTEITHHBINA
cTpecc KoMIuiekca ['oabKu U /i 2HAO0TIIIa3MAaTUIECKON CETH, SBIISIOIIHICS pe-
3yapTatoM ramioHegoctatouHocty SPCAI, MoXeT NpuBOAUTH K aKTUBALUU
OKHCIIUTEIHPHOTO CTPECCOBOTO OTBETa KEPATHHOIMTOB C MpeodiIagaHueM Mpoar-
ONTOTUYECKOTO MYTH (XOTS U HE 0053aTENIbHO ayTOAroInTo3a), BEAYIIEro K pa3Bu-

THUIO AaKAHTOJIMTUYECKUX 3a00JIeBaHUI KOXKHM Yy YE€JIOBEKa, U ¢ NpeoldiagaHuemM pro-
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survival mytu (BbDKMBaHUS, CAMOCOXPAaHEHUS ), BEIYIIETO K Pa3BUTHIO OITyXOJICH Y
mbimei [216]. Tem He MeHee, BBIABICHHBIE HEKOTOPHIE OOIIKE YEePThl B Pa3BUTUU
JIBYX (PEHOTUIMYECKH PA3HBIX COCTOSIHUM MO3BOJISIIOT MPEANOJIOXKUTh O CYIlle-
CTBOBAaHUHU PHUCKA PA3BUTHA paka y MalMEHTOB 0OJIE3HBIO XeHnu-Xeninu, 0coOeH-
HO B CJIyYasiX JJIUTEIBHO CYIIECTBYIOIIMX OYaroB MOPaXKEHUs C MOCIEIYIONIEH Ux
TpaHchopMalrel B MIOCKOKIECTOUHbINM pak win menanoMy [178, 216]. Dto nmox-
TBEP)KJIAeTCS M KIIMHUYSCKUMU HabmoneHwsmu [19, 76, 98, 131, 178].

WNuTepecHo, 4To K pocTy 3a00JIEBAEMOCTH IIOCKOKJIETOUYHBIM PAaKoOM Yy
B3POCJIBIX MBIIIEH TPUBOJAT rereporennsie mytanuu rena ATP2C1, koTopslii, kak
U3BECTHO, SBJSICTCSI OCHOBHBIM T'€HOM JIJISI MBITIIECH, YIaCTBYIONTAM B THOSTH HYJIh-
MYTaHTHBIX Spcal"' 10,5-nmHeBHBIX AMOpuoHOB [192]. OnmHako, WcCclenOBaHUS,
IIPOBOJAMMBIE HA MBILINHBIX ATP2C1"" wmonmemsx, IIPOJIEMOHCTPUPOBAIA OTCYT-
CTBHE KAaKHX-JIHOO JI0KA3aTENIbCTB OOJC3HM XeWn-Xeiin, KOTOpble MOTJIN OBITh
CBSI3aHBI C TO3JIHUM HadajoM e€¢ KJIMHUYECKUX IposiBaeHui [216]. DTo maet oc-
HOBaHWE TOJTBEPANTHh CYIICCTBOBAHUE OTOJHUTEIBHBIX TEHETUYCCKUX WIIN
HHBIX (HETeHETHYECKUX) (paKTOPOB, CIIOCOOCTBYIOIMINX KIMHUYECKUM IPOSBIICHU-
sm Ooste3nun Xeinu-Xeinu [48, 58, 216].

1.3.4. Hmmynnas cucmema npu oone3nu Xeuau-Xeuau:
6321140 6 0yodyuiee.

Ponb uMMyHHOI cUCTEMBI B MaTtorenese 0oJjie3Hu Xennu-Xeinu B HacTos -
niee BpeMs moka He sicHa. OIHaKO BBISIBIIEHHE UMMYHHBIX KOMIUIEKCOB B 00JIaCTH
dbopMHpOBaHUS My3BIPS M B IIUTOIIA3ME aKaHTOIMTHYECKUX KJIETOK, a TaK)Ke Clia-
6oadpuHHBIX aHTHTEN KiIacca G K aHTUTEHAM MEXKKJICTOYHOW CyOCTaHITMH DITH-
JepMHca B KIMHHUYECKHM MHTAKTHBIX YYacCTKaX KOXH OOJBHBIX, CTpagarommx 0o-
JIe3HBI0 XeWNu-Xein, HaBOJUT Ha MbBICIbh 00 y4yacTMM WMMYHHOW CHUCTEMBI B
pa3BUTHH JaHHOTO Oyiute3Horo reHojaepmarosa [17, 21, 22, 163]. Ilpupona BbIsiB-
JICHHBIX UMMYHHBIX KOMILJIEKCOB IMOKa HE u3BecTHA. OHaKO JIF0O0W BHJ UMMYH-
HBIX KOMIIJIEKCOB, KOTOPBIA JIOKAIU3YeTCs] B MEKKIETOYHBIX MTPOCTPAHCTBAX MHO-
TOCIIOMHOTO TIJIOCKOTO SIUTENHUSI, MOXET OKa3bIBaTh TOKCHUYECKOE BO3JIECHCTBHUE.

910 INPHUBOAUT K PAa3pyHICHHUIO MCKKIICTOUHBIX CTPYKTYP, B TOM 4YHCIIC JCCMOCOM,
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U K TIOCTIEAYIOUIEMY pa3pbiBYy CBsI3eld MEXKAY OTACIbHBIMH KJICTOYHBIMHU 3JEMEH-
TaMH, Pa3BUTHUIO aKaHTOJM3a W 00pa3oBaHUIO My3biper [3, 17, 22, 27, 113, 122,
123, 182].

B mecrax nokammzamuu 1gG moxHO Habmomath M ¢ukcanuio C3 komro-
HCHTa KOMILJIEMEHTa ¢ oJHOBpeMeHHoU ¢ukcanueii C3 u C4d KOMIIOHEHTOB KOM-
IieMeHTa B 30HE 0azanbHOM MemOpaHbl [22]. M30mupoBaHHOE BBISABICHHE KOM-
ieMenTa 0e3 (uKcaluy B TOM ke JOKAIM3allud UMMYHOTJIOOYIMHA 00BICHIETCS
TEM, YTO aKTHBAIUSl CUCTEMbI KOMIUIEMEHTA MPOUCXOAUT HE TOJBKO MpU 00pa3o-
BaHWU HMMMYHHBIX KOMIUIEKCOB, HO W TpPH psine (OopM MOBPEKACHUS TKAHEH U
MUKpOOHOW mHBa3uU. OTIOKEHUS MMMYHHBIX KOMILJIEKCOB, COIEPXKAIIUX UMMY-
HOTJIO0YJIMHBI U paHHUE KOMIIOHEHTBhI KOMIUIEMEHTA, CBUIETENbCTBYIOT O pa3BU-
TUU UMMYHONATOJIOTHYECKOTO TMPOIIECCa U COOTBETCTBYIOT COCTOSHUIO MOpaXKeH-
HoM koxu [25]. Kpome Toro, Hanuuue B 1epMe MOPAKEHHOT0 Y4acTKa KOXH 00Jb-
HBIX, CTpajamoIux OoJsie3Hbl0 Xeinn-Xeiny, BOCHATUTENbHOTO HH(PWIbTpaTa,
npeacraBieHHoro T-nmumdonuramu, U 3PHEKTUBHOCTh MPOTUBOBOCHATUTEIBHON
WIM MMMYHOCYIIPECCUBHOW Tepanuu (TIOKOKOPTUKOCTEPOUIbl, METOTpPEKCaT,
[UKJIOCTIOPYH, JariCOH, TaKpPOJMUMYC) MpPEAIoyiaraloT MaTOTEHETHYECKYI pPOJb
kierounoro ummynuteta [31, 58, 83, 92, 109, 136, 193, 194, 236, 238]. Tak, Ha
¢oHe mpuema IUMKIOCIOPHHA BBISBICHO CHU)XEHHME OOIero KojudectBa T-
mamponutos (CD3") B smunepmuce u aepme [193]. Ilpu stom cympeccus T-
xennepos (CD4") compoBosxkaanack poctoMm T-cynpeccopos (CD8"), knerok Jlan-
repranca u CD1" knerok, skcnpeccupyromux HLA-DR [193]. BrickasbiBaercs
MBICITb, YTO, HECMOTPS Ha MOJICKYJISIpHBIE N€(PEKTHl MEXKKICTOYHOW aAre3nu Ha
HOPOTSKEHUH BCETO AMUIEPMAIIBHOTO IJIacTa KOXKHOTO MOKPOBa y OOJBHBIX, CTpa-
nammx 0oje3Hblo Xelnu-Xennu, mMaHnudecTausi MaTojJoTMYecKoro mpolecca
BO3HUKAET TOJBKO MOJI ACMCTBHEM BHEIIHUX (PAKTOPOB (HampuMep, TpeHue, ymuo,
Y ®-o0nyuenue wiv WHQEKIM), KOTOPhIE MPOBOMUPYIOT UMMYHOMOTYTHUPYIOIINN
UUMTOKMHOBBIN (MHTepnerkunsbl (I1L-2, I1L-4, IL-8), dakTop Hekpo3a omyxoiien aib-
¢da 1 ramma-uHTpePepoH) U TMMPOIMTAPHO-BOCTIATUTEIbHBIN OTBET [227]. Kpome

TOro, IMpoOBOAMMBIC SKCIICPUMCHTAJIbHBIC HCCIICJOBAHUA 110 H3YYCHHUIO MOJICKY-
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JSIPHBIX OCHOB Pa3BUTHs 00e3HU Xeinn-Xelnu MOATBEPKAAI0T BaXHYIO POJIb
IPOBOCIAUTENBHBIX HUTOKMHOB |L-6 u IL-8 B perymsmum skcnpeccuu resa
ATP2CI1 B romeoctase u/unu Bocnanenuu koxu [170].

Ecnu ydactre KJ1eTOUHOTO UMMYHHUTETA B PA3BUTUU 00JIe3HH XeWnu-Xeinu
CTAHOBUTCS] OUYEBUJIHOM, TO POJIb TYMOPAJILHOTO OTBETA OCTAETCA MOKA 3araJIKOM.

B nutepatype umerorcs Iullb €IMHUYHBIE COOOIEHUS O BBISIBICHUU B ChI-
BOPOTKE OOJBHBIX, CTPAAAIONTUX OO0JIE3HBI0 XeWn-Xehnu, nupkyaupyromux 1gG
K aHTUT€HAM MEXKJIETOYHON CyOCTaHIIMM BOJIOCSHBIX (POJUTMKYJIOB, IIUTOIIA3MbI
KEPaTUHOLMTOB, CAPKOJIEMMBI IJ1aJIKON MYCKYJIaTypbl KOKH, STIUTENHS MMHILEBOJA
00€3bsSIHBI 1 MOYEBOTO ITy3bIpst KpbIchl [42, 49, 135, 234]. HenaBHO npencTaBicHbI
CBEJCHUS O HAMYMU JIECMOTJIEHMH- M JECMOKOJUIMH-CHEIM(PUUECKUX aHTUTEN Y
YKEHIIMH, CTpajaromux 0one3npio Xennu-Xeinu [49, 234]. Tlpu stom 1gG Opum
celM(pUUHbl 111 1eCMOTIEHHOB 1, 3 U 1eCMOKOJIIMHOB 1, 2, KOTOpBIE, KaK M3-
BECTHO, SABJISIOTCS aHTUTCHAMHU-MMIICHSIMHU TPH ayTOMMMYHHOH My3bIpuaTke [27].
HNHTepecHo, UTO NMpU AMHAMUYECKOM HAOJIOICHUH ciydasi 0osie3Hr Xennu-Xenu
C HaJIMYUEM JECMOTJIEUH-CIeNU(PUIECKX aHTUTeN oOHapyxeHbl 1gG Kk Mexkie-
TOYHON CyOCTaHUMU MHOTOCIOWHOTO 3nuTenus B TuTpe 1:400 Tonmpko cnycTts Mme-
CSILbI [P HEOAHOKPATHO PaHEE MPOBOJUMBIX MCCIIETOBAHUAX C OTPULIATEIbHBIMU
pesyapTatamu [234]. JlanHOe HAOMIOICHUE MTO3BOISET MOATBEPAUTH, MHEHHE Psijia
aBTOpOB [42, 49, 135, 234] 0 posi aHTUTEN K aHTHUTEHAM MEXKJICTOYHOW CyOCTaH-
MM B Pa3BUTUU U TeueHHH OoisiesHn Xeinmu-Xeinu. [Ipu 3ToM MycKOBBIM Mexa-
HU3MOM, BEPOSATHO, BTOPUUHOTO ayTOMMMYHHOI'O MPOLECCA, MOTYT CIY>KUTh I'€He-
TUYECKU JE€CTPYKTHUBHBIE KEPATHHOLIUTBI.

W3BecTHO, YTO KEpaTMHOLMUTHI 00JIaZal0T CIOCOOHOCTBHIO HHIYLIMPOBATH
MMMYHHYIO PEAKIMIO B OTBET Ha 3MUAECPMAIBHYIO arpeCcCHI0 CO CTOPOHBI BHYT-
peHHel u/unu BHemHen cpensl [13]. UMmyHHas peakiusi OCyIIECTBIISIETCS 3a CUET
BPOXKJAEHHOTO U aJallTUBHOTO UMMYHHUTETA MOCPEACTBOM Psijla IUTOKHMHOB, TAaKUX
kak TLR7 u TLR9 (Toll-like receptor families) [110]. Cuurarot, 4TO HapymicHHE
UMMYHHOTO OTBETa, BeJyllee K XpoHU4Yeckoi aktuaimu 10ll-momo0HbIx periern-

TOPOB, MOXET SIBJISATHCS OCHOBOINONAralmuM ((pyHIaMeHTaIbHBIM) IyCKOBBIM
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MEXaHU3MOM ayTOMMMYHHBIX mporteccoB [110]. IlpeamonararoT, 94T0 TOM0OHBIN
(dbeHoMeH MoKeT HaOMIoAaThea U npu Oosie3HH Xelnu-Xelnu B OTBET Ha TOTEPIO
CIIOCOOHOCTH KJIETOK K MEXKIJIETOUHOM aare3uu [253]. KepaTHHOIUTHI ¢ 3aJ105KEH-
HOM JECTPYKTMBHOM T'€HETHYECKOW MPOrpaMMOM IIPU JAHHOM IMATOJOTHH MOTYT
CIIy)KUTh HAyaJOM BTOPUYHOTO ayTOMMMYHHOTO OTBeTa VIS-a-VIS K HEKOTOPBIM
OEJIKOBBIM AHTUTCHHBIM JETEPMHHAHTAM MEKKJIETOUHOTrO clerieHus. 3BecTHo,
YTO BTOPHYHBIA ayTOMMMYHHBIA OTBET Kak (DEHOMEH ayTOMMMYHHOTO TIpoIecca
BO3HHUKACT, HAIPUMEP, MOCIIC KIIETOUHOW ACCTPYKIINH, BRI3BaHHOU BUpycoM [27].

Takum 00pazoM, KITMHUYECKHE HAOIIOMCHUSI U PE3YJbTaThl psaa dKCIEPH-
MEHTAJIBHBIX PA0OT CBUETEILCTBYIOT O BO3MOKHOM YYaCTUU UMMYHHOUN CHCTEMBI
B pa3BuUTHM Oosie3Hn Xennu-Xein. OIHaKo KaKkoBa MCTUHHAS €€ POJib MPH JIaH-
HOM T'€HETUYECKH JICTCPMUHUPOBAHHOM COCTOSIHUM MPEICTOUT €I1E BHISICHUTD.

3AK/TIOYEHHE

bone3nps Xeinu-Xeam — HacaeCTBEHHBIM BE3UKYJI0-0yIUIe3HbBIN 1IepMaTo3,
MEePEIAOIINANCS ayTOCOMHO-JOMUHAHTHBIM ITyTE€M C Pa3JIMYHON F€HETUYECKOM Iie-
HETPAHTHOCTHIO. JIOCTUTHYTBIE 3a TIOCIEAHUE TOAbl YCIEXU 10 U3YYEHUIO TE€HETH-
YECKUX MPUYMH U MOJIEKYJISIPHBIX MEXaHU3MOB 3a00JIeBaHUs MTPOIEMOHCTPUPOBA-
JIM BaXHYIO POJIb BHYTPUKIETOYHOTO KaJIbIUs B PETYISLUN MEKKIETOUHBIX B3au-
MOJIEUCTBUM B anuaepmuce. IpeamnonararT, 4To yBeIMYEHUE KOHIEHTPALUU LIU-
TO30JILHOTO KaJIbLIMSI U YMEHBIIEHHUE €€ B annapare [ oJbIku NPUBOAUT K CHUXKE-
HUIO TJIMKO3UIUPOBAHUS M HEMPABWIBHOMY (JIe(DEKTHOMY) PacoIOKEHHIO MOJIe-
KYJI MeXKKJICTOYHOU aAre3uu (IecMocoMallbHbIC MPOTEHHBI) anuaepmuca [85, 176].
PesynbraToM mociiemHEro SBISAETCS MOBPEXKICHUE JIECMOCOMAIBHOTO anlapara,
MPUBOJISIIEE K PA3BUTHIO OCHOBHOTO THMCTOMATOJIOTMYECKOrO MPHU3HAKA OOJIE3HU
Xennu-Xeunm — akaHTOJIU3Y.

HoBas renetrnyeckasi KOHIIENIMS, BbIIBUHYTAas] HA OCHOBAHUM BbISBICHHBIX
MOJICKYJIIPHBIX KOH(MOpMAIIUii, MO3BOJSET OOBSCHUTH Pa3HOOOpa3ue KIMHHUYE-
CKUX MpOosiBIeHUH Oone3nn Xennu-Xeinu, npuirnHa KOTOPOM JIEKUT B MyTalluu
rena ATP2Cl, xomupytomero cekperopHo-mpoBoasmue myta  Ca2+/

Mn2+ATPase [132]. Tak, BO3HUKIIINE Ha paHHEH CTaJWH HOPMAJIbHOTO AMOpHOre-
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He3a MOCT-3UrOTHBIE MyTanuu de NOVO, Oarogapsi COMaTHYeCKON pPeKOMOMHAITUH,
MPUBOMST K JIOKAJTU30BAHHOW TOIMYJISIMU T€TEPO3UTOTHBIX KJIETOK, YTO CIIOCO0-
CTBYET JIOKAJIM30BaHHBIM (CErMEHTAapHBIM) MposiBiIcHUIM Oosiesnn [116, 134, 217].
[Tpu »TOM BHE MTOPAKEHUN KOKa KIWHUYCCKU W TEHETUYECKHU SIBIISIETCS 3JI0POBOM.
B sTux cnydasx 3a0ojieBaHME UMEET CKIOHHOCTh K paHHEMY MPOSBICHUIO U J00-
POKAaYECTBEHHOMY TEUYEHMIO, & TAKKE€ — MPOTEKaTh MPU OTCYTCTBUU CEMEUHOTO
aHaMHe3a 1 0e3 Tepeiayn ero MmocieayomuM nokojaeHusm [116, 120].

[TocT-3uroTHBIE MyTaIlMU, BOSHUKIIINE HA PAHHUX CTAIUSIX PAa3BUTHS Y TeTe-
PO3UTOTHBIX 3apOJIbIieil (3MOPHUOHOB), TPUBOJSIT B CETMEHTAPHOU 00JIACTH K T10-
Tepe TeTepO3UTrOTHOCTU C (POPMHUPOBAHUEM TOMO3ZUTOTHOIO WJIM T€MHU3UTOTHOIO
cocTostHUsI Ha (poHe yke OCHOBHBIX MyTtarui [52, 116, 117, 118, 119, 144, 183,
197, 217]. B sTux ciydasx 3abojeBaHue UMEET 0oJiee TSHKEI0e TeUeHHEe ¢ BhIpa-
YKEHHBIMHU KIIMHUYECKUMH TIPOSBICHUSIMU C TTOCienytomiel (B 6osee mo3aHue cpo-
KHM) TeHepalM3aluell MaToJI0ruYecKoro IMpoiecca Mo BCEMY KOXKHOMY TOKpPOBY.
Cuuraror, 4yTo pa3BuTHE 00JIE3HU XEWUTu-XEeMIu y reTepo3uroTHhIX JIML OrpaHH-
YMBACTCS MOpaXKeHHEM TOJIbKO Koxku [116, 117, 120]. Torma kak, moreps rerepo-
3UTOTHOCTU 00enx «GyHKIMOoHANBHBIX» amieneil reHa ATP2C1 y roMO3UroTHbIX
JIUI] MOKET TPHUBOJIUTH K YTPOXKAIOIIEMY JJIsl )KU3HU COCTOSIHUIO C BOBJICYECHUEM
BCET0 KOXKHOTO TOKPOBa, BHYTPEHHUX OPTraHOB M CHUCTEM BIUIOTH JO JIETAJIHLHOTO
ucxopa [118, 197].

Tem He menee, Tounast npuunHa myTaiuu reHa ATP2C1, koTopelit oTBeqaer
32 MeTabOJIMYECKUE PACCTPOMCTBA, KaK HA KJIETOYHOM, TaK U CyOKJIETOUHOM YpOB-
HSX, OCTaeTcsl HeACHOW. OTCYTCTBHE KOPPENSLUMN KIMHAYECKON KAPTUHBI C TUIIOM
MyTaIi, a Takke B OOJBIITMHCTBE CIy4aeB — CEMEHHON MpepacnoioKeHHOCTH
MO3BOJISIET TPEANOIOKUTE CYIICCTBOBAHUE JOMOJHUTEIBHBIX MATOTCHETHUYECKHUX
(MexaHnuecKkuX, (U3MUYECKUX, TOKCHYECKUX, aJUICPTUYCCKUX, OaKTephuaIbHBIX)
bakTopoB, crocoOCTByrOIMX MaHuecTaiuu 0one3Hu. Hekoropeie U3 3TuX (ak-
TOPOB, BKJIIOYash UMMYHHBI OTBET, MOTYT TaK)Xe SBISATHCS MPUUMHOW MYyTalldi

reHa. OTMEUYEHO, YTO TOPMOHAIBHBIM CTATYC U SIHUTCHETUYECKHe (HaKTOPhI
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(HampuMep, JeKapCTBEHHBIC TpEMapaThl, aJJIEPTreHbl) OKa3bIBAIOT CYIIECTBEHHOE
BJIUSHUE HA KIMHUYCCKUE MPOsIBICHUS 0ose3nn Xenu-Xeiau [48, 58, 109, 209].
be3ycnoBHO, MaroreHeTUYECKUH MeXxaHu3M (OPMHUPOBAHUS U PA3BUTHUS
aKaHTOJIM3a CJIOKEH W TPeOyeT BHECEHUS OIPEACIICHHON SICHOCTH: BO3MOXHO H3-
MEHEHHUE CTPYKTYPbI MOJIEKYJ aJIF€3UU MOXET OBbITh CBSI3aHO WJIM C aHTUTEIIAMH,
HaIpaBJICHHbIMU MPOTUB MOJEKYJ aJre3ud, UM B pe3yjbTaTe MyTallMil B IeHE
ATP2C1, unm cymiecTBOBaHHE OAHOBPEMEHHO TOTO M jApyroro. IlpuHuMas Bo
BHUMAaHHE BO3MOKHOCTb YYaCTHSI CAMBIX Pa3JIMYHBIX MEXaHU3MOB BOZHHUKHOBEHUS
Oone3nn Xenu-Xennu, 3ta npodjaemMa Hy»KIaeTcs B Pa3BUTUU U JTaTbHEHUIIEM HC-

CJIEOBAHMH, B TOM YHCJIE HA MOJIEKYJISIPHO-OMOJIOTUYECKOM YPOBHE.
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I'nasa II. MATEPUAJIBI U METOAbI UCCJIEJOBAHUA

2.1. MaTtepuaJjibl HCCJIeI0BAHUS.

PaboTa BbITIOJIHEHA HA OCHOBaHUM PETPOCHEKTUBHOTO aHaJIU3a UCTOPUM 00-
ne3Hu 36 MaluueHTOB, MPOCIEKTUBHOTO KIMHUYECKOTO UCCIEAOBAHUS U U3YYCHUS
Ouonornueckoro Marepuana 24 00JbHBIX, CTpagAONIMX 00JIe3HbI0 Xenn-Xenu.
3a nepuoa ¢ 1993 no 2013 rrT. ycTaHOBJIEH NMEPBUYHBIA IMArHO3 JAaHHOTO JepMa-
to3a 36 marmenTtam. OOcnenoBaHre OONBHBIX MPOBOJWIOCH B OTIEICHUH JIepMa-
TOBEHEPOJIOTUH U JIEPMATOOHKOJIOTUH ['0Cy1apCTBEHHOTO OIOIKETHOTO YUpexie-
HUS 371paBooxpaHeHus MockoBckoi o6mact «MOCKOBCKHI 00JIacTHON Hay4dHO-
MCCIICIOBATENIbCKUN KIIMHUYECKUA MHCTUTYT M. M.®. Bragumupckoro», I'ocy-
JAPCTBEHHOTO OIO/HKETHOTO YUPEXKICHUS 3]paBoOXpaHeHusi MoCKoOBCKoOM 00s1acTu
«MOCKOBCKUN 00JACTHOW KIMHUYECKUN KOMKHO-BEHEPOJIOTHUYECKUN JTUCTIAHCEPY,
Ha 0aze denepanbHOro TOCYAaPCTBEHHOTO OIO/KETHOTO yupexaeHus «Deaepaib-
HbII HAYYHBIN LEHTP TPAHCILUIAHTOJOTHH U MCKYCCTBEHHBIX OPraHOB MMEHU aKa-
nemuka B.Y. IllymakoBa» MunucrepcrBa 3npaBooxpanenus Poccuiickoin dene-
paiun U [ocygapcTBEHHOro OIOKETHOTO YUPEKICHUS 3IPAaBOOXPAHEHUS T.
MockBbl «MOCKOBCKMM HAayYHO-NPAKTUYECKUN LEHTP JACPMATOBECHEPOJIOTHUU H
KocMmeToJioruu JlemaprameHnTa 3ApaBooxXpaHeHust . MOCKBBI».

Cpenu OOJIBHBIX CEMEWHON T0OpOKauYeCTBEHHOW XPOHHYECKOW My3bIpyaT-
kol ['yxxepo-Xeinu-Xennu 6pu10 15 My» 4t u 21 jkeHIMHa B Bo3pacte oT 25 110
77 ner (cpenuuii Bo3pacT 47,75+12,4 netr). Y Bcex MAIMEHTOB MaTOJOTHUYECKUN
MPOIIECC JIOKAJIU30BAJICS HA KOYKE C BOBJICUCHUEM OJJHOBPEMEHHO BUIUMBIX CIIH-
3UCTBIX 000JI0UEK TOJBKO B OJTHOM Ciiydae u3 oO0cieJoBaHHbIX 36 OoybHBIX. B Ka-
XKIOM Cllydae JuarHo3 3a00JeBaHUsl CTaBWJICA HAa OCHOBAaHUM aHAMHECTHYECKHUX
CBEJICHUH, KIMHUKO-MOpdomornueckoi kapTuHbl, peHomena Hwukonbckoro, pe-
3yJbTATOB IIUTOJIOTMYECKOTO U MATOMOP(OIOTHUECKOTO METOIOB UCCIICIOBAHMUS.

[Tpu mocTyrieHUH B OT/IETICHUE BCeM OOJIbHBIM OBLIIO MPOBEEHO KOMILIEKC-
HOE 00CJIe/JoBaHNE, BKIIIOUYABIIIEE UCCIICIOBAHUE KIMHUYECKOTO U OMOXUMHUYECKO-

IO aHajau3a KpOBH, KOATyJorpamMmy, OOIIMK aHAJIU3 MOYH, PETUCTPALIUIO AIIEKTPO-
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kapauorpammbl (OKI'), peHTreHOCKONHMI0 OpPraHoB IPyJHOM KIIETKH, MUIIEBOAA,
xKenyaka, a3o¢aroractpoayoaeHockomnuto (IPIIC), ynpTpa3ByKoBO€ UCClIe0Ba-
Hue (Y3U) opranoB OprolIHOM MOJIOCTU U Apyrue uccienoBanus. [Ipu nokazanusx
OonbHBIE OBUTM KOHCYJIBTHPOBAHBI BpauaMu JAPYTUX CIEHMUANIBHOCTEH (TeparesT,
MICUXOTEPANeBT, aKylIep-THHEKOJIOT, SHI0KPUHOJIOT, (hU3UOTEepareBT, opTaibMo-
JIOT, HEBPOJIOT, OTOPUHOJIAPUHIOJIOT, TeHEeTHK). LluTonorudeckoe ucciaenoBaHue
Ma3KOB-OTIIEUYAaTKOB CO JHA 3pO3Wid mpoBenaeHo 21 marueHTty Oose3Hpro Xeim-
Xeiinu B nadoparopun ['6Y3 MO MOKKBJ/. T'ucronorudueckoe uccienoBaHKE
ouornrara MOpPa)KEHHOIO0 C 3aXBATOM KJIMHHUYECKHM HMHTAKTHOIO YYacCTKOB KOXH
POBENECHO 29 OOJNBHBIM JIaHHBIM T€HOJIEPMATO30M B OTIEJIEHUU MaTOMOP(OIOrun
I'bY3 MO MOHUKH um. M.®. Bragumupckoro. UMMyHOJIOTHYECKHE U UMMY-
HOTMCTOXUMHUYECKUE UCCIeq0BaHus poBoamnch Ha 6aze OI'BY «DHI[THUO uwm.
ak. B.W. IllymakoBa» Mwun3znpaBa Poccum» u I'bY3 r. MockBbl «MOCKOBCKOTO
Hay4YHO-TIPAKTUYECKOr0 LIEHTPa JIEPMATOBEHEPOJIOTUN U KocMmeTosoruu Jlemapra-
MEHTa 3/IpaBooxXpaHeHus I. MockBb». C 1eNbl0 onpeaeiaeHus 0COOEHHOCTEH UM-
MYHOJIOTHYECKHX U UMMYHOMOP(HOIOTHYECKUX TPU3HAKOB 0oJie3HN Xeinm-Xeinu
(UMPKYJIUPYIOIIUE AHTHUTENAa U (PUKCUPOBAHHBIE MMMYHHBIE KOMILJIEKCHI) OBLIM
WCITIOJIb30BAaHbI METO/Ibl MEUEHBIX aHTUTEN (IPSAMON M HEMPSIMOM METOJbI UMMY-
HodurOOpectieHInK). HenpsMbIM METO0M HMMMYHO(MIIOOPECIICHIINN  BBISBIISLIIN
HUPKYJIUPYIOUIUE aHTUTENA B CBIBOPOTKE KPOBU OOJIbHBIX, CTPAJIAIOIINX 00JIE3HBIO
Xeiinu-Xennu, UCroib3ysl pa3IndHbie cyOcTpaThl (HOpMaabHasl KOXa 4esloBeKa U
MJICKOITUTAIOMIMX (KOXa TeJIeHKa, KPOJIMKa, KPBICKI, MBIIIIH), CEP/IIie TeJIeHKa) [5].
HccnenoBannio MOABEPIIIUCH CHIBOPOTKU 16 OONBHBIX, CTpajaromux OOJE3HBIO
Xennu-Xewnu. B kaduecTBe KOHTPOJS HCIOJIb30BAIM HOPMAIBHYIO CBIBOPOTKY
(’KMBOTHBIX M Y€JIOBEKA, BKJIOYAs 3/I0POBBIX POACTBEHHUKOB OOJBHOM, CTpaJaro-
et 6o1e3upr0 Xeinn-Xem) u CBIBOPOTKY 7 OOJIbHBIX Pa3HBIMHU KOKHBIMHU 0O-
ne3Hsmu (OyJie3HbIi eMpuroni, ceOOpEHbI TepMaTUT, XPOHUUECKasT UCTHH-
Has SK3eMa, MHOrO(OpMHasl SKCCYIaTUBHAS SpUTEMA, KPACHBIN IIOCKUN JTUIIAi).
N3ydyenne ocoOGEHHOCTEN OTIOXKEHUS UMMYHOTJIOOYJIMHOB OCHOBHBIX Kiac-

coB (A, M, G), C3 komnoHeHTa KOMIUJIEMEHTa U puOpUHa MpoBe/IeHO B 35 Ouor-
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TaTax KJIMHUYECKU MHTAKTHBIX, MOPAXKEHHBIX U PaHEe MOPAKEHHBIX YYaCTKOB KO-
KU 24 OONbHBIX, cTpajgarolux Oone3Hplo Xeinu-Xeitnn. B kauecTBe KOHTpoOIA
UCITIOJIb30BaHbl OMOMNTATHl KOKHU MPAKTUYECKHU 3/I0POBBIX JIMILI, BKIIOYAs OJM3KUX
POJICTBEHHHKOB OOJILHOM, CTpamaromiei 0ose3npro Xennu-Xeinm, u 7 OOJbHBIX
Pa3HBIMU KOXHBIMH 3a00JI€eBaHUAMH (XpOHUYECKas dK3eMa, MHOTO(GOpPMHAs dKC-
CyJlaTHMBHAsl dpUTEMa, KPACHBIM IIOCKMM Jniiai, Oysuie3Hbid nemdurona). Bo
BCEX CIIy4asX M3Y4YaJlHCh CEpUUHBIE cpe3bl mpenaparoB. C LENbI0 U3YYEHUs CO-
CTOSIHUA PSifa CTPYKTYpP IECMOCOMAJIBHOTO amnmapara 3MHAEpMHCca U ONIPEACICHUS
MOJICKYJISIPHO-OMOJIOTUYECKUX MHUILEHEH mpu 00Je3Hu Xeinn-Xelnu npuMeHsum
HEMPSAMON METOJI UMMYHO(DIIOOPECHEHIIMU € UCIIOIb30BAHUEM MOHOKJIOHATBHBIX
aHTuten. [[ns u3ydyeHus XxapakTepa 3KCIPECCHH aHTUT€HOB MEKKJIETOYHBIX CO-
€AMHEHUI (J€CMOCOM) MCIIOJIb30BAIM MOHOKJIOHAIbHBIE aHTUTENA, CIIELU(PUIHbIE
K MOJIEKYJIaM aAre3uH KaJrepuHOBOIO KOMIUIEKCA, JECMOCOMAJIBHOMY IIPOTEHHY
(necmorunakus 1), mnakorinoOuny u 0enky uTockeneTa (nurokepatut 5). C 1enbro
OINpEENECHHS SKCIIPECCUH BBILIE YKAa3aHHBIX CTPYKTYpP I€CMOCOM (KaJArepUHOBBIM
KOMILJIEKC, TJIAKOTJIOOMH, JECMOCOMAJIbHBIN MPOTeuH | Thma, IUTOKEpaTHH 5) uc-
cleloBaHbl 26 OuonTatoB KOkHU 19 O0NbHBIX, cTpamarommx O00e3HbI0 Xeuin-
Xeiinu, u3 HUX 15 GMONTATOB ¢ KIMHUYECKU MHTAKTHOTO Y4acTKa KOXH, 7 — ¢ o4a-
ra nopakeHusi U 4 — ¢ paHee MOPAKEHHOI0 y4acTKa KOXKU. B kauecTBe KOHTPOJIA
MCCJIEIOBAHbl OMONTAThl KOKU 5 3A0POBBIX JIUI, BKJIIOYAsl POJCTBEHHUKOB 0OJIb-
HOM, cTpajaroieil 00Je3HbI0 Xelnu-Xennu, u 7 00JIbHBIX pa3HbIMH KOKHBIMU Ta-
TOJIOTHSIMU (ayTOMMMYHHasl Iy3bIpuaTKa, Oyiuie3Hbld nemurounsa, npuooOpeTeH-
HBIN OYJIJIC3HBIN SMHUIEPMOITU3).
2.2. O0paboTKa OMONCUITHOTO MaTepHUAaJIa.

B3stue Ouornicun Kok MPOBOAUIOCH O] MECTHOM aHecTe3uen 2% pacTBo-
pOM HOBOKanHa win nuaokanHa. Kycouku tkanen koxu pazmepom 0,3x0,5 cm 3a-
MopaxkuBainu npu -20°C. Cpesbl TOJIUHOW 5 MKM TOTOBUJIM B MUKPOTOM-KPHO-
crate (-20°C). HacTh cepuiHBIX CPE30B UCMOJIB30BAIN B HEPUKCUPOBAHHOM BH/IE,
a IPyrylo 4acTh NPEIBapUTENIbHO o0pabaThiBamu MSTKO jAeHartypupyromei 40%

BOJIHOM CMECBIO 3TaHOJA MPU KOMHATHOM Temrieparype. Kpuocraraele cepuiiHbie
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cpe3bl, GUKCUPOBAHHBIE 96° 3TaHOJIOM, OKpAITUBAJIN F€MATOKCUIMHOM U 303UHOM
JUTs1 MOP(OJIOTHYECKOTO KOHTPOJIS.
2.3. MeToa BbisiBJIeHUS! PUKCUPOBAHHBIX AHTHTEJI.

[TpuMeHsIM KJIaCCMYECKUM U MOJIU(PUITMPOBAHHBIN MPSIMOM METOJ UMMY-
HodmroopecueHuu [1, 4, 5, 24] ¢ ucnoab30BaHUEM MOHOCTEITU(DUUESCKUX JTFOMHU-
HECLIMPYIOIINX CHIBOPOTOK MPOTUB OCHOBHBIX KJIACCOB UMMYHOTJI00YIHHOB (G, A,
M), nmpouzBoactea ®I'bY «HUNUIM um. H.®. TI'amanen» AMH P® (Dunuan
«Mearaman» OI'BY «HUNUDOM um. H.®. I'amanen» AMH P®), npotus C3 kom-
noHeHTa komruieMeHta (CHEMICON, Ascrpamms) u  mpotuB  (HuOpuHO-
rew/pudpuna (DAKO CYTOMATION, [auwms). KpuocrtatHbie cpesbl, IHOMe-
HICHHBIE HA MPEIMETHOE CTEKJIIO, MOACYIIMBAIM B TeueHUEe 30 MUH TPU KOMHATHOM
TeMriepatype. YacTb Cpe30B MpeaBapUTEIbHO 00padaThIBaIM MSTKO JICHATYpH-
pytommmu 40-60% cmecsamu dTaHONIA IPU KOMHATHOM TeMIepaType B TeueHue |
MUH C TIOCJICIYIOIIUM UX POCYIIMBAHUEM B T€UEHUE 5 MUH. 3aTE€M CPE3bl IPOMBI-
Banu B (pusnosiornaeckom pactBope ¢ gocdarusim 6ydepom (PBS), pH 7,0-7.4, B
TeueHue 3-5 MUH U 00padaThIBAIM JTIOMUHECIMPYIONIEH CHIBOPOTKON (METKa U30-
THOIIMaHATOM (hIIF0OpECIienHa) MPOTUB UMMYHOTJIOOYIMHOB KitaccoB G, M, A, C3
KOMITOHEHTa KoMmruieMeHTa u ¢ubpuHoren/pudpuna B teuenne 30 muH. BHOBB
npoMbiBasin PBS 3-5 mun. 3akmtouanu B 60% HEHUTpabHBIN TIULEPUH O] TO-
KpOBHOE cTeKJ0. C LEeNbI0 IPEAOXPAaHEHUS CPE30B OT BHITOPAHHUS B TIOMUHECLICHT-
HOM MHUKPOCKOTIE B TJIMIIEPUH J00aBIISUIA KPUCTAIUIMK Tapa-(heHWIeHAnaMuHa [9,
14]. UccnenoBanu cpessl B JromMuHeciieHTHOM Mukpockore LEIKA DM 4000B
npousBojctBa Leica Microsystems Nussloch GmbH (®PT') ¢ o6bexkTuBoM 40.

2.4. MeToa BbISIBJICHUS] HUPKYJIUPYIOLIAX AHTHTEI.

C uenpio BBIABJICHUS LIUPKYJIUPYIOMINX aHTUTEN K aHTUT€HAM MEKKJIETOY-
HOM CyOCTaHIMU SIHUJIEPMUCA TPUMEHSIA HENPSIMOM MeToa UMMYyHODII0opec-
neHnuu [4, 5, 24] B moauduurpoBaHHoM ero Bapuante. Cpe3bl TOTOBUIM U3 TKa-
HEl KOXHU YeNIOBEKa U psija BUIOB JIAOOPATOPHBIX JKMBOTHBIX (TEJICHKA, MBIIIIH,
KpBICBI, KpOJIMKA) W MCIONb30BaIu B (ukcupoBaHHoM Buae B 100% xomomHom

(4°C) anerone B TeueHue 3-5 MuH ¢ mocieayromieii npomeiekoit 8 PBS (pH 7,0-
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7,4) B Teuenue 3-5 MuH. 3aTeM Cpe3bl CHavYasia 00pabdaThIBaIn ucciaeayeMon (mmpo-
MEXYTOYHOM) HEMEUEHOM CHIBOPOTKOW. CBIBOPOTKY HCIIOIb30BaJIM B MAaKCHMaJlb-
HO OOJIBIIIOM YHCJIe pa3BEeJCHUM, yUUThIBasg caMoe OO0JIbIIIOE pa3BeleHUE, KOTOPOe
JIaBAJI0 YETKYIO MOJIOKUTEIbHYIO peakinio. Cpe3bl o0padbaThiBaIu MpU TeMIepa-
type 37,0-37,2°C Bo BnaxHO! KaMmepe B TeueHHe 45 MUH. 3aTeM MPOMBIBANHU 3-5
muH PBS (pH 7,0-7,4), 06pabareiBaiayn MEYEHON CHIBOPOTKOM MMPOTUB UMMYHOTJIO-
OynuHa yenoBeka kiacca G B TeueHue 30 MUH MpU KOMHATHOW TeMIIEpaType, CHO-
Ba nipombiBasii 3-5 muH PBS. 3akmouanu B 60% HeWTpanbHbIN IIULIEPUH TOJ T0-
KpOBHOE cTekio. [[1s mpegoxpaHeHusi Cpe30B OT BHITOPAHUS B JTIOMUHECIEHTHOM
MHUKPOCKOIIE B TJIUIICPUH T00ABIISIM KPUCTAUIMK mapa-heHwieHanaMmuna [5, 14].
OIHOBPEMEHHO CTABWJIM MOJIOKUTEIbHBIM U OTPULATEIBHBIN KOHTPOIU. [ima oT-
pHUIIATEIBLHOTO KOHTPOJISI MCIOJIb30BAIM HOPMAJIbHYIO CHIBOPOTKY (U€NIOBEKA WIIH
YKHUBOTHOI'0) B T€X K€ Pa3BEJCHUSIX U UHKYOUPOBAIM Ha CPE3€ CTOJBKO KE Bpeme-
HU, KaK U UCTIBITYEMYIO CBIBOPOTKY, COJICpIKaIlyI0 aHTUTEeNa. |15 MoI0XKUTeNbHO-
ro KOHTPOJI UCHOJIb30BAJIA CHIBOPOTKY, 3aBEIOMO M3BECTHO COJEPKAIIyl0 aHTH-
TeJia MPOTUB M3y4aeMOro aHTUTEHA.

C 1enbio BBISBICHUS ITUPKYJIUPYIONIMX aHTUTENI K aHTUT€HAM MHOKap/a U
€ro KOMIIOHEHTaM MPUMEHSUTH HETPSAMON MeToa UMMYyHoIoopecteHu. Kpuo-
CTaTHbIE Cpe3bl MHOKapAa TEJCHKa TOJIIMHONW 5 MKM TOTOBWIM B MHUKPOTOM-
kpuoctate (-20°C) u ucnonb3oBanu B ¢ukcupoBanHoM Buze B 100% xomomHom
(4°C) anerone B Teuenue 10 muH. [Tocse TaTeabHON MPOMBIBKHA CMEHIEMBIM (H-
3MOJIOTHYECKUM pacTBopoM ¢ pocharasim Oydhepom (PBS), pH 7,0-7,4, B Teuenue
3-5 MHH cpe3bl 00pabaThIBaIM HCCAEAyeMO (MIEpPBUYHON) HEMEUEHON CHIBOPOT-
KON O0JLHOTO (CHIBOPOTKY MPUMEHSUTH B MaKCUMaJIbHO OOJIBIIIOM YHMCIIE pa3Bejie-
HU) U BblAEpkUBaM B TeueHue 18 u npu 4°C Bo BnaxkHoil kamepe. [locne mpo-
MbIBKH B TeueHue 3-5 mua PBS (pH 7,0-7,4) cpe3st oOpabaThiBaJid JTIOMUHECIIH-
pylollel CHIBOPOTKOM MPOTHUB MMMYHOTIJIOOYJIMHA YesloBeka kiacca G B TEUEHHE
30 MUHYT BO BIQXHOW KaMepe MpU KOMHATHOW TeMIepaTrype, BHOBb MTPOMBIBAIIN
PBS B Teuenue 3-5 MunyT U 3akmodanu B 60% HEHTpanbHbIA TIULIEPUH MO TO-

KpoBHOE cTeKJI0. C 1eJIbI0 IPEeI0XPaHEeHUs CPE30B OT BBHITOPaHUs B TIOMUHECIICHT-
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HOM MHUKPOCKOII€ B TJIMIIEPHH J00aBIISUIM KPUCTAIUIMK Mapa-QGeHmwIeHIuaMuHa [5,
14]. YuurteBamm camoe 0OJbIIOE pa3BeeHHE CHIBOPOTKH, KOTOPOE J1aBaj0 YE€TKYIO
MOJIOKUTENIbHYIO PEAKITHIO.

2.5. BoisiBJIeHHE IKCIIPECCHH PAIAa AHTUTEHOB 1eCMOCOMAJILHOTO anmnapara
(kaarepuMHOBBIA KOMILJIEKC, IJIAKOIJIO0MH, 1€CMOCOMAJIbHBINA MPOTENH)
MHOTOCJIOIHOT0 MJIOCKOT0 MU TEJIHS.

[Ipu wuccnenoBaHuM psga AHTUIEHOB JIECMOCOM 3IHJEpMHUCA OOJIbHBIX,
CTpajaomux 00Je3Hbl0 Xelnu-Xeinu, uCronab30Bajll MOHOKIIOHATIbHBIE aHTUTE-
1a (MkAT) k kagrepunoBomy komiuiekcy (SIGMA, CIIIA), necmocoMaabHOMY
nporeuny (SIGMA, CIIA) u mrakornoouny (ZIMED, CIIIA). B menpsMom Me-
TOJIE UMMYHO(DIIOOPECIIEHITUN TTPUMEHSIIN JTIOMUHECIIUPYIONIUE CHIBOPOTKU TPO-
TUB UMMYyHOTI00yMHOB Mbin (HUW stmaeMuonorun © MUKpOOHMOTIOTHH WM.
H.®. I'amanieu AMH P®; UMTEK, Mocksa). KpuoctaTasie cpe3bl TOJIIIMHON 5
MKM TOTOBHJIM B MHKpoTOoM-Kpuoctare (-20°C). Mcrmonb3oBaiu cpe3bl B (PUKCHPO-
Ba"HHOM Buje B 100% xonognom (4°C) arerone B Teuenue 10 mun. [Ipu HaHece-
HuM MKAT Kk olHOMY M3 U3y4aeMbIX OEJIKOBBIX KOMIIOHEHTOB J€CMOCOMAJIBHOTO
amnmapara 3MHJIepMUca Ha cpe3bl Mpenaparbl BBIICPKUBAIM B TeueHUe 18 4 mpu
4°C Bo BnaxkHoi kamepe. Ilocite mpombiBku B Teuenue 3-5 mud PBS (pH 7,0-7,4)
cpe3bl 00padaThIBav JTIOMUHECIIUPYIOIIEH CHIBOPOTKOM MPOTUB UMMYHOTJI00YIIN-
HOB MBI B TeueHre 30 muH npu temmepatype 37,0-37,2°C Bo BIaKHOH Kamepe,
BHOBH nipombiBaii PBS (pH 7,0-7,4) 3-5 MuH u 3aKito4yaiiv 1o MOKPOBHOE CTEK-
70 B 60% HeWTpanbHblid ruuepuH. MccnegoBanu npenaparbl ¢ TOMOIIBIO JTIOMU-
HecrieHTHOro Mukpockorna LEIKA DM4000B npowussoxactsa Leica Microsystems
Nussloch GmbH, ®PT".

2.6. BoisiBjieHHe Oesika IUTOCKeEIETa — HIUTOKEPaTHHA 5.

Ucnons3oBanu MkAT cepun A6/1 k nuTokeparuny 5 (mpenoctaieHs J.1.
Hpo6simesckoit, HUM snuaemuonorun n Mukpoouosornn um. H.®. TNamanen
AMH P®, Mockga) [2, 11]. B HenpsiMmoM MeToJle UMMYHO(DIIOOPECLICHIINHN TPH-
MEHSJTH JTIOMUHECIUPYIONIUE CBIBOPOTKH TIPOTHB HWMMYHOTJIOOYJIMHOB MBIIIN

(HUU >nupemuonorun u mukpoduosnoruu um. H.®@. 'amanen AMH PO, Mocksa).
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Kpuocratabie cpe3bl KOKHU TOJIIIMHON 5 MKM TOTOBWJIM B MUKPOTOM-KpUOCTaTe (-
20°C). HUcnonb3oBanu cpe3bl B HepukcupoBanHoM Buje. [Ipu nanecennn MxAT
Ha cpe3bl IpenapaThl BbIAEpKUBaiu B TeueHue 18 4 npu 4°C BO BIAXKHOU Kamepe.
[Tocne mpombiBku B Teuenue 10 mun B PBS (pH 7,0-7,4) cpe3sl oOpabaTsiBaiu
JIOMUHECITUPYIONIEH CHIBOPOTKON MPOTUB UMMYHOTTIOOYJIMHOB MBIIICH B TEUCHHE
30 MMH TpU KOMHATHOM TeMmIepaTrype BO BIAXXHON Kamepe, BHOBH IMPOMBIBAIIU
PBS (pH 7,0-7,4) 10 muH un 3akmoyanu B 60% HEHTpaJIbHBIA TNIMLIEPUH O] 1O-
KpoBHOE cTekJo. VccnenoBanu mpenaparbl ¢ MOMOIIBIO JTIOMUHECIIEHTHOTO MUK-
pockoria LEIKA DM4000B npoussozactea Leica Microsystems Nussloch GmbH,
OPT.
2.7. MuxkpodortorpagpupoBaHue.

KpuocraTtHbie cpe3bl, 00pabOTaHHbIE JTIOMHHECHMPYIOLIUMU ChIBOPOTKAMHU
VI MOHOKJIIOHAJBHBIMHU aHTUTeIamMu, MedeHHbIMH FITC, dortorpadupoBamu c
nomotneio mudposoro doroanmapara NIKON coolpix 4500 Ha JIFOMUHECIICHTHOM
mukpockorie LEIKA DMA4000B mpomssoactea Leica Microsystems Nussloch
GmbH (®PT).

2.8. CraTucTuyeckasi 00padoTKa.

[Ipu co3zpanuu MepBUYHON 0a3bl JAaHHBIX KCIONB30BAJICA PEAAKTOP DJIEK-
Tponnbix Tabiui MS Excel 2010. Ctatuctudeckas o0paboTKa JTaHHBIX BBITIOJIHE-
Ha C MCIOJIb30BaHUWEM IMAKETOB MpUKIaAHbIX Iporpamm Statistica 10. CpaBHeHue
OMHAPHBIX ¥ HOMUHAIBHBIX MMOKA3aTEICH MEXIy JBYMS TPYyNIIaMHu MTPOBOIUIIOCH C
WCIIOJIb30BAaHUEM KpUTepHusi Xu-KBaapar. i cpaBHEHUS CBSI3aHHBIX (ITAPHBIX)
BBIOOPOK MPHUMEHSUICS HenapaMeTpuueckuil kputepuii Bunikokcona. Ilpu onwmca-
HUU JaHHBIX, PACIPEACICHUE KOTOPhIX OTVIMYAJIOCh OT HOPMAJIbHOTO 3aKOHA, pac-
CUMTHIBAJIUCh MEIWaHa W KBapTuiau. [Ipy HOpManmbHOM pacnpeleseHUuu JaHHbIE
MPEICTABIICHbl KaK CpeJHee 3HaueHHE W CTaHAapTHOEe OTkIoHeHue (Mzo). Ypo-

BEeHb CTATUCTUYECKON 3HAYMMOCTH ObLT 3aduKkcupoBan npu 3Hauenuu 0,05.
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I'nasa 1. KIMHUKO-MOP®OJIOTNUYECKAS KAPTUHA
BOJIE3HU XENJIN-XENJIN

3a nepuoa ¢ 1993 mo 2013 rr. B OTIEJIEHUU AEPMATOBEHEPOJIOTUHN U JEP-
maroonkojioruu '6Y3 MO MOHUKU um. M.®. Bragumupckoro 6110 rocrura-
JU3UPOBaHO 36 TANMEHTOB, CTPAJAONIMX O0JIe3HBI0 Xeimm-Xewnn (CHHOHUM:
ceMeifHas JoOpoKadeCcTBEHHAs XpOHUUEcKas my3bipuatka ['yxkepo-Xenu-Xem).
[TporieHT OONBHBIX, CTpagaroImX OoJe3Hbl0 Xennu-Xeinu, coctasun 0,29% ot
BCEX TOCIUTAIM3UPOBAHHBIX OOJIBHBIX PAa3HBIMU KOKHBIMU Oojie3HsaMu. [Ipu aToM
66,7% TpUXOANIOCH Ha JUIIA KEHCKOro 1oja, 33,3% — Ha Jula My>KCKOro moa.
Ha puc. 3.1 npencraBieHa MHOTOJICTHSISI IMHAMHUKa 3a00JIeBa€MOCTH O0JIE3HBIO
Xeinn-Xelnu 1Mo OTHOIMIEHWIO KO BCEM TOCHUTAIN3UPOBAHHBIM OOJIBHBIM C pa3-

HBIMH KO>KHBIMH 0OJIC3HSIMHU.
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PucyHok 3.1. MHoroneTHas gnHamuka 3aboneBaemMocTv 60ne3Hbi0 Xennu-Xenmnu B nNpoLeHTax no OTHOLUEHUO KO
BCEM rOCMUTaNU3NPOBaHHbIM 60MbHBIM C Pa3HbIMU KOXHBIMU 60NE3HSIMM HA OCHOBE KarneHAapHbIX feT.

Kak BuaHO u3 puc. 3.1 aHanu3 quHAMHKU MTOKa3aTesield CTallMOHAPHOIO Jie-
yeHus 3a nepuod ¢ 1993 mo 2013 rr. mokaszan TEHIEHUMIO K CHUYKEHHUIO 4YHCla
TOCTIMTAIM3UPOBAHHBIX OOJBHBIX, CTPAAAIONIUX OOJE3HbIO XeWnu-Xeuam, ot
0,74% no 0,24% ciy4yaeB B rof.

Cpenu OOJIBHBIX CEMEWHOM T0OPOKaYEeCTBEHHOM XPOHMUYECKOW My3bIpyaT-

kot ['yxxepo-Xeinu-Xeinu 0010 15 My»)unH u 21 KeHIMHa B Bo3pacTe oT 25 10
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77 ner (cpennuit Bospact 47,75+12,4 ner). Pacnpenenenue mauueHToB MO MOy U

BO3pAacTy Ha MOMEHT IOCIIUTAIIM3ALMH PECTABIEHO Ha puC. 3.2.
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PucyHok 3.2. PacnpegeneHve 6onbHbiX, cTpagarlmx 6onesHbio Xennu-Xennum, no nomny u Bo3pacTy Ha MOMEHT
rocnuTanusauun.

Kak BunHO u3 puc. 3.2 6oie3Hp0 Xelnn-Xeinn KEeHIIUHBI CTpaJaii He-
CKOJIbKO Yallle, YeM MY>KUYHHBI (COOTHOIIEHUE KCHIIMH K MYKYMHAM COCTaBJISIET
1,4:1). Bo3pacTtHoli Auamna3oH IMUKa 3a00JIEBAEMOCTH TAIIMEHTOB MPHUXOIUIICS Ha
Bo3pacT oT 41 roga no 50 neT u coBmajgan ¢ MUKOM 3a00JE€BAEMOCTH Y MY>KUMH
(46,7% ot oOmiero umcia OOJMBHBIX MYKCKOTO moja). I[luk 3abosieBaeMocTd y
YKEHIMH npuxouics Ha Bo3pacT ot 31 roga mo 40 net (38,1% ot oOuiero uncina
OO0JIBHBIX )KEHCKOTO I10J1a).

Cpok# IOCTAaHOBKH JIMarHO3a C MOMEHTa MaHU(ECTAIMHU TIEPBhIX MPU3HAKOB
Oosie3Hu coctaBisuin ot 1 mecsna ao 47 ner (B cpennem 13,57£12,3 rona). Pac-
npejeneHue OOJbHBIX, CTpaaloMX 00JiIe3HbI0 Xelnu-Xennu, no mojxy OTHOCH-

TEJILHO JUTMTEIHFHOCTH 3a00JICBaHMS IIPEACTaBICHO Ha puc. 3.3.
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PucyHok 3.3. Pacnpegenenne 6onbHbIX, cTpagarolmx 6onesHbto Xennu-Xennu, no nomny OTHOCMTENbHO ONUTENb-
HOCTM 3aboneBaHus.
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Kax Bunno u3 puc. 3.3 B 14 (38,9%) ciydasix nuarHo3 ObLT BBICTABIICH B Te-
YeHue MepBhIx 5 set, B 8 (22,2%) ciydasx — B Teuenue 11-20 et u B 8 (22,2%)
Ipyrux ciydasx — B TedeHue 21-30 mer. VY sxeHIIMH oOpaniaeMocTh B TEUEHHUE
MIEPBOTO TOja OT Havdayia 3aboseBanus Obuia BhImie (19%), yem y myxauH (6,7%).

Cpenu xeniuH HaubOosee yacras (23,8%) oOpaiiaeMocTh TpUXOAWIach Ha
cpok oT 1 roga no 5 et u o 19% — Ha cpoku 11-20 u 21-30 ner. Y My)4nH Mak-
cuMajbHas 00pamaeMoCcTh HaOII0Janach MpH JUIMTEILHOCTH 3aboieBaHus OT 1
roga 1o 5 aet, ot 11 mo 20 met u ot 21 g0 30 aet (o 26,7% COOTBETCTBEHHO).
[Toce 30 net Gose3HU OOpAIIaeMOCTh 32 MEIUITMHCKONW TTOMOIIBIO PE3KO CHIDKA-
Jack Kak 'y MyxxuuH (6,7%), Tak u y xeHiuH (4,8%).

Cpenu OOJIBHBIX CEMEWHON TOOpOKaueCTBEHHOW XPOHMUYECKOW My3bIpyaT-
kol ['yxkepo-Xeinu-Xeinu npeobnananu (80,6%) xutenu ropoja, u3z Hux — 17
(58,6%) xenmmua u 12 (41,4%) myxuuH. 19,4% ciayyaeB mpuXOoAUIIOCh HA KUTE-
JIeit cenbCcKoil MecTHOCTH, U3 HUX — 4 (57,1%) sxenuunsl U 3 (42,9%) My>XKUUHBI.

Knuaundeckue nposiBiaeHus 001e3Hu Xelnu-Xenu y o0caeJo0BaHHbIX Mallk-
CHTOB OBLIN CBSI3aHBI C MOPAKEHUEM KaK KO>KHOT'O TTOKPOBA, TaK U BUAUMBIX CIIU-
3UCTBIX 000j0uek. [laTomormaeckuii mpomecc mpenmymecTBeHHO (66,7%) HoCwI
reHEpaTM30BAHHBIA XapaKTep C BOBJICUYEHHEM KOXXHOTO TMOKPOBAa OJHOBPEMEHHO

pa3HBIX aHATOMHYECKUX obJiactelt Tena (puc. 3.4).

Fonoea 7
BepxHue
KOHe4YHocmu 8
HuxHue 9
KOHe4YHocmu |
Lies

Tynosuuwe

EcmecmeeHHbIe 32

cKnadku

0 5 10 15 20 25 30 35
cny4au

PucyHok 3.4. [lokanusaums natonorn4eckoro KOXHOro npowecca y 60nbHbIX, CTpagatoLmx 6onesHsio Xennu-Xennu,
Ha MOMEHT rocnmTanuaauun.

Kaxk BugHO u3 puc. 3.4 Hanbosee u3Mo0IeHHON JJOKaau3aluen narojoruye-

CKOro TIpoIlecca SBJsJIach KOXKa B O0JacTH €CTECTBEHHBIX CKJIamoK (88,9%,
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p<0,05), TynoBuma (66,7%) u 3amHe00K0OBOI ToBepxHOCTH 1men (52,8%). Pexe
MOpaXKAJIMCh KOXKHBIC ITOKPOBBI B OO0JIACTH BEPXHUX W HIDKHUX KOHEYHOCTEH
(22,2% u 25% cooTBeTcTBEeHHO) U T0J0BHI (19,4%).

Pacnipenenenune okanu3aiuy MaToJIOrMIeCKOro KOXHOTO Tpoiiecca y 00ib-

HBIX, CTPaJIAlOIIMX 00JI€3HbI0 XeMnu-Xeinu, Mo Moy npeicTaBiIeHo Ha puc. 3.5.
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PucyHok 3.5. Pacnpegenenne nokanusaumm naTonornyeckoro KOXHoOro npotecca y 6onbHbIX, cTpagatowmx 6ones-
Hblo Xennu-Xennu, no nony Ha MOMEHT rocnuTanusaumm.

[Ipu poBeIeHNH CPABHUTEIHHOM XapaKTEPUCTUKH JIOKATA3AINH TTaTOJIOT U~
YECKOro Mmpolecca Mo Moy Ha MOMEHT FOCHUTaIu3aluu ObLJIO BBISBJICHO, YTO Y
YKEHIIMH KOXa B 00J1aCTH €CTECTBEHHBIX CKJIaJIOK Oblia BoBieueHa B 100% ciyda-
eB (p=0,0121). IIpu >TOM BOBJICUYECHHE KOXH B 00JaCTH IICH HAOIIOAATIOCH Yalle
(60%) y myxxuuH. OOnacTh TYJIOBHINA MTOpa)Kajach B paBHOW CTENEHU Y MPEJCTa-
BUTEJIEH 000uX M0JI0B (110 66,7% COOTBETCTBEHHO).

B Ta6n. 3.1 npeacrapiensl 0osiee MOAPOOHBIE TaHHBIC O JIOKAJIM3AIUU MaTo-
JIOTUYECKOTO TpoIecca y OOJIbHBIX CEeMEUHON TOOpOKaueCTBEHHON XPOHUYECKOU
ny3bIipuyaTkon I 'yxkepo-Xennu-Xelm Ha MOMEHT TOCIIATAIA3ALNH.

Kax BugHO 13 Ta6ma. 3.1 mpu BOBICYCHUH B MATOJIOTHYECKUN TPOIECC KOXK-
HBIX ITOKPOBOB B 00JIACTH €CTECTBEHHBIX CKJIaIoK (88,9%) Hanbonee vyacto mopa-
YKaJIMCh 001aCTH MOAMBIIIEUHBIX BraauH (71,9%) u naxoBbix ckiagok (50%) (puc.
3.6, a, 0). [Ipudem y »eHIMH TpeodI1a1ano mopakeHnue B 00JIaCTH MOAMBIIIEYHBIX

BrajuH (81%, p=0,0117), a y My>k4uH — maxoBbIX ckianok (72,7%).
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CTPAOAIOLUUX BONE3HbIO XEUNU-XEWUNU, HA MOMEHT FOCMUTANU3ALUMK

NOKANU3ALINA NATONNOMMYECKOIO MPOLIECCA Y BOJIbHbIX,

Ta6bnuua 3.1.

Jlokanusauua o4yaroB

nopaxeHnd Ha y4acTKaX KOXXHOro nokpoBa

Bcero 60nbHbIX

Mon

KonuuecTtBo (%)
n=36 (100%)

MyxunHbi (%)
n=15 (100%)

XKeHwmHbl (%)
n=21 (100%)

Bcezo nayuenmoes ¢ nopaxeHuem
KOJ)>XU 20J108bl, U3 HUX:

7 (19,4%)

2 (13,3%)

5 (23,8%)

O6nacmb 1. Borniocucmasi 4acme 0 . .
20/108b1 20/108bI 4 (57,1%) 1 (50%) 3 (60%)
2. Jluyo (nepuoparnbeHas, cKynosas,
nod6opodoyqHas obracmu) 6 (85,7%) 1 (50%) 5 (100%)
Lllesi (3a0He60K08asi M0O8EPXHOCMb) 19 (52,8%) 9 (60%) 10 (47,6%)

Bcezo nayueHmoe c rnopaxeHuem
KO)XU ecmecmeeHHbIX CKI1adokK, u3
HuUx:

32 (88,9%)1

11 (73,3%)

21 (100%)2

1.MModMbiweYHble 8r1aduHbl 23 (71,9%) 6 (54,5%) 17 (81%)°
?y %ZZ?L’,{,:I) 100 MOTOYHbIMU XXesne3amu 15 (71,4%) 0 15 (71,4% )4
= 3. Cknadka noo xusomom 3 (9,4%) 1 (9,1%) 2 (9,5%)
e oy | 4. Maxosble cknadku 16 (50%) 8 (72,7%) 8 (38,1%)
5. O6nacmb nipomexxHocmu 4 (12,5%) 2 (18,2%) 2 (9,5%)
6. MexbseoOudyHas cknadka (8 m. u. 3 (9,4%) 3 (27,3%)° 0
nepuaHarsnbHasi obrnacmab)
7. Obnacmb nokmeegoeo cauba 5 (15,6%) 2 (18,2%) 3 (14,3%)
8. lNodKoneHHas siMKa 4 (12,5%) 3(27,3%) 1 (4,8%)
9. BaywHas obnacmb 2 (6,3%) 0 2 (9,5%)
Bcezo nayueHmoe c nopaxeHuem
KOXU myrlfoeuuga, u3 Hug: 24 (66,7%) 10 (66,7 %) 14 (66,7 %)
1. Obnacme epydHOU KremkKu 7 (29,2%) 3 (30%) 4 (28,6%)
2. Obnacms xusoma 11 (45,8%) 3 (30%) 8 (57,1%)
Tynosuwe
3. bokoeble nosepxHocmu myrnosuuja 2 (8,3%) 0 2 (14,3%)
355006$;$bnonam01< u Mexronamody- 16 (66,7%) 5 (50%) 11 (78,6%)
5. O6bnacme nosicHUUbI 15 (62,5%) 5 (50%) 10 (71,4%)
Bcezo nayueHmoe c nopaxeHuem o o o
KO)XU 8ePpXHUX KOHe4YHOCmMeu, U3 HUX: 8 (22,2%) 3 (20%) 5 (23,8%)
BepxHue 1. lNopaxeHue KOXU MPOKCUMaribHO20 o o o
KoHeyHocmu | omdena (nne4esoll Mosic) 5 (62,5%) 1(33,3%) 4 (80%)
2. lNopaxeHue koxu ducmarsnbHO20 om- o o 0
Oena (kucmb, npedneyse) 7 (87.5%) 3 (100%) 4 (80%)
Bcezo nayueHmoe c nopaxeHuem o o o
KOXXU HUXXHUX KOHe4YHocmeu, U3 HUX: 9 (25%) 2 (13,3%) 7 (33,3%)
HuxHue 1. [NopaxkeHue KOXU rpoKCUMasibHO20 9 (100%) 2 (100%) 7 (100%)
KOHeYyHocmu omderna (6edpo)
2. lNopaxeHue Koxu ducmarnbHo20 om- 0 0 0

Oesna (cmona, 2051eHb)

MpumeyaHue: [ocToBepHOCTL: © - p<0,05, * - p=0,0121, ° - p=0,0117, *- p=0,0000, ° - p=0,0323.

KpOMe TOI'0, BOBJICHCHHEC KOXH B obiacTu MCXKBAIOAUYHBIX CKIIAJOK

(27,3%, p=0,0323) HaOr0AATI0CH TOJBKO CPEAM JIUII MY)KCKOTIO IT0JIa, a IO MO-
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nounbivu xene3amu (71,4%, p=0,0000) u 3aymHOi ob6mactu (9,5%) — TOABKO Cpe-
JIA JIUI AKEHCKoro mona (puc. 3.6, B, T). BoBieueHue B maToJOrM4ecKuii mporece
KOXH B 00JIACTH MOJKOJICHHBIX SIMOK U JIOKTEBOIO CrM0a HECKOJIbKO Yalle BCTpe-
yanock y Myk4uH B 27,3% u 18,2% cityqaeB COOTBETCTBEHHO.

[TopaskeHne KOXKHBIX MOKPOBOB TYJIOBHUIA B paBHOU cTeneHu (1o 66,7%)
HaOJIIOAAJIOCH KaK Y MYXKYHMH, TaK U Y JKEHILUH C MPEUMYIIECTBEHHBIM BOBJICUCHHU-
€M KOXKM 00JIaCTH JIONMATOK M MosicHUlbl (puc. 3.6, A-x). BoBiedueHne KOXKHOTO
MOKpOBa B 00J1acT OOKOBBIX MoBepxHOcTer TynoBuiia (14,3%) orMedanock ToJb-
KO Cpeau MpeACTaBUTEIIBHUIL )KEHCKOT0 1oJia (puc. 3.6, 3).

Jlokanu3anus BBICBINAHUM Ha KOXKE B OO0JIACTH IIEHM HECKOJILKO Yallle
HaOmoaanack y myxxuut (60%), yem y skermuH (47,6%) (puc. 3.6, u). Bosieue-
HUE KOYKHOTO MTOKPOBA B 00JIACTH HMYKHUX KOHEYHOCTEW OTMEUanoCh MOPaKEHUEM
TOJIBKO MX MPOKCUMAIbHBIX OTJIECJIOB (3a/HsIs1 M BHYTPEHHSS MMOBEPXHOCTU Oezep)
KaK y MY>K4MH, TaK U Y >KCHIIIHH.

Ko’kHbIe TOKPOBBI BEpXHUX KOHEUHOCTEHN CTpaJiaiu Kak y >keHIIuH (23,8%),
Tak U y MyxuuH (20%). IIpu 3TOM y npeacTaBUTETBHUIL )KEHCKOTO MoJa MPOKCH-
MaJIbHbIC U JIUCTAIbHBIC OT/EJIbI BEPXHUX KOHEUHOCTEW B MATOJIOTUYECKUN MpO-
1[ECC BOBJIEKAINCh B PABHOM CTENEHU. Y MYXYUH OTMEUEHO MPEUMYIIECTBEHHOE
MOPaXEHUE KOXKU JUCTAIbHBIX OT/IEJIOB BEPXHUX KOHEUHOCTEM.

Bognedenue K0kHOTO TOKpOBa 00J1acTH ToJIOBbl HaOoaa10¢h B 7 (19,4%)
ciaydasx u3 36 obcnmenoBaHHBIX OosbHBIX. [Ipu 3TOM marosnorus yarie (23,8%)
BCTpEUAJacCh Yy KCHIIUH C MTPEUMYIIIECTBEHHBIM MOPAXKEHUEM KOXH JUIA. Y MYX-
yuH (13,3%) KOXHbIE MOKPOBBI B 00JIACTH JUIA U BOJOCUCTOM YaCTH T'OJIOBBI BO-
BJICKAJINCh B PABHOM CTEIICHMU.

KnvHuueckass kapTuHa ceMEMHOW TOOpOKaYeCTBEHHOM XPOHUYECKOH ITy-
3pipuatku ['yxkepo-Xeinu-Xennm nuMena UCTUHHBIN MOMUMOpPGU3M ¢ HAIAYUEM
MEPBUYHBIX U BTOPUYHBIX MOP(POJIOTUUECKHUX FITEMEHTOB.

Cpenu nepBUYHBIX MOPQOJOTHUECKUX 3JIEMEHTOB IMpHU AaHHOM 3a0oJieBa-
HUU OTMEYAIIUCh YPUTEMATO3HBIE MSTHA TUAMETPOM OT HECKOJBbKUX MUJTUMETPOB

JI0 JIeCATU U 00Jiee CAHTUMETPOB PA3IMYHON KOHPUTYpaIlMi ¢ YETKUMHU T'paHulla-
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MU; IYy3bIPbKU TUAMETPOM JI0 2-3 MM C BSUIOM MOKPBIIIKOM, MPO3payHbIM HIIN Ce-
PO3HBIM COJIEP’)KUMBIM, PACIIOJIOKEHHBIMH HAa TUIIEPEMUPOBAHHOM (DOHE; MaITyJibl
10 0,5 cM B 1uaMeTpe, CKJIOHHbBIE K CIUSIHUIO U (hopmMupoBaHuto Ousiiek (puc. 3.7,
a-r). [lpu npucoennHeHuu BTOpUYHON MHPEKIUU (POPMHUPOBATUCH MYCTYIBI 10 2-
3 MM B IMaMEeTpe C CEPO3HO-THOMHBIM COAECPKUMBIM, OKPY>KEHHbIE BEHUYHMKOM TH-
nepeMuu (cMm. puc. 3.7, B).

Bropuunsie Mop¢osioruyeckue 3JeMeHTHI MPEACTaBICHbl MEIKUMH 3PO3HUsi-
MU C MOKHYIIIMM JHOM, U3BWJIMCTHIMU TPEIIMHAMHU U 00PO31aMH, KOTOPBIE pacmo-
Jarajuch Ha MOBEPXHOCTU OJISIIEK, UMEIOIIMX CKIOHHOCTh K MepudepruyecKomy
pocty (puc. 3.7, 1, €). Opo3uBHbIE A€PEKThl YACTUYHO MOKPBITHI reMopparuye-
CKUMH WJIH CEPO3HO-THOMHBIMU KOpKamMu WU OernecoBaTbiM ((PUOPUHO3HBIM)
HajeToM. Ha mecre pa3pelmmBIIMXCS BBICBIIAHUN — THUIIEpIMUTMEHTanusA. B Mme-
CTax JOCTYIHBIX JJIl pacdyecoB OTMEYAINUCh NOBEPXHOCTHBIE TOUCUYHBIC WJIU JIM-
HEIHbIE HKCKOPHALIUHU, TIOKPBITHIE TEMOpparuyecKuMu Kopkamu (puc. 3.7, x).

Kaxk nmpaBuio, Ha MOMEHT rOCHUTAIM3AIUN TATOJIOTHYECKUI IPOLECC HOCUI
reHepain30BaHHbI Xapaktep (66,7%). Ctpaganu kak >xeHuwHsbl (71,4%), Tak u
MyxuuHbI (60%), (knuHUYeckue npumepsl 1-7, puc. 3.8-3.11). JlokanuzoBaHHas
dbopma BcTpeuanack pexe (33,3%) u B 6onbiuHcTBE ciydaeB (40%) — y M1l MyK-
CKOTo moJjia (KIMHHYECKHE MPUMeEpHI 8, 9).

B Tab6un. 3.2 npencraBiieHa XapaKTEPUCTUKA KOXKHBIX BBICHIIIAHUHN Y MAllMEH-

TOB 00JI€3HBI0 XEWIN-XEMIH Ha MOMEHT I'OCITUTAIA3ALIHH.

Ta6bnuua 3.2.
XAPAKTEPUCTUKA KOXHbIX BbICbIMAHUA Y NMAUMEHTOB BOJNNIE3HbLKO XENNU-XENNN
HA MOMEHT FrOCNUTANU3ALNA

Bcero 60nbHbIX Mon
XapaKkTepucTUKa KOXHbIX BbICbINMaHUN
KonuuyectBo (%) | MyxuuHbl (%) | KeHwwuHb! (%)
36 (100%) 15 (100%) 21 (100%)

PacnpocmpateH- 1. MeHepanu3osaHHbIl 24 (66,7%) 9 (60%) 15 (71,4%)
HOCMb KOXHbIX -
ebichinanul: 2. JlokanusoeaHHbil 12 (33,3%) 6 (40%) 6 (28,6%)
Xapakmep 1. OcmpoeocnanumernbHbil 11 (30,6%) 8 (53,3%)1 3 (14,3%)
eocnaseHus: 2. [NlodocmposocnanumerbHbIU 25 (69,4%) 7 (46,7%) 18 (85,7%)"
CummempuyHOCMb | 1 CummempuyHas nokanu3auus 29 (80,6%) 11 (73,3%) 18 (85,7%)
KOXHbIX
ebichinanull: 2. AcummempuyHasi fiokanusayusi 7 (19,4%) 4 (26,7%) 3 (14,3%)

MpumeyaHue: [OCTOBEPHOCTL: - - p=0,0122, * - p=0,0122.
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Kax BuaHO n3 Tabn. 3.2 mporecc HOCUII MPEUMYIIECTBEHHO MOJ0CTPOBOC-
nanutenbHbii (69,4%) u cummerpuunsiil (80,6%) xapakrep. Takxke y Bcex oOclie-
JIOBAaHHBIX OOJIbHBIX OTMEUaJach CKIIOHHOCTh BBICBHIIIAHUN K CIHUSHUIO U (OPMHUPO-
BaHUIO OJISAIIEK, UMEIOINUX TEHACHITUIO K Mepru(epruIecKoMy pocCTy.

B ognom (2,8%) ciayuae oTMEUYEHO OJIHOBPEMEHHOE BOBJIEUEHHE KOMXKHOTO
MOKPOBA M CIU3UCTBIX 000JI0UeK (Majible U OOJIbLINE MOJOBBIE T'yObl), YTO CBHIE-
TENBCTBYET O Hamuumu natojioruu [58, 93, 94, 99, 127, 191, 204, 228, 235] ¢ Bo-
BJICYCHUEM PA3HBIX OPraHOB, MOKPBHITHIX MHOTOCIONHBIM IIJIOCKHM SIUTEIUEM
(moJIOCTh pTa, TCHUTAINI U KOHBIOHKTHBA) (CM. KIIMHUYECKUU TTpumMep 7).

Cpenun cyOBEKTUBHBIX OILIYIIEHHH Ha MOMEHT rocrnurtanuzauuu 33 (91,7%)
NalyeHTa OTMEYalld 3yl B MEeCTax BBICHIMAaHMM, n3 HUX 16 (48,5%) nanueHToB o1-
HOBPEMEHHO — 00JIe3HEHHOCTh. 6 (16,7%) malueHTOB NpPeabsSBISIN KaloObl 00-
IIET0 XapakTepa: HeJoMOoraHue, ciabocTth, cyodedpunuTeT, moreps Beca, MOTIH-
BOCTb, 3aIlI0Pbl, METEOPU3M, HAPYIICHHUE TAMSITH.

[Ipu ocmotpe B 11,1% cityyaeB ObLIM BBISBIEHBL: MOJIO0KUTEIbHBIN (EHOMEH
Hukonbsckoro (kpaeBoit); B 27,8% ciyuyaeB — nosjoxxkurenbHbiil penomen KeOnepa
(ToSIBJICHHE CBEXKHMX BBICHITAHMA HA MECTE TpaBMAaTH3AIlMM KOXKHOTO ITOKPOBA)
(cm. puc. 3.7, a).

[Ipy IMTOIOTHYECKOM HCCIICIOBAHUU MAa3KOB-OTIIEYAaTKOB CO JHA IPO3UI
aKaHTOJIMYECKHUE KIIETKU ObLIU 0OHApYKEHbI B 55,6% cityyaes.

[Taromopdonornyeckoe McCie0OBaHUE TKaHEW odara MOpaKEHUs Ha KOXKe
ObLI0 MpoBeaeHo 29 nanuenTam, u3 HUX y 20 (69%) nmanreHToB BbIsIBJIEHA THUINY-
Has Mopdosiornyeckas KapTuHa 00se3Hu Xeinn-Xeln: BHyTpUsNuaepMalbHbIN
aKaHtonu3, (OpMHPOBAHME HAI0A3adbHBIX IIEJEH U My3bIPEeil, BHYTPHU KOTOPHIX
O0OHapYKUBAIOTCS aKaHTOJUTHYCCKUE KIICTKH, B JEpME — HECTICIIU(PUICCKUNA BOC-
NaJTUTENbHBIA MHOUIBTPAT, COMEPKAMUN JTUMGPOIUTHI C MPUMECHIO Y03UHO(DUIIOB
(puc. 3.12). V 8 (27,6%) npyrux mamueHTOB maroMopdoiorhueckas KapTHHA
HaITOMHUHaJIa TAaKOBYIO TIPH BYJIbrapHOM My3bIpYaTKEe, M 3aKITFOYMTEIIBHBIN THAarHO3
BBICTABJISIJICSI C YYETOM aHAMHECTHYECKUX JAHHBIX M KIMHUYECKON KapTHUHBL Y

onHoi (3,4%) malMeHTKU TUCTOJOTUYeCKas KapTuHa COOTBETCTBOBajIa MOpPQoIIo-
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TUYECKUM M3MEHECHHSIM, XapaKTEepHBIM i OysuiesHoro memdurouaa. B mocnen-
HEM CJIy4yae MaTOJIOTHUYECKHM MpoIecc mpoTekan Ha ¢oHe caxapHoro amabera |
TUIa U HOCWJI T'€HEPAIM30BaHHBIN XapaKTep ¢ OAHOBPEMEHHBIM MOPAKEHUEM KO-
KU U CIIM3UCTON 00OJIOUKH MOJOBBIX OPraHOB.

Ha ocHOBaHMM KOMIUIEKCHOTO KJIMHUKO-MOP(OJIOTUYECKOro U jabopatop-
HOTO METOJIOB HUCCIIEAOBaHUS MalMeHTaM Oblla JUAarHOCTUpOBaHa ceMeiHas J100-
pOKaueCTBEHHAass XpoHUYeCcKas Imy3blpuaTka ['yxkepo-Xennu-Xewnm ¢ nocieayro-
MM HazHadueHueM Tepanuu. Tak, 20 (55,6%) nanueHTam MpoBeAeHO JICYEHUE CH-
CTEMHBIMH  TJIIOKOKOPTUKOCTEpouAaMu (IIPEAHU30JI0H, TPUAMIIMHOIOH, Me-
TUJITIPETHU30JI0H, OeTaMeTa30H) ¢ MaKCUMalbHOM 10304 OT 5 mMr 10 100 Mr B cyT-
KM B MepepacyeTe Ha MPEJHU30JI0OH B BUAEe MOHOTepanuu (25%) uiu B KOMOUHa-
LIUSAX: C aHTMOaKTepuanbHbIMH Tpenaparamu (45%), mubo ¢ mpenaparamu Cylib-
dbonoBoro psana (20%), mubo c ceancamu miazmadepesa (10%).

B oxnom (2,7%) ciydae Oblia Ha3HaueHA MOHOTEpAIus MPEnapaToM CyJib-
dbonoBoro psina. B ocranbubix 15 (41,7%) cnydasx jedeHue MPOBOAMIOCH aHTH-
TUCTaMUHHBIMU TIpernapataMu (MeOTHAPOJIMH, XJIOPOTMUPAMUH, KIEMAacTHH, AUMe-
THUHJICH WU MPOMETa3MH) B KOMOMHAIIMUA C aHTUOMOTUKAMHU (JIOKCUIIMKIINH, METa-
IIUKJIMH, TEeHTAMHIIH) PEr 0S.

B psae ciydyaeB MOMOJHUTENHHO Ha3HAYalW IMperapaThl, 001anarome ae-
CCHCHOMIM3UPYIONTUMH CBOMCTBAMU (Maruus Cyiab(dar, KalblHs TJIFOKOHAT, KaJlb-
IIUSI XJIOPU/I, HATPUs THOCYJIbdar).

Tonmyeckas Tepanusi, TJIaBHBIM 00pa3oM, 3aKjiro4yanach B Ha3HAYEHUU KOP-
TUKOCTEPOUJIHBIX KPEMOB WM Ma3ed (OeTaMeTa3oH+TeHTaMUIIMH+KIOTPUMA30,
dbaymera3oHa nuBaigaT+ CaIUIIMIOBAs KUCIOTa, (DIIyOlIMHOJIOHA aneToHua). B psne
CJIy4yaeB MPUMEHSUIM Tpernapathl, 00JIalatolue pereHepupyrIMMU CBOMCTBAaMU
(mpemapaTsl cepedpa, JeKapCTBEHHBIE CPEACTBA, COACPKAIIHIE JEKCIIAHTCHOM), Pe-
30PIIUHOJI, METHJITHOHUHUS XJIOPUJI, Ma3u U TACThl ¢ aHTUOAKTEPHAIBHBIM H TIPO-
THBOBOCIAJTUTEIBHBIM JICUCTBUAMU. M3 (U3HOTEpaneBTUYSCKUX TPOIECITYp MpPH-

MCHAJIN HOJISIpI/ISOBaHHBIﬁ CBCT U JIa3€CPOTCPAIIULO.
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Ha ¢dbone nmpoBoguMoro yieueHus y BceX 00CIIeIOBaHHBIX OOJIBHBIX OTMEYa-
Jach MOJIOXKUTEIbHAS KIMHUYECKasl TMHAMUKA B BUJIE aKTUBHOM WJIM TIOJIHOM DITH-
TEJIN3alUU IPO3UM, pereHepaluy TPEMH U 9KCKOpHAIUii, OTCYTCTBUS 3yJa U 60-
JIC3HCHHOCTH, YIyUIIEHUs 00IIEer0 CaMOYyBCTBUA.

N3BecTHO, UTO OCHOBHOW MPUYUHOM 00JIe3HN Xen-Xehaun SIBIsIeTCs TeHe-
TUYECKU JIETEPMUHUPOBAHHOE HAPYIIIEHUE CUHTE3a WM CO3PEBAHMS TOHODUOPHUILIT
KEpaTUHOITUTOB, MPUBOJAIIEE K TUCHYHKIIMU ¥ THOETH JECMOCOM, YTO B CBOIO
ouepe/ib 00yCIaBIUBAET OCIA0JICHUE MEXKICTOUHBIX CBA3€H U MPUBOJUT K aKaH-
torm3y [59, 113, 122, 123]. JedexT Hacmeayercs Mo ayToCOMHO-TOMUHAHTHOMY
THITY C BBICOKOW TIEHETPAHTHOCTHIO M AKCIPECCUBHOCTHIO MATOJOTHYECKOTO T'eHa
[68, 74, 88, 137]. Ognako HE BCE WIECHBI CEMBbHM 0053aTEIbHO CTPAJAIOT JaHHBIM
nepmaro3om. Hanpumep, W. Raaschou-Nielsen, F. Reymann (1959 r.) BeisiBHIH
KJIIMHAYECKHUE MpU3HAKK 3a0oseBanus y 21 u3 65 uneHoB ogHoi cembu; H. 3nat-
koBa 1 M. KocroBa (1981 r.) Habmoganu 18 GonbHBIX U3 35 4jIeHOB MpUHAIIE-
XKalux K ogHou cembe, a A.A. Kanamkapsia ¢ coaBT. (1987 r.) uz 16 60JbHBIX ce-
MEHHBIN XapakTep JAepMaTo3a yCTaHOBWIN y 8 yenoBek [7]. BMecTe ¢ TeM 1o iaH-
HBIM JIUTEPATYPBI IPEICTABIIEHBI COOOIIEHNsS 00 OTCYTCTBUU CEMEHHOTO XapakKTe-
pa 3a0ojeBaHus TPU CEMEWHON MOOPOKAYECTBEHHON XPOHUUYECKOW My3bIpUaTKe
['yxxepo-Xeinu-Xeinu uin B CeMbe UMEETCs TOJBKO OJIMH 00JIbHOM [7].

Cpenu 36-Tu 00CIeayeMbIX MAIlMEHTOB CEMEHHBIN aHaMHE3 TTPOCIICKUBAIICS
y 22 (61,1%, p<0,05) nmarmenToB. Cpeau poJICTBEHHUKOB UJICHTUYHAS KIMHHUYE-
CKasl KapTUHa HabJoAaIack y MaTepu uiu otua (mo 36,4% cnydaeB), y OpaTbeB U
cectep (27,3% u 31,8% cimydaeB COOTBETCTBEHHO), Y Asiau U tetu (13,6% u 9,1%
CJIy4aeB COOTBETCTBEHHO). Takke, CO CJOB MAIMEHTOB, MOJOOHBIC BBICHITAHUS
HaOFOTAINCH Y TBOIOPOIHBIX POACTBEHHUKOB TPETHETO TIOKOJIEHUS (JIBOIOPOTHBIE
cectpbl 13,6%), y crapmmux npeactaButeneit (y 6adymek — 27,3%), y ABOIOPOI-
HBIX POJICTBEHHHWKOB TMEPBOTO TMOKOJEHUs (IBoropoaHas Oadymka — 4,5%) u y
MJIAIIIUX TOpeacraButened (y aeTed — godepu uiau cbiHa — 1o 13,6% cooTBeT-
CTBEHHO) CeMei 1o JMHUU Ooneroiero poautens. [Ipu 3ToM qaHHBIE BBICHITIAHUS

paccMaTpHUBAIUCh KaK aJIepru4ecKue 1epMaTo3bl, THOMHUYKOBBIE UJIH TPUOKOBBIC
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3a00JIeBaHUs KOXH, MO0 TOBOJY KOTOPBIX POJACTBEHHHUKH MAIMEHTOB MOJYYalIH CO-
OTBETCTBYIOLIYIO TEpaIuio, MOPOH ACCATUIETHUSIMHU, HE MPUHOCSIIYIO TOJO0XKH-
TeNbHBIN D PEKT.

HecMoTpst Ha TO, 9TO OCHOBHBIMU MPUYUHHBIME (DaKTOpaMu B BO3HUKHOBE-
Huu Oone3nn Xeinmu-Xeinu sBusitorest myTtaiuu B rene ATP2C1, paznooOpaszue
KJIIMHUYECKOW KapTHUHBI U OTCYTCTBHE €€ KOPPEJSIUU C TUIIOM MyTaluu AedeKT-
HOTO T'€Ha IMO3BOJISIET MPEIIOJIOKUTh CYIIECTBOBAHUE TOTOTHUTEIbHBIX MaTOTe-
HeTuueckux ¢akropon [70, 137].

Cpenu mpuyuH, CHOCOOCTBYIONIMX Haydaldy W/WiIW OOOCTPEHHIO OOJE3HU
Xeinu-Xennu, HanboJiee YacTo MalMEeHThl YKa3bIBalIu Ha cTtpecc (25%), MexaHu-

4yecKyto TpaBMaTtuzanuio (25%) u unconsuuio (19,4%) (puc. 3.13).

N3meHeHue
20PMOHa/IbHO20
¢oHa
lepeoxnaxdeHue

8,3%
|

lMomnueocmb

lMoepewHocmu e
numaHuu
16,7%

WUHconsuus
Cmpecc
Tpaemamu3auyusi 25%

25%

10

20
cnyyau (%) 25

PucyHok 3.13. ®akTopsl, cnocobcTBytowmne Havany n oboctpeHuto 6onesHn Xennu-Xennu.

B 16,7% cny4yaeB 0oJibHbIE CBA3BIBAIM HA4ajo OOOCTPEHHUS C MOTPELIHO-
CTSIMU B NMUTAHUU (370YMOTPEOICHUE aJTKOTOJIEM, IJIOAAMHU IIUTPYCOBBIX KYJIBTYP
Y aHaHACcaMU, KapEeHOW M OCTpOU muiie). B pse ciydaeB manMeHThl YKa3bIBaIH
Ha MOBBIIICHHYIO NOTJIMBOCTh U NEPEOXJIAKIECHUE C IEPEHECEHHON OCTPOU PECITH-
paropHoil BupycHoi umHpekuueit (mo 13,9%). JIBe manueHTKH, cTpajaaromme 00-
Je3Hbto Xeinn-Xesn, OTMETUIIN CBsI3b 000CTpeHus 3a00JIeBaHUsl C MEHCTPYyallb-
HBIM IIUKJIOM (B MpEIMEHCTPYalbHbIN MEpUOJ U NepByro (dazy); OAHA >KEHIIMHA

HayaJyio 3a00JIeBaHUE CBS3BIBACT C OEPEMEHHOCTHIO, PAa3PEHIMBIIYIOCS POJIaMH, KO-
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TOpBIE CITOCOOCTBOBAIIM B JAJIBHEUINIEM T€HEpATU3allUU MATOJIOTHIECKOTO MPOIIEC-
ca. B ogHoMm ciywae obGocTpeHue 3a0o0yieBaHUS BO3HHKIO Ha (hOHE aJeHOMBI-
MUEJIOJIUIIOMBI HAAMOYEYHHUKA, B IPYTOM — IMAIMEHT yKa3bIBaj Ha CBS3b MOSBIIE-
HUS CBEXUX BBICHIMTAHUKA HA KOXKE B 00JIACTH MOAMBIIICYHBIX BIAJANH C HUCTIOIB30-
BaHHMEM CIIMPTOCOJIEPKAILIETO JI€30/I0PAHTA.

OOpamaer Ha cedst BHUMaHuUe, 4T0 y 14 (38,9%) GOJIBbHBIX OTMEYEH OTATO-
IICHHBIN aJlJIeproaHaMHe3, MOpPOM C TSAXKEIBIMU KIMHUYECKUMU TPOSBICHUSIMU
(orek KBuHke, TOKCHAEpMHUS, XpoHUYECKast KpanuBHUIA). Cpeau aiepreHoB mna-
IIMEHTHI YKa3bIBAIA Ha CPE/ICTBA Map(PIOMEPHO-KOCMETUYECKON TPOAYKITUU U ObI-
TOBOM XUMMHH, JIATEKC; MbUIBIY PACTCHUN U YKYChl HACEKOMBIX; JICKAPCTBEHHBIC
npenaparbl (AaHTUOMOTUKH, CyJb(aHWIAMHUIbI, aHATBIC€TUKHA, BUTAMUHBI TPYTIIbI
B, cma3MonuTHKHU, aHTUAETPECCAHTHI).

Hauano oGocTpenust MOTiio ObITh CIIPOBOIIMPOBAHO KaK OJHUM TPUTTEPHBIM
daktopom, Tak u komOuHanuen (38,9%) nByx unu 6omnee dakropos. [Ipu rTom
(hakTOphl, NPOBOLMPYIOIINE MATOJIOTHUECKUM MPOIIECC, HAa MPOTKEHUU BCETO Tie-
puoa 00JIe3HU Y OJTHOTO U TOTO K€ MAIIMEHTa MOTJIA OBITh Pa3IMYHBIMH.

Kpome Ttoro, 8 (22,2%) maiueHTOB OTMEYadud CE30HHOCTh 3a00JICBaHMUS:
BO3HUKHOBEHHE OOOCTPCHHS B OCEHHE-BECEHHMM W/WJIM 3UMHHUHN mepuonapl. Tak, 2
MaIMeHTa yKa3blBAIM HA YXYAIICHUE COCTOSHUS BECHOM; MO OJHOMY MAIlUEHTY —
Ha OCEHb M 3UMY; 3 MAlMEHTa — HA OCEHHE-BECEHHU neproi. OIHH MAlUEHT OT-
Meuajl aKTUBHOCTh MATOJIOTMYECKOro Mpoliecca Ha MPOTSKEHUH BCEro OCEHHE-
3UMHe-BECEHHEro nepuojaa. M3BeCTHO, UTO XOJIOIHBIA CE30HHBIN («IIEPEXOTHBIN)
nepuo CrocoOCTBYET 001IeMy OCIa0JeHUI0 UMMYHHUTETa, aBUTAMUHO3Y, IMOI[U-
OHAJILHOW JTaOMJIBHOCTH, HEOOXOAMMOCTBIO HOIIEHUSI 0oJyiee TEeruioN (Ce30HHOM)
OJICK]Ibl U YNMOTPEOJCHUSI B MUILY OOJBIIETO KOJIMYECTBA MPOAYKTOB C BHICOKHM
COJIEp>KaHHEM KUPOB, IUIOJOB LIUTPYCOBBIX U ankoroisi. Kpome toro, snuaemuue-
CKUI CE30HHBIN POCT OCTPHIX PECIUPATOPHBIX BUPYCHBIX UH(EKINUN SBISETCS Ce-
PBE3HOM UMMYHOJIOTMYECKON HAarpy3KoH JUIsi OPraHMu3Ma YeJI0BEKa.

KowmmnekcHoe oOcnenoBaHue OONBHBIX, CTpAfalomuX O0JIe3HBIO XEWIu-

Xeiinu, no3sonwiio B 3 (8,3%) ciydasx BBISIBUTH acCOIMAIMIO 3TOTO Hacien-
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CTBEHHOTO OYJIJIE3HOTO JIEpMaTo3a ¢ IPYTuMU ayTOMMMYHHBIMU 3a00JIEBAaHUSIMHU U
UMMYHOTIATOJIOTUYECKUMH COCTOSTHUSIMU, TAKUMH KaK ayTOUMMYHHBIA TUPEOUTUT,
caxapHsblii 1uabet | Tuma u OpoHXHanbHas acTMa (1Mo OJHOMY CIIyYalo).

Y 11 (30,6%) OONBHBIX BBHISBIEHA IATOJOTHS CO CTOPOHBI CEPACYHO-
COCYAMCTOM CUCTEMBI, CPEIM KOTOPOU HamboJiee YacTO BBISBISIIACH TUTIEPTOHUYEC-

ckas 0one3nb (81,8%, p<0,05) (puc. 3.14).
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PucyHok 3.14. [NaTonorumn co CTOpoHbl cepAe4YHO-COCYAMCTON CUCTEMBI, CONYTCTBYOLWME BonesHn Xennu-Xewmnum Ha
MOMEHT rocnuTanunsaumu.

Cpenu maTojorMyd €O CTOPOHBI JKENyA04YHO-KuIledHoro Ttpakra (38,9%)
HanmOoJiee YacTo JUArHOCTUPOBAIMCH TAaKHE€ XPOHUYECKHE 3a00JIeBaHMS Kak ra-
CTpUT, maHkpeatut (o 28,6%) u rematur, BKJIOYas MPOIECCHl CMEIIaHHOW BH-

pycHoit atuosioruu (A u B) (21,4%) (puc. 3.15).
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PucyHok 3.15. NaTtonorMm co CTOPOHbI Xenya04YHO-KULLEYHOrO TpakTa, ConyTcTByolme 6onesnn Xennu-Xennu Ha
MOMEHT rocnmTanuaaumu.

59



N3MmeHeHust co ctopoHbl HEpBHOU cucTembl (19,4%) compoBoxkanuch acrte-
HO-HEBPOTHYECKUMH COCTOSIHHSIMU (3 ciydas), sHnedanonatuei (2 cirydas), co-
TPSICEHUEM TOJIOBHOTO MO3Ta C MpPHU3HAKaMU BHYTPUYEPENHOMN TMIEpTEH3UEH Kak
pe3yNbTaT YEPENHO-MO3rOBOM TpaBMbI M 00Je3Hb0 [lapkuHCOHA (110 OAHOMY CITy-
yat0). Co CTOpOHBI SHAOKPUHHON cUCTEMBI (8,3%) BBISBISUIMCH CaxapHbIi AuadeT
2 tuna (2 ciy4as) ¥ y3Jibl IIUTOBUIHON *ene3bl (oauH ciaydait). Cpenu XpoHuye-
CKHMX MaTOJIOTUYECKUX COCTOSIHUI CO CTOPOHBI OPTraHOB BEPXHUX U HIKHUX JIbIXa-
tenpHbIX TyTer (11,1%) muarHoctupoBanuch puHOMAPUHTUT, GapuHrut (mo 1
ciydaro) U OpoHxuT (2 ciydas). Y 3 (8,3%) O0npHBIX ceMEWHON T0OpOKaYECTBEH-
HOM XPOHHUYECKOM Imy3bIpyaTKou ['yxkepo-Xeunu-Xennu cpenu BOCHATUTENBHBIX
IIPOLIECCOB CO CTOPOHBI OPTaHOB MOYEBBIICIUTEIBHON CHCTEMBI OTMEYEHBI: LIH-
CTUT, XPOHMYECKHI MHUENIOHE(YPUT U MOUYEeKaMeHHasi 00Je3Hb (110 OJTHOMY CITy-
yat0). 3MeHeHuss co CTOpPOHBI PENPOIYKTUBHOM CUCTEMBI HAOIIOAAIUCH Yy &
(38,1%) sxenmumn u 2 (13,3%) myxxunn. Cpeau KeHIMH Hanbojiee 4acTo JAUarHo-
CTUpOBaJlacb Muoma Matku (6 ciydaeB). DUOPO3HO-KUCTO3HASI MACTONATHUSA
HaOroAaN1ach y 2 MAlMEeHTOK, Y OJIHOM U3 KOTOPhIX — B COYETAHUU C MUOMOU MaT-
KH. Y OJHOM XEHIIMHBI JUArHOCTUPOBaHa KUCTa simyHuKa. Cpean My>KUrH ObUIN
BBISIBJICHBI TAKUE MATOJOTUHU, KaK IPEKTHIIbHAS TUCYHKIUS U aJieHOMa Tpe/cTa-
TENbHOM >Kejie3bl (Mo omaHoMy ciydvatro). Cpeau NaTOJOTUU OpPraHOB YYBCTB
(16,7%) mabmomanuch CEHCOPHAs TyroyxocTh (3 ciydasi), MHOIHs (OAMH CITydai)
U KaTtapakTa (2 ciaydasi) ¢ moclieyromieit 3aMmeHon xpycranuka. [laronorus co cro-
POHBI ONIOPHO-ABUTaTesibHOrO anmnapata (13,9%) Bkirouana B cedst aptpo3 (3 ciy-
Yasi), OCTCOXOHPO3 M OCTEONOopo3 (1o OJHOMY ciiy4aro). Y omHo# (2,8%) mammu-
€HTKHU, KaK BbIIIE ObUIO YKa3aHO, KIMHHYECKas KapThHa Ooyie3Hu Xeinn-Xenu
pa3BwiIach Ha ()OHE HEOIIACTUYECKOro Mpolecca (aaeHoMa-MUEI0IUIomMa ¢ Mo-
CHEAYIOWIEN SHIOCKOMUYECKON PETPONEPUTOHEATBHON AAPEHAIIKTOMUEH C Omy-
x0J1b10) [19].

Bricka3piBaeTcs MbICIIb O BO3MOXHOM ponu myrauuu rena ATP2Cl1, koau-
PYIOLLETO Ca2+-Tpchn0pTHyI0 AT®dazy (SPCAIl), cuHTe3upyemyro KIeTKaMu

TKaHU BCEX OPraHOB, B (POPMHUPOBAHUU SKCTPAKYTAHHOI'O MATOJIOTUYECKOTO (PeHo-
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THUIIa, KOTOPOE HAOIIOMACTCS B TSOKEIBIX ciydasx Oonesnn Xeimm-Xeimm [19, 39,
204]. Jnst Toro utoObl MOATBEPAUTH WM OMPOBEPTHYTH JAHHOE MPEAIONIOKEHNUE,
HEO0OXOAMMO JalbHEHIIUN cOOp aHHBIX 00 AHAIIOTMYHBIX JTOKYMEHTAJIbHO 3ape-
TUCTPUPOBAHHBIX KIMHUYECKUX CIIydasix.

VY 8 (22,2%) nanueHTOB OCHOBHOM MaTOJOTUYECKHM IMpoIlecC MPOTeKal Ha
dboHe MHPEKIMOHHBIX KOXKHBIX 3a00seBanuil. Cpeau HUX — MUKO3 TIaJIKOW KOXKHU
(omuH cimydail) 1 OHMXOMUKO3 (4 cirydas ), repreTudeckas nHpeKnus (2 ciydaid) u
TeHUTAIbHBIA KaHIU103 (OJIMH CiTy4ai).

Heobxoaumo otMeTuth, uTo B 52,8% cirydaeB Oose3np Xenmn-Xennu (mpo-
Tekana Ha ()OHE MATOJIOTUU CO CTOPOHBI BHYTPEHHUX OPraHOB U IEJIBIX CHUCTEM.
[Ipu stom B 36,8% cinydyaeB oTMEUYEHA COUYETaHHAS MATOJIOTHSI CO CTOPOHBI KENY-
JIOYHO-KUIIIEYHOTO TPAKTa U CEPJICUHO-COCYIUCTON CUCTEMBI.

B MomenT rocnurtanuzanuu toiabko y 15 (41,7%) manueHToB KIMHUYECKU
OblJ1a TUarHocTHpoBaHa 0oje3Hb Xeunu-Xeinu. Yaie Bcero moao3peBain ayTo-
UMMYHHYIO Ty3bIpuaTky (38,9%), pexe repnetudopmHblid aepmaTuT JlropuHra
(11,1), ctpenroctadunonepmuto (5,5%) u Tokcuaepmuro (2,8%).

Pa3noo0Opa3ue KIMHUYECKUX MposiBlieHu O0oJie3Hu Xeinu-Xenau, BoBieue-
HUE B MPOIIECC aTUMTUYHBIX MECT (CIM3UCTas 000JI0YKa) U OTCYTCTBUE B aHAMHE3E
HACJIEICTBEHHOM MPEApaCIIOIOKEHHOCTH TpeOyeT OT Bpada BHICOKOW KBaM(pUKa-
MU, 3HaHUK OCOOEHHOCTEN MaHu(ecTalluu U TEYEHUs ITOr0 HACJIEICTBEHHOTO

6}’HHCSHOFO ACpMaTo3a B COBPCMCHHBIX YCIIOBHAX.

3.1. OcobenHoCcTH TeyeHUus O0os1e3Hn Xelau-Xeiau or ManudecTanuu
J10 PA3BUTHSA XPOHHYECKOT0 Mpoiiecca.

CewmeitHas 10OpoKaueCTBEHHAs] XpOHMUYECKas my3bipyaTka ['yxepo-Xennu-
Xelnm, Kak U3BECTHO, OOBIYHO TposiBiIsieTcsl B Bo3pacTe 20-35 jer, ogHako uMe-
IOTCSl ONTUCaHUs CIydaeB 3a00jieBaHUs B 00Jiee MOJIOJOM U CTaplieM Bo3pacTe, a
TaKXe y JeTel u moxuisix juil [48, 58, 109].

BosneroT kak My>XK4MHBI, TaK U JKCHIIMHBI, HEPEAKO OJHOBPEMEHHO HECKOJIb-
KO YJICHOB OJHOM ceMbH. boyie3Hb JIUTCS rogaMu, pelUANBEI YepPEaYIOTCS C MOJI-

HBIMHU WX HCIIOJIHBIMH PCMHUCCHUSAMUA.
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B namewm uccienoBanuu cpeau 36 OOJIBHBIX HA4yauo MPOSBICHUS MEPBBIX
NPU3HAKOB OOJIE3HNW MPUXOAWIOCH Ha Bo3pacT oT 15 go 77 ner (B cpeaHem
34,5+14,2 rona). Ilpu 3TOM cpeiHMI BO3pacT y My>k4uH coctaBui 33+15,4 rona, y
xeHmmH — 35,5+13,6 nmer. Pacnpenenenue OONMBHBIX OTHOCHUTEIHHO BO3pacTa

HadJajia 3a00JIeBaHMs U 10JIa IMpcaACTAaBJICHO Ha pUC. 3.16.
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PucyHok 3.16. PacnpegeneHvne 60nbHbIX, cTpagatowmx 6onesHbio Xennm-Xennu, oTHOCUTENBHO BO3pacTa Havana
3abonesaHusa 1 nona.

Kax BuaHO u3 pucynka 3.16 pannee Havasio 3aboneBanus (1o 30 ser) Obu1o
IpUCYIe KaK MY>KYMHAM, Tak U >keHImuHaMm (46,7% u 33,3% COOTBETCTBEHHO).
OCHOBHOM k€ MUK 3a00JIeBa€MOCTH Tpuxoauiicsa Ha Bo3pacT 31-40 jet, 4To cOB-
najaeT ¢ MHEHUEM MHOTMX aBTOpOB [48, 58]. bosnee nmo3aHssa Mmanudecrauus mnep-
BBIX TIPU3HAKOB 00J1e3HM B Bo3pacTe oT 41 roga mo 80 et oTMeuaaach 3HaYNUTEIb-
HO PEXe.

VY Bcex NalMEeHTOB TEpBbIe NpPHU3HAKH 3a00jeBaHUs MaHUDECTUPOBAIH

TOJIBLKO Ha KOe 0€3 BOBJICUEHUS CIU3UCTBIX 000souek (puc. 3.17).
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PucyHok 3.17. Jlokanusauus naToriormyeckoro KOXHoro npouecca y 60nbHbIX ceMenHom JoOpOoKavyeCcTBEHHON XPo-
HUYecKow nysbipyaTtkon [yxepo-Xennu-Xennu npy MaHudecraumu.
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[Tpu sToM Hambonee U3MHOOIEHHON MEPBUYHOMN JOKAIU3alMeN MaToJI0rHye-
CKOTO MpoIiecca Oblla KOKa B 00JIACTH €CTECTBEHHBIX CKIIAJOK, TyJOBHUIA (TI0
52,8% cOOTBETCTBEHHO) U KOHeuHOCcTel (41,7%). Pexke maTonorudeckuil mpoiiecc
pacrmoJyiarajicsi Ha Ko)ke B 00yacTé 3amHeO00KOBOM ToBepxHOCTH Ten (33,3%) u
roJioBsl (19,4%).

Pacnipenenenue nokanu3anyy MaToJIOIMYECKOro mpolecca npu Manudecrta-
1y OoJie3Hn Xenmn-Xeln y MarieHTOB B 3aBUCUMOCTH OT TOJIOBOM TpHHAJ-

JICKHOCTH TIPEJICTABJICHO Ha puc. 3.18.

B MyXYUuHbI
B )KeHWUHbI

PucyHok 3.18. PacnpegeneHve nokanuaaumm naTtonormyeckoro KOXHoro npouecca y 60nbHbIX cemenHon fobpoka-
YECTBEHHOW XPOHNYECKOW NMy3blpyaTkon Mykepo-Xennum-Xennm no nosny B MOMEHT MaHudecTauum 3aboneBaHus.

[Ipu mpoBeneHUN CPAaBHUTEIBHON XapaKTEPUCTUKH JIOKATH3AIMU KOXKHOTO
mpoIiiecca mo mojy B MOMEHT MaHudecTaluu 3a00yieBaHus ObLIO BBISIBJICHO, YTO Y
JKEHIIMH B TEPBYIO OuYepe/lb BOBJICKAJIUCh B MATOJOTUYECKHUM MPOIECC 00JacTh
tynosumia (57,1%) u ecrectBeHHbie ckiaaku (47,6%), a y My>KUYHWH — €CTECTBEH-
Hble ckiaaku (60%), mes (53,8%, p=0,0314) u tynoBume (46,7%). Ilpu sToM
HanOoJIee XapaKTePHBIMU IEPBUYHBIMU MOP(HOIOTHUECKUMU IJIEMEHTaMH 00JIE3HU
Xennu-Xewnu sBnsmch my3sipeku (77,8%, p<0,05) m spuremarto3Hbie MATHA
(30,6%) (Tabm. 3.3).

[Ty3bIpbKH, KaK TMpaBUJIO, MEPBOHAYAIHLHO HOCHJIM CIMHUYHBIM XapakTep,
pacrojarajiuch Ha KOXE B O0JIaCTH €CTECTBEHHBIX CKIAJOK (TTaxoBbIC, MOJMBI-

IICYHBIC) U/WUIU TyJIOBUIIA (TPEUMYIIIECTBEHHO B MEXKJIOMATOYHON 00JIaCTH), UMeE-
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JIM TEHJCHITUIO K BCKPBITUIO C 00pa30BaHWEM SPO3UBHBIX MOBEPXHOCTEH M KOPO-

YCK.

Ta6bnuua 3.3.
XAPAKTEP BbICbINAHUA NPU MAHU®ECTALUN BOJIE3HU XENNU-XENNU

5 Bcero 6onbHbIX Mon
XapakTep BbichinaHui KonuuectBo (%) | MyxuuHbl (%) | KeHwmHbI (%)

36 (100%) 15 (100%) 21 (100%)
nssmHa 11 (30,6%) 5 (33,3%) 6 (28,6%)
ny3bIpbKU 28 (77,8%) 11 (73,3%) 17 (81%)
6nawku 2 (5,6%) 1 (6,7%) 1 (4,8%)
nycmyuibl 3 (8,3%) 0 3 (14,3%)
aposuu 6 (16,7%) 2 (13,3%) 4 (19%)
mpeuwuHbI 1 (2,8%) 0 1 (4,8%)
KOpKuU 11 (30,6%) 4 (26,7%) 7 (33,3%)

N3 cyOBbeKTUBHBIX OIIYIICHUH MPU MaHU(ECTAIIUU MAaTOJIOTHYECKOTO Mpo-
necca 10 (27,8%) nmaumeHTOB OECHOKOWII 3yJ B MECTAaX BE3MKYJIE3HBIX BBICHINA-
HUM, U3 HUX 2 MalMeHTa OJHOBPEMEHHO ONIYIIAIH OOJIE3HEHHOCTh U YKKEHUE B
MeCTax APO3UBHBIX JeHekToB W TpemmH. ONUH MalMeHT UCHBITHIBAN TOJBKO 0O-
JIE3HEHHOCTD U JK)KCHHE B MECTaX BBICHIITAHUHN, APYTroi MaIMeHT — o01ee HeoMO-
ra"ue, ciadocTb u cyoheOpuInTeT.

Kak mpaBuio, mepBoHa4YanbHO MAlMEHTHl JHOO HE TPHUIABaIM HUKAKOTO
3HAYEHUsI BBICBHINIAHUAM, JTUOO NMPOBOJUIN CAMOCTOSITEIbHOE TOIMUYECKOE JICUECHUE
C HMCMOJIb30BaHUEM CIUPTOBBIX PACTBOPOB C AHWIMHOBBIMHU KPACUTEISIMH H/WIIH
Ma3sMH, COJICPXKAIUMU TITIOKOKOPTHKOCTEPOUIbl. KpaTKOBPEMEHHO HOCTUTHYTHIN
KIIMHAYECKUH TTOJIOKUTENBHBINA d(D(PEKT MO3BOISIT OTIOXKHUTH OOpallleHue MalieH-
Ta 32 MEIUIIMHCKON MOMOIIIbI0. M uIs crycTst Mecsll OT Havaja IepBhIX MpU3Ha-
KOB 00JIE3HU MaIlMEeHTHI BBIHYKEHBI ObLIIM 00paliaThbes K J€PMaTOJIOry.

[Ipu nepBuuHO oOpaiaeMocT 00JILHOTO K AEpMATOJIOTy HU B OJHOM CITy-
yae KJIMHUYECKU He Oblja IUarHOCTHUpoBaHa OoJie3Hb Xeinn-Xeinu. Yaine Bcero
NaTOJIOTHYECKHM Tpoliecc ObLI paclieHeH Kak sk3ema (7 ciyuyaeB), reprnetudopm-
HbI nepmatut [ropunra (5 cinydaeB) u nuojepMmus (4 ciydas). Pexxe — ayroum-
MYyHHas My3bIpdyatka, Oone3ns [lapbe, HelipogepMuT, nepMatuT (1Mo 2 ciydas co-
OTBETCTBEHHO); OyJuie3Has (opma KpacHOTO IUIOCKOTO JIMIIasi, CyOKOpHeaTbHBIH

MyCTyJie3, MHUKO3 TJIaJIKOM KOXKU, OTOSCHIBAIOIINM JIUIIAK, (hOJUTMKYIISIPHBIN Kepa-

64



t03 Kupe (mo oqHoOMy ciiydaro COOTBETCTBEHHO). B psifie ciydae maTosioruueckuii
mpoiiecc ObLT pacIieHeH KaK IepMaTUT WK JIEpPMaTO3 HESICHOTO TeHe3a.

Jledenre mTPOBOIUIOCH COOTBETCTBEHHO BBINICYKA3aHHBIM KIMHUYECKUM
auarfo3aMm, Ha (oHe KOTOpPOro HaCTyIaja IMOJHAs WM HEMOJHAS KIMHUYEeCKas
peMuccus JIUTEIBHOCThIO OT modyrojna a0 4 ner u Oonee. B psge ciayuaes
(33,3%) HecMOTps Ha MPOBOAMMYIO TEPAIHIO TIpoLiece mporpeccuponal. [lpu stom
pa3BUTHE U TeueHWEe 00JIE3HN HOCUJIO MHANBUAYATBHBIN XapaKTep C BOBIICUCHUEM
B [IaTOJIOTMYECKUH MPOLIECC IPYTUX YYACTKOB KOKHOTO TTOKPOBA, a B PSJIE CIy4yacB
U CIM3UCTBIX 00oyiouek. Hampumep, pacnpocTpaHeHHE KOXKHOIO Ipollecca
Ha0JII0/1aJTI0Ch OT 00JIACTH MOJAMBIIICUHBIX BIAJAUH Ha 00JIacTh IIEH, TYJIOBHUIIA U
KOHEYHOCTEH C MOCJIEeNYIONMM BOBJICYEHUEM U JAPYTUX U3IIOOJIECHHBIX UHTEPTPU-
THHO3HBIX YYAaCTKOB TeJa (maxoBas 00J1acTh, O/l MOJIOYHBIMU XKeJe3amu). B psine
clly4aeB — OT 00JIaCTH CIIMHBI Ha KOXY B 00JIaCTH IIE€H, KUBOTA U Oe/ep; ¢ BOJIO-
CUCTOM 4YacCTH T'OJIOBBI Ha KOXY JHIla (MOJ00POIOK), IIEH, TPYAH, CIIUHBI U €CTe-
CTBEHHBIX CKJIAJIOK.

B mporiiecce pa3BuTHs XpOHUYECKOTO Tpoliecca KIMHUYECKash KapTUHA TIPU-
oOpeTana BhIpaKEHHBIN MOJMMOP(GU3M C MPOSBICHUEM MAaTOTHOMOHUYHOTO TPH-
3HaKa OoJye3Hn Xeunu-Xennu: nHOUIBTPUPOBaHHbIE ovyaru (OJSAIIKK) C MCTEI-
PEHHOM MX TMOBEPXHOCTHIO TIIYOOKMMHU W3BUJIMCTHIMU TPEIIMHAMH («U3BUIHHBI
Mo3ray). [IpucyTcTBHE MaHHOTO KIMHHYECKOTO MPH3HAKa MO3BOJISUIO TUAarHOCTH-
poBaTh y 00JIHHOTO 00JIe3Hb XEeW-Xen, HO, KaK BBIIIEC ObLIO YKa3aHO, CITYCTS
ronbl (ot 1-5 et u Goiee).

Ha3nauenne matoreHeTHYeCKH OOOCHOBAaHHOW Tepaliy IMO3BOJISIO CHATh
OCTpOTY TIpoiiecca B TeueHue 7-10 gHel mpu JoKann30BaHHON (Gopme 00JIe3HU U
OT HEAENN JI0 HECKOJbKHX MECSIEB NPHU TCHEPATU30BAHHOM TMAaTOJOTHYECKOM
nporiecce. M3BecTHO, 4TO TpaBUIBLHO MOJAOOpAaHHAS WHIWBUyaJIbHAS TEpamus
CHOCOOCTBYET CTOMKOM KIMHUYECKOW peMuccHH 0O0JIe3HH Ha MHOTHE roJibl, o0ec-
neunBasi paboTOCIOCOOHOCTh M COLMABbHYIO aKTUBHOCTh MAIlUEHTA.

Takum 00pa3omM, mpuHMMAash BO BHUMaHUE OCOOCHHOCTH KIMHUYECKON Ma-

HudecTanuu U TeueHust 0osne3Hn Xeinu-Xennu Ha TPOTSDKEHUU BCEro Mepuojia
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KU3HU TallMeHTa, TpeOyeTcs Mpoa0bKEeHNE YIiyOJIeHHOrO H3yUeHUs MaToIoruye-

CKOTO MpoIiecca Ha MOJIEKYJIAPHO-OHOIOTHYECKOM YPOBHE.
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Kinununveckue Ha0101eHUS
reHepajau3oBaHHOM (popMbI 00s1e3HU Xelau-XelJIu.

IIpumep 1. O6cnenorana Gonbuas 1., 44 net (u/6 Ne 9504, 2010 r.). bonb-
Ha oKkoJio 24 net (c 20-meTHero Bo3pacta). BriepBbie mocine nepeoxiaxacHus Ha
KOX€ I10J] MOJIOYHBIMH KEJI€3aMU MOSBWINCH ISATHA SIPKO-PO30BOTO LBETa. BHICHI-
MaHUs UMEIN TeHJICHIIMIO K CIUSHUIO, HA UX MOBEPXHOCTU BO3HUKAIM IMY3bIPbKH,
IIPU BCKPBITUU KOTOPBIX (JOpMHUPOBAIach MOKHYIIAsl MOBEPXHOCTh. JlMarHoctupo-
BaH omosiceiBaronmii numai. [IpoBenena MectHas Tepanus Ie3MHPUIUPYIOMUMU
CpeliCTBaMH, Ma3blo, cojepskaiel auukiaoBup - 6e3 addexra. [lomoxurenbHbIN
ahdekt (MmoaHoe pa3perieHrue BBICHINIAHUN) JTOCTUTHYT C MOMOIIBI0 TOMUYECKON
tepanuu (paymerazoHa nmuBaaT+canuuiioBas Kuciora). OHaKo Ha MPOTSHKEHUH
BCEro mnocienymomero nepuoja (B teuenue 20 JieT) NEpUOAUYECKU TMOSBISUIUCH
10/100HBIE BBICBINIAHUA B epuoa MeHcTpyauuu. B 2006 roay nmpolecc npuHs re-
HEPAJIU30BaHHBIA XapaKTep C 3aXBaTOM KOXXM B 00JIaCTH OOKOBBIX MOBEPXHOCTEH
TYJIOBHILA, CIIMHBI U 3aHEH MOBEPXHOCTH wIeu. [Ipym mUTONIOrM4ecKoM ucciaeno-
BaHMM B Ma3Kax-OTIE€YaTKaxX JHA 3pO3Ui OOHAPYKEHbI AKAHTOJIUTUYECKUE KIETKH.
3anono3peHa ByJibrapHas Iy3blpyaTka. bonbHas BIEpBBIE TOCHUTAIM3UPOBAHA B
2006 rony B koxHyt0 kmuHUKY MOHUKHN nm. M.®. Bragumupckoro. Ha ocno-
BaHUM KJIMHUKO-MOP(}OIOTUYECKON KapTUHBI, PE3yIbTATOB T'MCTOJOTHUYECKOIO
(BHYTpH3IIUAEpMaJIbHBIE Cynpada3aibHble MYy3bIPU C OOMIMEM aKaHTOIUTUYECKUX
KJIETOK B MPOCBETE; B JEPME — OyaroBasl MepUBACKYJsipHas JTuM@ouuTapHas WH-
bunbTpanys ¢ MPUMEChI0 303MHO(PHIOB) 1 UMMYHOTHCTOXMMUYECKOTO METOOB
uccienoBanus (puxcanusa IgG mecramu B nepme, B sApax KIETOK SIHIEPMUCA;
MMMYHOTUCTOXMMHUYECKasl KapTUHA, XapaKTepHas [l ICTUHHOW My3bIpYaTKU, OT-
CYTCTBOBaJIa) JUArHOCTHpOBaHa JOOpOKAaYeCTBEHHAs ceMeilHas my3blpuaTtka ['y-
Kepo-Xewnun-Xennu. [IpoBeaeHo yiedeHne: K XJIOpUA + KaJdbUUsA XJIOpUZ +
Mar"us XJIOpUJ + HaTpus TMIpPOKapOOHAT + HATpus XJOpUA + MOBUAOH-8 THIC.
200,0 M1 BHYTPUBEHHO KameiabHO, ¢hiaykoHa3on 150 mr, pernnona naasmutat 150
teic EJl 1 pa3 B nenn, HapyxHo: 0,25% pactBop HUTpaTa cepebpa, Oeramerta-

30H+TEHTaMUIIMH+KIOTPUMA30Jl. JleueHne ¢ MmoJoKUTENbHBIM 3(PGhEKTOM: BBICHI-
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MaHUS Pa3peIININCh, COXPAHSIIUCH JTUIIh SAUHUYHBIC OJISIITKA Ha KOXKE B 00JIaCTH
3aJIHEW MMOBEPXHOCTH LIer. B TeueHne nocneayomux 4 JeT oTMeyanach peEMUCCUs
C TNEPUOJUYECKUMU HE3HAYUTEIbHBIMU 00OCTpEHUSIMU (TIOSIBJICHUE €AMHUYHBIX
My3BIPHKOB) Tepe] MeHCTpyanued. CaMOCTOATENbHO MPUMEHsUIa HapyXHO (uIy-
METa30Ha MUBajaT+CaIUIUIOBas KUCIOTa C MOJOKHUTENIbHBIM 3P dekToM. OK0I0
Mecsila Ha3aJl Moclie NEPEOXIIaXKACHNUS OTMETHIIA MOSIBJIEHUE CBEKUX BBICHIIIAHUM.
['ocniutanusupoBana B koxHYI0 KIMHUKY MOHUKU um. M.®. Bragumupckoro
14.05.10. nist oOciie10BaHUA U JIEUEHUS.

[Ipu moctymnenuu oOiiee cocTosiHHEe OOJNIBHOM yIOBIETBOpHUTENbHOE. Be-
JyIIUE >KaJoObl: BBICHINIAHUS HAa KOXE, COMpOBOXAatomuecss 3yaom. [Ipu ocmoT-
pe: TPOLIECC PACHPOCTPAHEHHBIN, IOJIOCTPOBOCHAIUTEIbHBIN, CUMMETPUYHBIN.
Jlokann3oBaH Ha KOXeE JMLA, 3aJHEN MIOBEPXHOCTH LIEH C MIEPEXOJIOM Ha KOKY BO-
JIOCUCTOM YacTH TOJIOBBI, 3ayIIHOW 00JIaCTH, CIUHBI, B O0JACTH MOIMBIIICYHBIX
BIIA/IVH, MOJI MOJIOYHBIMH JKEJIE3aMU M B CKJIaJIKaxX >kuBOTa. Ha koxe nuua, meu,
3ayIIHOM 00JaCTH MPOLECC NPEICTABIEH APKO-KPACHBIMU MSATHAMHU AUAMETPOM OT
1 cM no 10 cm, 6e3 "yeTKuX TpaHull, HempaBmwIbHON Gopmbl. Ha koxe moj Moou-
HBIMU JKeJIe3aMU OTMEYaroTCs OISk pa3mMepoM ot 2,5 cMm 110 10 cMm B guamerpe,
MOKPBITHIE CEPO3HO-THOMHBIMU KOPKaMH, Ha MOBEPXHOCTU KOTOPBIX OTMEUYAIOTCS
rIIyOOKHE U3BWIIMCTHIE TPEIIUHBI IO TUITY «MO3TOBBIX U3BWIMHY». Ha KoXe ®uBoTa
— OJISIIKK SIPKO-PO30BOTO I[BETA, MOKPBITHIE CEPO3HO-THOMHBIMU KOPKaMHU, OTMe-
4aroTcsl o4yaru 3kckopuanuu. Ha Koke CHHHBI — MSTHA SPKO-PO30BOTO I[BETA HA
MecCTe CAaBJIEHHUs OIOCTrajbTepa; B 0OJaCTH MOSCHHIBI — KpYIHas OJsuika, mo-
BEPXHOCTh KOTOPOM MpecTaBieHa ITyOOKUMH W3BUIMCTBIMU TPEIIMHAMM, IO Te-
pudepun — menkue 3po3ur. Cumntom Huxonbckoro orpuiarenbhbiii. enoMen
Kebnepa — orpunarenbHbiii. Bunumbie civ3uctbie 000704k MHTAaKTHBI. Horre-
Bbl€ IJIACTHHBI yTONUIeHbl. CyOBEeKTUBHO OECMOKOST 3yJ, OOJIE3HEHHOCTh B Me-
CTax BBICBHIIIAHUU.

N3 aHamHe3a: HaciencTBEHHOCTh oTpunaeT. COMyTCTBYIOIIKME U NIEPEHECEH-
HbIe 3a00JeBanus: ckapiatuHa (1976 r.), TOH3WUUT 2 P/TOA, BET€TO-COCYIUCTas

nuctonus 2 ct. (¢ 2007 r.). 3 mepeHeceHHbIX omneparui: anneHadkromus (1977
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r.). [Ipodeccnonanpaple BPETHOCTH: KOHTAKT C a30THOW KHUCIOTOW, TE€KCOTCHOM
(XMMHK-TIPETIOaBaTENb).

[Ipu KOMIUIEKCHOM O0CJI€IOBAaHUU BBISIBIIEH XPOHUYECKUIN (papUHTUT B CTa-
M 000CTPEHHUSL.

[IpoBeaeHoO JieueHue: Kanus XJIOPUI + KalbIUs XJIOPUA + MarHus XJopun +
HaTpHs rupokapOoHaT + HaTpus xjaopus + moBu0H-8 Thic. 200,0 M1 BHYTpUBEH-
HO KareJIbHO 4Yepe3 JAeHb, eHTokcudrmmmua 5,0 Mt va 200,0 M pusnonorugecko-
ro pacTBOpa BHYTPMBEHHO KamenbHO, kieMacTuH 2,0 MJI BHYTPUMBIIIEYHO Ha
HOYb, Kanblys riokoHaT 10% 10,0 mi BHyTpuMbIIeyHO, Jokcuuukiv 0,1 rmo 1
TabneTke 2 pasza B JieHb 7 qHel, petuHon+BuTamMuH E no 1 tabnerke 2 pa3a B 1€Hb,
xJioporupamMut 1nol tabnerke 3 pasa B JieHb, JUTHUH THAPOJIU3HBIA 1O 2 KarcCybl
3 pa3a B neHb, numetuHaeH 180 Mr 1 pa3 B JeHb, KM U MarHus acnaparuHar 1o
1 tabGnetke 3 pa3a B JIeHb, MECTHO: OeTamMeTa30H+TEeHTAMUIIUH+KIOTPUMA30]I,
KpPEM C IIMHKOM U MEJIBIO.

Ha ¢one npoBoanmoii aHTHOAKTEpUaIbHOW TEpaMy BO3HUKIIA OCTpas Kpa-
MUBHUIIA C Pa3BUTHEM aHTHOHEBpOTHYECKOro oreka KBunke. B cBsi3u ¢ atum ai-
JIEProJIOTOM-UMMYHOJIOTOM HA3HAYEHO: MPEAHU30J0H 60 Mr BHYTPHBEHHO Ka-
neiasHo Ha 200,0 M gusnonorudeckoro pacteopa Ne 3, pexcodenanun 180 mr B
CYTKH PEr 0S.

Ha ¢one mpoBoguMoro jiedeHus: OTMEUEHO YIYYIICHHE OOIIEero caMOovyB-
CTBUS, CBEXXHX BBICHITIAHUN HE MOSBIIUIOCH, YPO3UHU HA KOXKE MPAKTUYECKHU MOJTHO-
CTBIO DIUTEIU3UPOBATNCH, COXPAHSINCH JIMIIb CIWHUYHBIC 3PO3WH, TOKPHITHIC
IJIOTHBIMH CYXHMH KOPKaMH, Ha KOXK€ B OOJaCTH 3aJHEH IMMOBEPXHOCTH IIIEH.
CyOBekTuBHO 3y He O6ecriokoni. bonbpHas BeITIMCaHa MO HAOIIOICHHUE JIepMATO-
Jora 1o MECTY KHUTENbCTBA C PEKOMEHIAMSIMH TPOJOJIKUTEH TIPHEM JICKApCTBCH-
HBIX TIpenaparoB: peTuHoi+ButamMuH E mo 1 karcyne 2 pasa B IeHb U JIMTHUH TH]I-
POJIM3HBIN 1O 2 Karcyssl 3 pa3a B IeHb B TeUCHHUE 2 HEEINb, MECTHO: KPEM C IHH-
KOM W MEJIbI0, COJTHIIC3AIIUTHBIC KpeMa BBICOKOH CTETICHH 3alUTHI.

B Teuenne nocnenyromux 4 et (2010-2014 rr.) x Bpauy He oOpamanach.

OpHako BoJIHOOOpa3HOE TeueHue 00JIe3HU CO CMEHOU MepruoI0B aKTUBHOTO MaTo-
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JIOTUYECKOTO MPOLECCA HA €T0 «3aTUXAHHME» BBIHYXIAJIO MAalUEHTKY NepUOgNYE-
CKH HWCIOJIb30BATh TOIMMMYECKHUE TIIFOKOKOPTUKOCTEPOUIBI C TOJIOKHUTEIBHBIM 3 (h-
dbextom. Ilpu 3ToM (hakTOpPHI, MPOBOIUPYIONIUE 00OCTPEeHUE 0O0JIE3HU, ObLTH pa3-
JUYHBL. JTO W MPUMEHEHHE CHUPTOCOJEPIKAIIETO A€30J0paHTa, MHCOJISILMS, W3-
MEHEHHE TOPMOHAJIBHOrO (POHA 3a HENEI0 O Hayajga MEHCTpyalluu, mepeoxsia-
KICHUE, a TakXKe OCTpble pecnupaTopHblie BupycHble uH(pexuuu. [locnennee
obocTtpenne Bo3HUKIO B ampene 2014 roga mocie nmepeoxnaxacHus. Ha amOymna-
TopHOM TipueMe (Mmait 2014 rosa) nanueHTKa npeabsBisiia Kajao0bl Ha BBICHITIAHUS
Ha KOK€ B 00JIaCTH CKJIaJ0K O]l MOJOYHBIMH JKEJI€3aMU, )KUBOTA, MOSACHULIBI, 3a1-
HEW MOBEPXHOCTH III€H, COMPOBOXKAAIOIIMECS 3y/JI0OM B MecTaxX BbIChlanuil. [Ipu
OCMOTpE: MPOLECC PACHPOCTPAHECHHBIM, OCTPOBOCHATUTENBHBIN, CUMMETPUYHBIN.
Jlokanu3oBaH Ha KOK€ 3aJHEl MOBEPXHOCTH LIEU C MEPEXO0JIOM Ha KOXKY BOJIOCH-
CTOM YacTU TOJIOBBI, MO MOJIOYHBIMHU JK€JIe3aMH, B CKJIaJIKaxX >KMBOTA U B 00J1aCTH
nosicHuiel. Ha koxke 3ajHel MOBEPXHOCTHU IIeH B 00JACTH Mepexoia Ha BOJIOCH-
CTYIO 4YacTh TOJIOBBI NMPOIECC MPEICTABIEH MSATHOM KPAacHOrO ILBETAa OKPYIJION
dbopMBl C YETKMMHU TpaHUIIAMU pa3MepoM 110 5 cMm B nauamertpe (puc. 3.8, a). Ha
KOX€E MOJI MOJIOYHBIMU KEJI€3aMU OTMEUYAIOTCSI SPUTEMATO3HBIE MSTHA C HEYETKH-
MU TpaHuLIaMH pa3MepoM OT 1 cm 10 15 cM B n1nameTrpe, Ha TOBEPXHOCTH KOTOPBIX
— MEJIKHAE 3PO3UHU C MOKHYIIUM JTHOM, YACTUYHO MOKPHITHIE CEPO3HBIMH YEIITYHKO-
kopkamu. Ilo mnepudepun nATeH HAOIIOJAIOTCA BBICHINIAHUS — MATHUCTO-
MaIyJIe3HOro XapakTepa, €eAMHUYHBIE MTy3bIPhKU C BSIJION MOKPBIIIKONW U CEPO3HBIM
conepkumMbiM. Ha Kkoke KMBOTa — €IMHHMYHBIE OJIAIIKH SIPKO-PO30BOr0 I[BETA C
YETKUMHU TpaHULIAMH pa3MepoM 110 5X9 cM B aAuameTrpe, MOKPHIThIE CEPO3HBIMU
KOpKaMH, OTMEYaroTcs oyaru skckopuammu (puc. 3.8, 6). Ha xoxxe B obnmactu mo-
SICHUIIBI — YYaCTOK THUIIEPEMUM KPACHOTO I[BETa C YETKUMH TPaHUIIAMU Pa3MepOM
10 20x30 cMm B AuamMeTrpe, Ha MOBEPXHOCTU KOTOPOr0 — MHOKECTBEHHBIE MamyJie3-
HBIC DJICMEHTBI, JIMHEWHBIC YKCKOPHUAITUH, MEJIKIE U3BUIIMCTHIC YPO3UBHBIC JAe(eK-
Thl, YACTUYHO MOKPBIThIE cepo3HbIMU Kopkamu (puc. 3.8, B). Cumnrom Hukoib-
ckoro otpurarenbubiii. Denomen Kebnepa orpumarensHupiii. BunuMeie ciu3nctoie

000104k MHTaKTHBI. HorreBble miactuHbl yTomieHbl. CyObeKTUBHO OECIOKOST
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3ya, 00JIE3HEHHOCTh B MECTax BhICHIIaHUM. PexomeHnoBaHo: petnHon+BuTaMuH E
no 1 xaricyne 2 pasza B JIeHb, MECTHO: O€TaMeTa30H+TEHTAMUIIMH+KIOTPUMA30JT 2
pasa B JIeHb, COJIHIIC3AIIUTHBIC KpEMa BHICOKOM CTENEHU 3alUTHI.

IIpumep 2. O6cnenoBan 6ombHOM b., 41 Troga (u/6 Ne 17474, 2005 r.). bo-
JeH okojo 25 net (¢ 15-nmetHero Bo3pacTa). BriepBble OTMETUIT MOSIBIICHUE DPUTE-
MaTO3HO-CKBAMO3HBIX OYaroB Ha KOK€ B 00JacTH CHUHBI U Ied. Jleuwmscs camo-
CTOSITEIIEHO C BpeMeHHBIM 3 exTom. BriepBeie oOpaTHiics K 1epMaToIory CIyCTs
10 et nmocie ManudecTau NepBhIX MPU3HAKOB 00JIe3HU. J{MarHOCTHpOBaHa ce-
Oopeiinas sk3ema. [IpoBeneHo nedyeHue (Kaiablys TIIOKOHAT, MUPHIOKcanb Gocdar
o 1 Tabnetke 3 pasa B aeHb, KiieMacTHH 1,0 M BHYTPUMBIIIEYHO, MECTHO: (ITy-
MeTa30Ha MUBAJIAT+caluIuioBas Kuciaora) 6e3 addexra. HampapiieH B KOXKHYIO
kinanky MOHUKU um. M.®. Bragumupckoro (1/6 13599, 1986 r.), nmarnoctu-
poBaHa JT0OpoKayecTBEHHAas ceMeiHas my3bipuatka [yxkepo-Xeitnu-Xeinu. [lua-
HO3 TIOATBEPXKIEH THUCTOJOTUYECKUM METOJIOM HCCIeAOBaHUs (BHYTPHDIIH-
JepMalbHble Haa0a3adbHbIE MYy3bIPU C OOMIMEM AaKAHTOJIUTUYECKUX KIIETOK). B
JICYCHHH: JEKCaMeTa30H 1o 6 TabJeToK B JIeHb + nuMornudoH no 1 tadbnerke 2 pa-
3a B JICHb C MOCJIEIYIOIIUM CHUKEHHEM JI03bl JIEKCaMeTa30Ha 10 MOAAep>KUBAL0-
el ero J03el J0 3 TabJIeTOK B JieHb W TOJIHOW OTMEHBI auMonudoHa. B nanb-
HelmeM Ha (oHe CaMOCTOSATEIIbHOW OTMEHBI /10361 Jekcamera3ona (u/6 8301, 1987
r.) Ha KOXK€ B 00JIACTH MOJMBIIICYHBIX BHOAJAWH W IMaXOBBIX CKJIAJ0K IMOSBHINCH
CBEXKHE BBICHITIAHUS BE3UKYI0-0yIIe3HOro Xapaktepa. [IpoBeneno neuenue (nu-
Morudon no 1 Tabnetke 2 paza B JeHb, TPEAHU30JIO0H MO 4 TaOJIETKU B JEHb +
JieKcaMeTa3oH 1o 6 TabJeToK B AeHb, azaTuonpud S0 Mr 3 pasa B J€Hb, MEJbJIO-
Huit 0,5 r 1 pa3 B JIeHb) C BpEMEHHBIM TMOJIOKHUTEIBHBIM 3(HEKTOM: COXPaHSIINCH
BBICHITIAHUSI HA KOXKE B 00J1aCTH ecTecTBeHHbIX CKIanok. C 1990 roga npunumaer
peTHU30JI0H B 03¢ 40 MI B CyTKHU PEr 0S ¢ MOCTEAYIOIMINM CHUKEHUEM €TO J03bI
10 30 mr B cyTku. B cBsi3u ¢ 000CTpeHHEM U PACTIPOCTPAHCHUEM BBICHITIAHUN Ha
KOXKY TyjnoBuIla U koHeuHocTedl B 2001 roay mpoBOAMIOCH MOBTOPHOE CTaIMO-
HapHOoe JieueHrne B KoxkHOM kimmHMKe MOHUWKU nm. M.®. Bragumupckoro (1/6

12173). Iony4an neyeHue: MPeAHU3O0NIOH 10 6 TaOJIETOK B CYTKH, Kalusl U MarHus
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acnaparusar no 1 tabnerke 3 pasa B I€Hb, OpOTOBast KuciaoTa o 1 tabnerke 3 pa-
3a B JIeHb, JOKCHUIMKIMH 1o 1 Tabnerke 3 pas3a B AeHb, ¢uaykoHazon 150 wr,
omMerpa3ois 20 Mr Ha HOYb, FeNapyUH MOJKOXKHO MO cXeMe, OeTameTa3oH 1 ammyna
BHYTpUMBIIIEYHO Nel; MecTHO: GeTameTa3oH+TeHTaMHUIIMH+KIOTPUMA301, PU3n0-
Tepanus (MoJasipu30BaHHbIN cBeT). Ha oHe neyeHns orMeyanach NOJ0KUTENIbHAS
JUHAMMKA, OJIHAKO MOJHOCTBIO MPOIECC HE pa3pelnics, BbIMUCAaH Ha A03€ 6 Tab-
JETOK B CyTKU npeanusosona. B 2005 rony Ha oHe mpuema aakoroisi OTMETHI
3HAYUTENIbHOE YXYALLIEHUE COCTOSHUS, PACIPOCTPAHEHUE BBICHIITAHUN, COIIPOBOXK-
JAIOLIMXCSI UHTEHCUBHBIM 3YZOM. ['OCHMTAIIM3UPOBAH B KOXHYIO KIMHUKY MO-
HUKU um. M.®. Bragumupckoro 28.09.05 ayist oOcneoBaHust v JICUCHHUS.

[Ipu noctymuiennn ob1iee cocTosiHE OO0NBHOTO YA0BIEeTBOpUTENbHOE. JKa-
J00bI Ha BBICBHINIaHUS Ha Koxe. [Ipu ocMoOTpe: MmaTonoruyeckuii mpoiecc pacmpo-
CTPAaHEHHBII, IOJTOCTPOBOCIATIUTENBHBINA, CHMMETPUYHBIN. JIOKaIM3yeTcsl Ha KOXKe
B 00JIaCTU €CTECTBEHHBIX CKJIAJ0K (I1aXOBbI€ CKJIAIKHU, MOJMBIIICYHbIC BIIAIUHBI,
MOJIKOJICHHBIE SIMKH, CKJIaJIKH JKUBOTA), 33HEH OOKOBON MOBEPXHOCTH IIEH, CIIH-
Hbl. [IpencTaBieH MHOKECTBEHHBIMU IPUTEMATO3HBIMU MSATHAMM, OJIALIKAMH, Ha
MOBEPXHOCTU KOTOPBIX MMEETCs OenecoBaThblii HAJET, U3BWIUCTHIE APO3HUH, Tpe-
IIMHBI, IO Mepudepur — MEJIKME BE3UKYJbl 1O 2 MM B JUaMeTpe C MPO3payHbIM
COACPKUMBIM, cepo3Hble KOpouku. CumnToM Hukosbckoro orpunareiabHbiii. de-
HoMmeH KeOHepa nonoxxutenbHblii. Bce HOrTeBble MIACTUHBI CTON M KUCTEH yTOJI-
LIEHBI, PBIXJIBIE, CIIOATCSA, UMEIOT JKEATOBaThli OTTeHOK. Ha koxe TynoBuma —
paccesiHHbIe YYaCTKUA TMIEPIUTMEHTAlUA Ha MECTE OBIBIIMX BBICHITTAHUM.

N3 anamne3a: momoOHbIe BhICchITIanus y mMatepu (¢ 40-1eTHero Bo3pacra) u
nouepu (¢ 15-neTHero Bo3pacta). Ce30HHOCTh: 0OOCTPECHHS BO3ZHUKAIOT B OCCHHE-
BECEHHUU MTEPUO]I.

[Ipu KOMIUIIEKCHOM OOCJEIOBaHUH BBISIBJICHO: OHUXOMMKO3, MUKO3 TJIaJKON
KOXHU, XpoHHYeckui rematut «C» BuUpycHbIH, (aza perukamuu HCV, muHH-
MaJbHOM CTENEHU aKTUBHOCTHU; KEITUHOKAMEHHAsi 00JIe3Hb, XPOHUUYECKHUI KaJIbKYy-

JIE3HBIN XOJEIUCTUT, OUITMAPHBIA MAHKPEaTUT, 00OCTPEHHE; AUBEPTUKYJ JBEHA-
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auaTunepcTHon kumku. CaxapHblid [uabeT, HIYIUPOBAHHBIN IPUEMOM CTEPOU-
HBIX TOPMOHOB, JIETKOT'O T€YeHUA B (pa3e cyOKOMIIEHCAIUH.

JIns1 yTOUHEHUSI IUAarHo3a MpOBOAUIOCH HIUTOJIOTHYECKOE, TUCTOJIOTHYECKOE
¥ UIMMYHOTMCTOXMMHUYECKOE HcclieoBaHus. [Ipu UTOIOrHYecKOM HCCIIeI0OBaHUN
JTHA APO3UIl OOHAPY>KEHBI aKaHTOJIUTHYECKUE KIETKU. [Ipyu rUcTONIOTHYecKOM HcC-
CJIeIOBaHMU OMONTAaTa KOXKH C oYara MOpa>keHUs BBISBICHBI M3MEHEHHUS, COOTBET-
CTBYIOIINE XPOHUYECKON TOOPOKAYECTBEHHON CEeMEWHOH ITy3bIpuaTke [ 'yxkepo-
Xeinmm-Xeinu: cynpada3aibHbIM My3bIph OIPAaHUYCHHBIN 0a3aJIbHBIMHU KJIETKAMH,
00pa3yIoIKUMU COCOYKHU; My3bIPh COJACPKUT aKaHTOJIMTHYECKHE KIeTKU. Bocnanu-
TEJIbHBIE M3MEHEHHUs B CyO3NMHAEPMAJbHBIX OTAENAX JIEPMbI CIa00 BBIPAKECHBHI.
[Ipy UMMYHOTHCTOXMMHYECKOM HCCIIETOBAHUMN KIIMHUYECKA MHTAKTHOTO y4acTKa
KOXXUA OOJIbHOTO OTMEYEH aKaHTOJIM3 C (POPMUPOBAHUEM BHYTPUIIHUAECPMATBHBIX
Haj0a3anpHBIX Mmy3bipeil. OTcyTrerBue (ukcanuu |gG B MEXKKIETOUHON CBSI3bIBA-
IoIel CyOCTaHIIMU SIUEpPMECA TTO3BOIMIO UCKIIOYUTh UCTUHHYIO (ayTOUMMYH-
HYI0) My3bIPYATKYy.

Ha ocHoBanum anamHe3sa, KIMHUKO-MOP(OJIOTUUECKONW KAPTUHBI, pe3yibTa-
TOB THCTOJOTMYECKOTO M HMMYHOTMCTOXMMHYECKOTO METOJOB HCCIIEIOBAHUSA
OO0JTBLHOMY TIOATBEPKIEH JAMATrHO3 JOOpPOKAYECTBEHHAsI ceMelHas my3bipuaTka ['y-
Kepo-Xennu-Xeunu.

[IpoBeneno nedeHue: npeanu3oiion 30 Mr B cyTku per oS + 6eramera3on 1
amIysia BHyTpuMbIiieuHo Nel; kanus u Maruus acnaparuHat o 1tabnerke 3 pasza
B JIeHb, OPOTOBas KucjoTa o 1tadnetke 3 pasa B JieHb, Jokcuiukiud 0,1 r mo 1
tTabnerke 3 pasza B eHb, omenpaszon 20 Mr Ha HOYb, ¢ykoHa3on 150 mr, docdo-
munuabl 5,0 M1 BHYTPUBEHHO CTPYHHO, TeMapUH MOJKOXKHO MO CXeME; MECTHO: Ha
odyarn mnopaxenus — npumouku ¢ 0,25% pactBopoMm cepebpa; Oeramera-
30H+TEHTaMUIIMHKIIOTPUMA30J1, (U3HOTEepaneBTUYECKOE JieueHre (TIOJIIpU30BaH-
HBIN CBET).

Ha ¢one npoBogumMoro jieueHusi 0OTMEYaeTCsl KIMHUYECKH MOJI0KUTEIbHBIN

() eKT: CBeXKHMX BBICBIIAHWKA HET, OJHAKO B oyaraXx Ha KOXe B 00JIaCTH ecTe-
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CTBEHHBIX CKJIAJIOK COXPAHSIOTCS OJISIIIKU ¢ MOKHYIIIEW MOBEPXHOCTHIO U U3BUJIH-
CTBIMU DPO3USMH.

BonbHOI BeIMKCaH moj HAOIOJACHHUE JIEPMATOJIOTa M0 MECTY JKUTENIbCTBA C
pPEKOMEHJAUSAMU TPOJOJDKUTE MPUEM MPEAHU30JI0HA B 103€ 30 MI' B CyTKH, IIpe-
napaTbl Kajius U Kajiblivsl, uTpakoHa3ols nmo 200 Mr B TeueHue 7 JHEH MO cxeme.
MectHo: 6udonazon. [lo pexkomenaauu ractposHTepoiora: omernpaszon 20 mr 2
pa3a B JIeHb, TAaHKpeaTHH 1o 2 TabieTku 3 pa3a B JACHb, IKCTPAKT IJIOJOB PacTo-
porniu nsaTHUCTOM 1o 1 Karcyne 3 pasa B eHb. [1o pekoMeH1anuu 3H10KPUHOJIO-
ra: gueta Ne 9. [To pexomenaanuu nadekmonncta: reaorunuposanue HCV, aue-
Ta Ne 5, )KeJTYeroHHbIE MPETapaTHI.

C 2005 roga 6071pHOM HaXOAUTCS Ha MOJACPKUBAOIICH 103€ IPEAHNU30I0HA
30 mr B cyTku per 0S. IIpu ocmotpe B anpene 2014 roga otMedeHa ctagus HENOJI-
HOM KJIIMHUYECKON PEMHUCCHM Ha BBIIIE YKAa3aHHOM MOAJECPKUBAIOIIEH J103€ Mpe-
HU30JI0HA. [Ipy ocMOTpe: MaToJOTHMYEeCKUid MPOLIECC HOCUT PACHPOCTPAHECHHBIMU,
ITOAOCTPOBOCIIAJINTENIbHBIA, CHUMMETPUYHBIA Xapakrep. JIokanu3yeTcs Ha KOkKe B
00JIaCTH €CTECTBEHHBIX CKJIAJOK (IaXOBbI€ CKJIAJKH, MOAMBIIICYHbIC BIAIUHBI),
OOKOBBIX TTOBEPXHOCTEH TYJIOBUIIA U CIUHBI. B 001aCTH MOAMBIIIEYHBIX CKIATOK
MpoILIeCcC MPEJICTABIICH CIUBHBIMU OJISIIIKaMU OJIETHO-PO30BOTO IIBETA C YETKUMU
rpanunaMu pazmepamu ot 5x10 cm no 11x20 cM B Auamerpe, NOBEPXHOCTh KOTO-
pBIX MPOHU3aHA TIIYOOKMMH H3BWJIMCTBIMH TpPEIIMHAMU W OOpO3/IaMH MO THITY
«MO3TOBUJIHBIX M3BWIMHY» (puc. 3.9, a, 6). [lo nepudepun oT oyara nopakeHus —
paccesiHHbIe MamyJe3Hble 3JIEMEHThl. B 001acTy maxoBOil CKIaAKU IEHTpajbHas
4acTh OJSIIKM TOKpbITa OesnecoBaTbiM HajeToMm (puc. 3.9, B). Habmromarorcs
Y4acTKU THUINEpNUrMeHTanuu. B o6nacti OOKOBBIX MOBEPXHOCTEH TYJOBHUIA —
OJISIIIIKK 3aCTOWHO-CUHIONTHOTO OTTEHKA C YETKUMH TpaHUILIAMU U TEHJICHIIMEH K
nepudepudeckomy pocty. Ha moBepxHOCTH OSIIEK — METKUE IPO3UBHBIC Ae(eK-
ThI, YaCTUYHO TOKPBITHIE CEPO3HBIMU KOpKamMu. OT ouara MmopakxeHusi — paccesiH-
Hbl€ MATHUCTO-TIANYJIE3HbIE 3JIEMEHTH. B 005acT ciMHBI IpoLecc Mpe/ICTaBIeH

CAWHNYHBIMHA TIAITYJIC3HBIMU J3JICMCHTAMMU. Cumnrom Hukoabckoro OoTpHULATCIIb-
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Hblil. @eHomen KeOHepa mosoxkutenbHblil. Bce HOrTeBblEe MIIACTUHBI CTON U KH-
CTEH YTOJILEHBI, PBIXJIbIE, CIOSTCS, UMEIOT )KEJITOBATHIN OTTEHOK.

N3 aHamHe3a moyiy4eHbl JONOJHUTENbHbIE cBeleHus. Cpeau MmpoBOLUPYIO-
mMX (HaKTOPOB MALMEHT OTMEUYAET MEXaHWYECKOE MOBPEXKIECHUE KOXKHBIX IMOKPO-
BOB, CTPECC, MOrPEIIHOCTH B MUTAHUU (3KapeHOEe, OCTPOE, aJTKOT0JIb), MHCOJISIIHIO.
N3 npodeccnoHanbHbIX BPeIHOCTENH — KOHTAKT CO cTpoiimaTepuanaMu. Pekomen-
JIOBAHO MPOJIOJKATh MPUEM CHCTEMHOIO TIIFOKOKOPTHKOCTEpouAa (IIPEeaHU30JI0H
30 Mr B CyTKH PEr 0S) U mpenaparsl U3 FPyIIbl COMPOBOXKICHUS; MECTHO: OeTaMe-
Ta30H+TEHTaMHULMH+KIOTPUMA30JI, TETPALMKINHOBAs Ma3b JUIsl HApyKHOTO IMpH-
MeHeHud. Kypc aHTHOMOTHKOTEpanuy OBTOPSATH €KErOIHO.

IIpumep 3. O6cnenoBan 6onpHOM K., 46 et (1/6 Ne 7811, 1994 r.). bonen
Ha mpoTsbkeHuu 27 net (¢ 19-metHero Bo3pacta). BriepBble 0TMETUI MOSIBJICHUE
BBICBIIIAHUM Ha KO>KE€ B 00JIACTH CIIMHBI BO BpeMs CIy»Obl B apmuu. Jlo mas 1994
rojia 3a00JeBaHUEe MPOTEKAJIO OJIATOMPUSITHO B BHUJE €AMHUYHBIX BBICHIMIAHUN Ha
KOX€e B 00J1acTH ciMHbL. Tonu4yeckas MIIOKOKOPTUKOCTEPOUIHASL Tepanus Mo3Bo-
JsU1a IOCTUYb KIMHUYECKH MOJIOKUTENbHOro 3dexra. O00CTpeHNEe BO3HUKIIO B
mae 1994 roga (oTMeuaeT Ce30HHOCTB). ['OCTIHTANM3UPOBAH B KOKHYIO KIUHHUKY
MOHUKHU um. M.®. Bragumupckoro 14.06.94 nyist oOciaenoBaHus U JICUEHUS C
MpeABapUTEIbHBIM TUAarHo30M «BynbrapHas my3sipuaTkay.

[Ipu noctymiennn oduiee cocTosiHue 00JIBHOTO yaoBIeTBOpUTeNbHOE. JKa-
J00BI Ha BBICHIIIAHUS, COMPOBOXKIAIOLIUECS 3yJJOM U YyBCTBOM xokeHus. lpu oc-
MOTpE: MPOLECC PACHPOCTPAHECHHBIN, OCTPOBOCHAIUTEIbHBIA, CHUMMETPUYHBIN.
Jlokanu3oBaH Ha KOXKE€ TYJOBMINA, KUBOTA U B OOJACTH MOAKOJICHHBIX SIMOK.
[IpencraBnen OnAMIKAMH C POBHBIMU M TIOJUIUKIMYHBIMH OUYEPTAHUSIMH, HOCS-
UMY CIUMBHOM XapakTep, MOKPBITBIMU CYXHMH CEPO3HBIMU-TEMOPpPAaru4ecKuMu
kopkamu. Cumntom HHUKOIBCKOTO KpaeBOW MOJIOKHUTENIbHBIN. DKCKOpHAIIUU Ha
MmecTe pacdyecoB. CyObeKTUBHO OECMOKOUT 3y U YYBCTBO XOKEHUS B MECTax BbI-
CBITIAHUM.

HacnenctBeHHOCTD: CX0)KHe BBICHITIAHUS MMEIOT MaTh U POJIHOM Opart.
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[Ipu xoMmIeKCHOM OOCIEIOBAaHUH BBISABICHO: JHOOPOKAYECTBEHHAs THUIEP-
OUTUpPyOHHEMHUS, XPOHHUUECKUN IEPCUCTUPYIOLIUI TeMaTHUT.

JIns1 yTOUHEHUsI IMarHo3a NpoBOAUIOCH HUTOJIOTHYECKOE, TUCTOJIOTHYECKOE
¥ UMMYHOTMCTOXHUMHYECKOE UCCIEAOBaAHUS.

[Ipy IUTOIOrHMYECKOM HCCIEAOBAHUMU JHA 3PO3UN aKAHTOJUTUYECKUE KIIET-
K1 He 0OHapykeHbl. [Ipy THCTONOrMYecKOM UCCIEA0BAHUM OMOIITaTa KOXKH C O4a-
ra MopaxeHs BbISIBJICHA KapTHHA, XapakTepHas s 00Je3HU Xelnu-Xennu: Haja
0a3ajIbHBIM CIIOEM AIUAEPMUCA OOHAPYKEHBI JIAKYHBI U IIEJIH, UMEIOTCS MPU3HAKU
nuckeparosa. B nepme mepuBackymsipHas unuiasTpanus. [lpu o6pabotke kpuo-
CTaTHBIX CPE30B KJIMHUYECKHM MHTAKTHBIX YYACTKOB KOXHU CBIBOPOTKAMHU IMPOTHUB
OCHOBHBIX KJIaCCOB MMMYHOINIOOYIMHOB U C3 KOMIOHEHTa KOMIUIEMEHTa (uKca-
1un 1gG B MEXKIIETOUHOM CBS3BIBAIONICH CyOCTaHIIUM dMHICPMUCa He 0OHapYKe-
HO.

Ha ocHoBaHuM aHaMHe3a, KIMHUKO-MOP(OJIOTHYECKON KAPTUHBI, pe3yibTa-
TOB J1a0OpPAaTOPHBIX METOAOB HMCCIEAOBaHUS OOJIbHOMY JHArHOCTHpPOBaHa J00pO-
Ka4eCTBEHHAs ceMeiHas ny3bipuatka ['yxxepo-Xennm-Xenmnu.

[IpoBeneno neyenue: npeaan30a0H 30 Mr B CyTKM + TPHAMIMHOJIOH 24 MT B
CYTKH PEr 0S C MOCHEAYIOIUM CHUXEHUEM J03bl TNIFOKOKOPTHUKOCTEPOUAOB 110 20
MTI' B CYTKH MPEAHU30JI0HA + 16 MI' B CyTKH TpUaMLMHOJIOHA, aCKOPOMHOBAs KHC-
nota 0,5 T 2 pa3a B ieHb, (hJTyKOHA30J1, TIpenapaThl Kajlvs U MarHusl.

Ha ¢one npoBoAMMOro jieueHUs: OTMEYAETCsl KIMHUYECKH MOJIOKUTEIbHBIN
3¢ (dexT B BUAE MOJHOTO Pa3pellieHUs BBICHIMAHUN U OTCYTCTBUA 3yAa. boinbHOI
BBINIMCAH B YJIOBJIETBOPUTEILHOM COCTOSIHUM TOJ HaONIOAEHHE JIEpMaTOoJIOTa M0
MECTY KHUTEJIbCTBA C PEKOMEHJALMAMU O JAJIbHEHIIEM CHUXEHUHU JI03bl CUCTEM-
HBIX IFOKOKOPTUKOCTEPOUIOB.

3a nepuon ¢ 1994 o 2000 rr. 103a MpeAHU30JI0HA CHUKEHA JI0 TOJTHOM OT-
Menbl. C 2000 o 2014 rr. B JIeUeHUH TOJBKO MECTHAsl TepaNusi KOPTUKOCTEPOU-
HBIMU 1 KOMOMHUPOBAHHBIMU KpPEMaMH M Ma3sMU C MOJOXKUTEIbHBIM 3P(HEKTOM.
Ha npoTspkeHun Bcero nepuoja natoJioruyeckoro npoiecca TeueHue 3a001eBanus

HOCHUT BOJIHOOOpa3HbIi xapaktep. [Ipu 3ToM cpeau otgromarmmmx (HpakTopoB na-
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LMEHT OTMEYaeT OOMJIBbHOE MOTOOTIAEIECHUE U BIMSHHUE CE30HHOCTH (YyXYIUIEHUE
COCTOSIHUS CO CTOPOHBI KOKHOTO TOKPOBA B OCEHHE-BECEHHUI TIEPHOL).

Ha am0Gynaropunom npueme B amnpesne 2014 roga nanydeHT OpeabsBisi Kaao-
Obl Ha BBICBHIIAHMS HA KOKE B 00JAacCTH TYJOBUIIA U BOJIOCUCTON YacTH T'OJIOBBI;
3yl B MecTax BeIChIIaHui. [Ipyu ocMoTpe: nporecc pacnpocTpaHEHHbIM, OCTPOBOC-
MaJUTEIbHbINA, CAMMETPUYHBINA. JIOKaIM30BaH HAa KOKE BOJIOCUCTOW YaCTH T'OJIOBBI,
OOKOBBIX ITOBEPXHOCTEH 11U, B 00JACTU €CTECTBEHHBIX CKIIAJIOK (ITOAMBIIICYHBIX,
MaxOBbIX ), )KUBOTA, BHYTpEeHHEH oBepXHOCTH Oenep. Ha koxxe B o0macTu BoiocH-
CTOM YaCTH T'OJIOBbI OTMEYAIOTCS €IMHUYHBIE APO3HH, TOKPBITHIE CEPO3HBIMU KOP-
kamu (puc. 3.10, a). B oOmactu OOKOBBIX MOBEPXHOCTEH M€ — MATHUCTO-
TIAITyJIE3HbIE BBICHIIIAHUS PO30BOTO I[BETA C HEUYETKUMH I'DAHULIAMH Pa3MEPOM [0
1x2 cm B quamerpe (puc. 3.10, 6). B 061acTu cKi1aiok — €AUHUYHBIE HPO3UU SIPKO-
KpPacHOTO LBETa pa3sMepoM 10 2 cM B auamerpe. Ha koxke CIUHBI M KMBOTA —
MHO’KECTBEHHBIE ISITHA, OJIALIKKA PO30BOr0 LBETA C CHHIOUIHBIM OTTEHKOM pa3Me-
poM oT Ix1 cm go 5x9 cMm B quamerpe, ¢ HEUETKHUMU TPAaHULIAMUA W MOJIMIUKINY-
HbIMM OYEpPTaHUSMHM, HOCSIIMMH CIMBHOM XapakTep, Ha MOBEPXHOCTU KOTOPBIX
MEJIKUE W3BUWJIMCTBIE JPO3UBHBIE NE€(PEKThI, YACTUYHO MOKPBITHIE CEPO3HO-
THOMHBIMU KOpPKaMU; JIMHEMHBIE HSKCKOPHAIIUHU, IMOKPBITHIE TE€MOPpPArnyeCKuMu
KOpKaMH B MeECTaX, JOCTYMHBIX i pacdyechiBanus (puc. 3.10, B, T). Cumnrom
Hukonbckoro kpaeBoi nojoxkutenbHblil. CyObeKTUBHO OECIIOKOUT 3y U UYBCTBO
YKKEHHUSI B MECTAX BBICHITIAHUM.

[Ipu TmaTenbHOM cOOpe JaHHBIX aHAMHE3a ObLIO BBISIBIEHO, YTO MOAOOHBIE
BBICBIMAHUS HAOMIOMATUCh Yy 0a0ymKku (M0 MAaTEepUHCKOW JTMHUM) U AU (POIHOM
Opat matepu). Takxke nmpusHaku 00JIe3HN XEWUTH-XeNIu MPOSBUIUCH Y JBOIOPO/I-
HOM cecTpsl (104yb OpaTa marepu) B Bo3pacte 40 ser. M3 BpelHbIX TPUBBIUEK: KY-
penue (14-16 curapet B neHb ¢ 21-1eTHETO BO3pacTa), yMEPEHHOE yIoTpebiieHne
aJIKoroJisi. B yleueHun peKOMEH0BAaHO MPOJOJIKUTh TOMUYECKYIO TEPAIUIO C UC-
MOJIb30BAHUEM TIIFOKOKOPTUKOCTEPOUAHBIX Ma3el U KPEMOB.

IMpumep 4. O6cnenoBana 6osibHas 1., 58 mer (u/6 Ne 19440, 2010 r.).

bonbna oxono 20 net (¢ 38-nmetHero Bo3pacta). BriepBble NOSBUINCH BBICHITIAHUS
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Ha KOK€ BOJIOCHCTON YacTH TOJIOBHI, B 00JIACTH TOA0OPOIKA, CIIMHBI, BEPXHHUX KO-
HEYHOCTEH, COMMPOBOXKIAIONTUECS 3yIOM. DJIEMEHTHI ObUTH TIPEICTABICHBI MTy3bIPh-
KaMH U mycTtyilaMud. HeolHOKpaTHO MpoBOAMIOCH aMOYJIaTOPHOE M CTAIlIHOHAPHOE
JICYCHHUE MO0 MECTY JKUTEIIbCTBA C JUArHO30M «aepmatut». [IpoBoaumas tepanus
(aHTUTMCTaMUHHBIE U JI€CEHCUOWIM3UPYIOLIUE Mpenaparbl, MECTHO: aHUJIMHOBBIC
KpacuTeIM) TMO3BOJISUIA JTOCTUYL HE3HAYUTEIBHOTO TOJOXKUTEIBHOTO 3(dekra.
Becnoit 2008 roga Bo BpeMsi 000CTpEeHHS HAXOAWJIACh Ha CTAIIMOHAPHOM JICUCHUHN
B KokHOM kimmHuke MOHUWKU um. M.®. Bnagumupckoro ¢ auaraozom: Jlo6poka-
YECTBEHHAsA CEMEHas my3blpuarka Xeunu-Xeuau, MOATBEPKICHHBIM LIUTOJIOTH-
YECKUM (HaJIMUME aKaHTOJUTHUYECKUX KIJIETOK) M TUCTOJIOTUYECKUM (SMUIICPMUC C
y4acTKaMUu aKaHTOJU3a U (POPMUPOBAHUEM IIETEBUIHBIX TPOCTPAHCTB B IIUIIOBA-
TOM CJIO€, B TPOCBETE KOTOPHIX — EIMHUYHBIC AKAHTOJIMTHUYECKHE KIETKU U
HEUTpOMIbHBIC JEHKOIUTHI) METOAAMH HcclieoBaHus. [IpoBeneHo neuenue: Ka-
aust 1 marnus acnaparuHat 5,0 miu Ha 100,0 M (U3HOIOTHYECKOTO PacTBOpA
BHYTPUBEHHO KareJIbHO, aHTUTUCTAMUHHBIE U CEIaTUBHBIC JICKAPCTBEHHBIE CPEl-
CTBa, aHWJIMHOBBIC KPACHUTENIM HAPYKHO — C TMOJIOKUTEIbHBIM KIMHUYECKUM (-
dbextoM. OHAKO CIYCTS JBa MecsAlla BOZHUKIIO 000CTpeHue (reHepaau3alus BbI-
ceimanuii) U B HOsIOpe 2009 roma mo MecTy >KUTEThCTBA MPOBEACHO JICUCHUE CHU-
CTEMHBIMH TTIOKOKOPTUKOCTEPOUIaMH B 103€ 20 MI' B CyTKH MPEAHU30JI0HA PEr 0S
B T€UEHHE MecCsIla C TOCTENEHHBIM CHIKEHUEM J03bI JI0 TOJHOM ee oTMeHBbI. [[o-
CTUTHYTa HETOJHas KIMHUYECKash PEMUCCHUsl (COXpaHEHHWE OYaroB MOPAKEHUS B
00J1aCTH €CTECTBEHHBIX CKJIAJIOK).

B centsi6pe 2010 roga Bo3HUKIIO 000CcTpeHre 06€3 BUAMMBIX puyuH. CaMo-
CTOSTEJIbHO TPUHUMAJIA XJIOPOMUPAMUH BHYTPh U UCIIOJIH30BaJIa TOMMMYECKHUE KOP-
TUKOCTEPOUIbI C MAJIOBBIPAKEHHBIM TOJOXKUTEIHHBIM 3(PGEKTOM, B CBA3U C UeM
rOCIUATAIN3UPOBaHA B KOXkHYHO KIMHUKY MOHUKHU nm. M.®. Bragumupckoro
11.10.10. nns mpoBeAcHUS 0OCICIOBAHUS U JICUCHHS.

[Ipu moctymienun oOuiee cocTosiHue OOJNBHOW YIOBJIETBOpUTEIbHOE. Be-
JyIIKe *Kano0bl: Ha BRICHITIAHUS HA KOXKE, COMPOBOXKAAtoNuecs 3yaom. [Ipu ocMoT-

pe: MaToJOorHYeCKUil MpoLecc HOCUT paclpOCTPaHEHHbIH, CUMMETPUYHBIN, MOA0-
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CTPOBOCHAIUTEIBHBIA XapakTep. JIokanm3oBaH Ha KOKe€ B OOJACTH CIIMHEI, IEH,
JIEKOJIbTE, TYJOBUILA, BEPXHUX KOHEYHOCTEW U €CTECTBEHHBIX CKJIAJO0K (MOIMBI-
IIEYHbIE BIAJIUHBI, [TOJI MOJIOYHBIMU KeJle3aMHu, MaxoBble ckiaaku). Ha xoxe cru-
Hbl TATOJOTMYECKUA NPOLECC NPEICTaBIEH IUIOCKUMH IMaylaMd pO30BaTo-
CUHIOIIHETO OTTEHKA, OKPYIVIBIX OYEpPTAaHWW W IUIOTHOBATOM KOoHcHcTeHIuu. Ha
KOKE€ JKMBOTA OTMEUAIOTCS OJIAIIKK PO30BATO-CUHIOLIHETO OTTEHKA, pa3MEepOM OT
7cMm o 20 cM B [uaMeTpe HENMpaBUIbHON (POPMBI, ¢ (PECTOHYATHIMHU OYEPTAHUSIMU
Y PE3KUMH TPaHUIAMU. DIAIIKKM MMEIOT TEHJICHLIHIO K CIUSHUIO. JDKCKOpUALNK B
MecTax pacyecoB. B o0iactu ecTecTBEHHBIX CKIAAOK — OJSIIKK C 3PO3USIMH, Ma-
[EPUPOBAHHON MOBEPXHOCTHIO, MTYOOKUMHU U3BUJIUCTHIMU TPEIIMHAMU U BEreTa-
[USMH MEX]Ty TTOCIETHUMHU B BUJIE HU3KUX TPEOEIIKOB, YACTUYHO MOKPBITHIX KeJ-
ToBaTbiIMU KopkamH. 1o nepudepun OISMIKK OKaiiMIIeHbl BOCHAIUTEIBHBIM 000/-
KOM U 0axpoMKoii oTciauBaromierocs snugaepmuca. CumntoMm Hukonbckoro orpu-
narenbHbii. Denomen KeOHepa monoxuTenbHbIA. Buaumblie cau3ucteie 0007I09KH
WHTAKTHBI.

N3 anamuesa: orek KBunke (uronp 2010 r.) Ha yKyc Hacekomoro (ajiepru-
YyecKas peakuusi KynupoBaHa HH(PY3MOHHON Tepanuei v 1eCeHCUOMIN3UPYIOIUMU
cpeacrBamu). M3 comyTcTByromux 3a0oeBaHU: KeTYHOKaMEeHHas 0o0Jie3Hb (XO-
neuuctdkToMust B 2005 r.); ayTOMMMYHHBIA TUPEOUIUT; XPOHUYECKHI MaHKpea-
TUT; Keye301e(UIUTHAS] aHEMMUSL.

HacnencrBeHHsblii aHaMHE3: CO CJIOB OOJBHOM TMOMOOHBIMU BBICHITAHUSAMHU
cTpagaroT Math (¢ 30-meTHero Bo3pacTa) U poJHOM Opar.

IIpu KoMImIeKCHOM OOCIEAOBAHUM BBISBIEHO: CMEIIAHHAS TYrOyXoCTh |
CTENICHH; HApyLIEHHAas TOJIEPAHTHOCTh K IVIFOKO3€, WHAYLHMPOBAHHAS IPUEMOM
[ITFOKOKOPTUKOCTEPOUIOB.

Jns moAaTBEpKIAEHUSI AUAarHo3a MOBTOPHO MPOBEIEHO THCTOJIOTHYECKOE
uccleoBaHue ¢ odvara nopaxkenuss Ha koxke (ot 19.10.10). BreisBiena
Mopdosiorudeckasl KapTuHa, XapakTepHas Jisi 00Jie3HU Xenn-Xenu: SMuIepMuc
C ydYacTKaMW aKaHToiuM3a © (HOPMHPOBAHWMEM IIECJIEBHIHBIX MPOCTPAHCTB B

HOIUIIOBaTOM CJIO0C, B IMPOCBETC KOTOPEBIX OTMCUAKOTCA CAUMHUYHBIC
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AKaHTOJIMTUYECKUE KIETKU U HEUTPOPHUIBbHBIC JTCHKOIIUTHI.

Ha ocHOBaHWM MOTy4eHHBIX JaHHBIX (aHaMHE3, KIMHUKO-MOP(OIOTHYECKas
KapTUHA, pe3ylbTaThl THMCTOJIOTHYECKOTO MCCIIEIOBAHUS) MOATBEPKICH JUArHO3
N0OpPOKAaYECTBEHHON ceMENHOM my3bIpuaTku [ yxepo-Xennu-Xeu.

[IpoBeleHO JIeUEHHE CHCTEMHBIMU TIIFOKOKOPTUKOCTEPOUAMH: MPEITHU30-
joH 40 mr B cyTkH + 6eTameTazoH 1,0 MJI BHYTPUMBIIIEYHO OJTHOKPATHO C MOCJIe-
OYIOIMM CHHKEHHEM J03bI NpeaHn30a0Ha 10 30 Mr B cyTku. M3 comyTcTBYyIomen
Tepanuu: Kaiuus U MarHus acmaparunar 5,0 mu Ha 100,0 Mi pusnoaornyecKoro
pacTBOpa BHYTPUBEHHO KameyibHO, Kalblus rmtokoHat 10% 5,0 Ma BHyTpUMBIIIEY-
HO, oMenpa3on 20Mr Ha HOYb, MeOTUIpONIUH TI0] TabneTke 2 pa3a B JeHb, MOJUBU-
TaMuHBI 110 1 Tabnerke 3 pas3a B JeHb. Tonuueckas Tepanus: aHWIMHOBBIE KpacH-
TEJIW, pacTBOp IEpMaHraHara KaJius Ha MECTO B3sTUsl Ouorncuu; Oeramera-
30H+TEHTaMULMH+KJIOTPUMA30J1, (DIyOLIMHOJIOHA All€TOHU/.

Ha ¢one npoBorMOro je4eHnus 0TMEYAETCsl MOJIHOE pa3pellieHue BbIChINa-
HUM, OTCYTCTBUE CBEXKMX BBICHINIAHUU M 3yAa. Ha mecTe ObIBIIMX BBICHIMTAHUMN —
YYaCTKH THIEPIIUTMEHTALNN.

bonbHas BbIlMCaHa B YJOBJIETBOPUTEILHOM COCTOSIHUM Ha J103€ MPEIHU30-
joHa 30 Mr B CyTKHU 1oJ HaOJIOJEHHUE IepMaTosora o MECTy )KMTEIbCTBA C PEKO-
MEHJALUUSIMHA O JAJIBHEHIIEM ITOCTENIEHHOM CHW)KEHHUM J03bl MTPEAHU30JIOHA, TIPO-
BEJICHUU COIYTCTBYIOLIEH TEpamnuu, COOMIOIEHUH PEKOMEHAAINI CMEXHbBIX CIie-
UAIKUCTOB (TaCTPOIHTEPOJIOT, SHAOKPUHOJIOT). M3 Tonnueckoi Tepanuu: yBiax-
HAIOIIME KpeMa, OeTaMeTa30H+TeHTaMULIUH+KIOTPUMA30Jl.

Ha npotspkennn nocieayomux 3 JieT NalueHTKE HEOTHOKPATHO MPOBOAU-
JIOCh CTallMOHApHOE JiedeHue B KOoxHOW kiauHuke MOHUKU um. M.®. Bnagu-
mupckoro (stHBapb 2011 r., sHBapb ¥ HOsIO0pb 2012 1.) B CBsI3U C 000OCTPEHUEM Ma-
TOJIOTHYECKOT0 MPOLECCA, BO3HUKAIOUIETO KaXKIbll pa3 IOCJIE CaMOCTOSITEIbHON
OTMEHBI J103bl MPEIHU30JI0HA. MakcuMallbHasi 1032 MPEAHU30JI0OHA B CTaJUU
o0ocTpeHust maTojiornueckoro npouecca 40 Mr B cyTku PEr 0S 1mo3BoJsijia J0CTUYb

KJIIMHAYECKH TOJIO0KUTETHHOTO 3 deKTa.
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Ha npotsiskennu Bcero 2013 roga B i€4eHUN — MacCIsiHbIA PACTBOP PETUHOJIA
naiasbmutaT 150 teIC EJl Kypcamu u TonMueckasi Tepanusi ¢ NpUMEHEHUEM Mas3eil 1
KPEMOB, COACPKALUIUX TIIIOKOKOPTUKOCTEPOUIBI, C TIOJIOKUTEIBHBIM KIMHUYECKUM
s dexTom.

B ampene 2014 roga Ha amOyJaTOpHOM IIpHUEMe MAllMEeHTKa IPEeabsIBIsia
’aJI00bl Ha BBICHIIIAHMS HA KOXKE TYJIOBUIIA U KOHEYHOCTEH, COMPOBOKAAOLINECS
CHJIBHBIM 3yJIOM U OOJIE3HEHHOCTBHIO B MECTax BBICHIMIAHUI; HapylieHue cHa. [Ipu
OCMOTpE: MATOJIOTMYECKUIN MPOLECC HOCUT PaCIpPOCTPAHECHHBINH, CUMMETPUYHBIN,
NOJIOCTPOBOCHAIUTENBHBIN XapakTep. JIokain3oBaH Ha Koke B 00JlacTH 3aHEN
MOBEPXHOCTU IIE€H, TPYAH, KUBOTA, CKIANOK (OAMBIIIEYHbIE BIIAJIUHBI, MO MO-
JIOYHBIMU JK€JI€3aMH, MaXOBbl€ CKJIAJIKH), CIUHbBI, BEpXHUX KOHEYHOCcTel. B oOna-
CTH IIEH MPEICTaBIIEH ONSIIKaMU SPKO-PO30BOT0 I[BETa HEMPABHIBHON (POPMBI C
YETKUMH TPaHULAMU, HA ITOBEPXHOCTH KOTOPBIX MEIKUE M3BUIIMCTBHIE 3PO3MBHBIC
ne(eKThl, YACTUYHO IOKPBITHIE CEPO3HO-THOMHBIMU KOpPKamMH, Ha MECTE pas3pe-
IIMBUIMXCSA AJIEMEHTOB — y4acTKU runepnurmeHTtanuu (puc. 3.11, a). B obmactu
I'pyAd — MHOKECTBEHHBIE 3PUTEMATO3HO-CKBAMO3HBIE 3JIEMEHTBI, SPO3UBHBIE JiE-
ekl 10 0,5 cM B 1uaMeTpe, MOKPBITbIE KOPKAMHU, YYAaCTKU TUIIEPIUTMEHTALUU.
B ob6nactu ckiasok — KpynHbIe OJSIIKK SPKO-PO30BOTO IIBETA C CHHIOUIHBIM OT-
TEHKOM C YETKMMH I'paHULaMU U (PECTOHYATHIMU OYEPTAaHUSMHU, HA TOBEPXHOCTHU
ONSIIEK — MEJKUE 3PO3UHU C MOKHYIIUM JIHOM, YACTUYHO MOKPBITHIE CEPO3HBIMU
YelyHKo-KOpKaMH, DyOOKHME W3BWIIMCTBIE TPELIMHBI M OOpO37bl, MOBEPXHOCTH
ManepupoBana (puc. 3.11, 0, B). Ha xoxe cnuHbBI MaToJIOrMYecKuil mpouece npea-
CTaBJIeH OOLIMPHBIMU CIMBHBIMU YYaCTKaAMU THIEPEMHUH U MHPUIBTPUPOBAHHBIMU
OJsIIKaMM  3aCTOMHOTO PO30BATO-CUHIOUIHETO OTTEHKA, OKPYIVIBIX OYepTaHUM
(puc. 4.11, r). Ha xoxe >XMBOTa OTMEUAIOTCSl OJIAIIKKA PO30BATO-CUHIONIHETO OT-
TEHKa, pazMepoM oT 7 ¢M 110 20 cM B AMaMeTpe HenpaBUIbHON (PopMbl ¢ (ecToH-
YaTbIMUA OYEPTAHUSIMHU U PE3KMMHU T'PAHULAMU. BIISIIIKK UMEIOT TEHAEHIUIO K CIIH-
SHUIO. DKCKOpHAILIMK B MecTax pacuecoB. CumMnToM HUKOJIBCKOTO OTpULIATENbHBIN.

denomen KeGHepa monoxuTeabHbIA. Buaumblie cim3nucTbie 0007109KH MHTAKTHBI.

81



[Ipu TmarenbHOM cOOpe aHaMHE3a MOIYYEHBI JOMOJTHUTEIBHBIE CBEICHUS:
MOTOOHBIMU BBICHITIAHUSMH CTPAJaeT s (pOAHOU Opar Marepu), OTMEYaeTCs Cce-
30HHOCTh XapakTepa TeueHUsI OOJE3HU: YXYIUIEHUE COCTOSIHUS CO CTOPOHBI KOXK-
HOTO TIpollecca B OCEHHE-3UMHHU Tepuof, (HosOpb-aekadps). Cpenu ¢GakTopos,
CIOCOOCTBYIOIIMX OOOCTPEHHUIO MpoIecca — CTpecc, 00mIbHOe motootaeneHue. C
YYETOM COCTOSIHUSI KOYKHOTO IMaTOJIOTMYECKOTO MPOLEcca K JICYEHUIO PEKOMEHO-
BaHO MPUCOEANHUTH OJHOKPATHOE BHYTPUMBIIIECUHOE BBeAeHUE OerameTazoH 1,0
M. Y3 Tonnueckoit Tepanuu NpoTUBOrPUOKOBBIE U TOPMOHAJIBHBIE KpEMa U Ma3u.

IIpumep 5. O6cnenosana 6onbHast C., 38 net (u/6 Ne 6699, 1994 r.). Bosb-
Ha B TeueHue 6 yietT. BriepBbie mociie NepeHeCeHHOr0 HEPBHOTO CTpecca OTMETHIIA
MOSIBJICHUE €UHUYHBIX MTy3bIPHKOB Ha KOKE CIUHBI C MOCIEAYIOIIUM PacIpocTpa-
HEHHEM Ha KOXY B 00y1acTu 1ieu. BoByieueHue Ipyrux y4acTKOB KOXKHOTO MOKPO-
Ba OTMEUEHO BO Bpems 6epemerHoctd (1992 r.) u mocneponoBom nepuoje. Heon-
HOKpPAaTHO JIEYWJIACh IO MECTY >KUTEIbCTBA C JUAarHO30M JEpPMaTUT, 3K3eMa
(HaTpust THOCYJIb(AT, MECTHO: TIFOKOKOPTUKOCTEPOUIHBIE Ma3d M Kpema) — 0e3
s dexra. Harpasnena B koxHyo kinanky MOHUKU um. M.®. Braaumupckoro
20.05.1994 nnsa oOcnegoBaHus U JICUCHUS C MPEBApPUTEIIbHBIM AuUarHo3om «Ce-
OopeitHas my3bIpuaTKay.

[Ipu moctymnenun odiee cocTosiHuE OONMBHOM ynoBIeTBOpUTEIbHOE. JKa-
700bI Ha BHICHINIAHUSA HA KOXKE, 3yl M YYBCTBO *KEHHUS B MeCcTaX BeIChimaHui. [Ipu
OCMOTpE: MaTOJOTHYECKUM ITPOLECC paCIPOCTPaHEHHBIN. JIOKamn3yeTcs Ha KOXKE B
00JIacTU TPYAM U CIHUHBI; MPEJCTABICH MHOXECTBEHHBIMU MamyJjiaMH, My3bIpbKa-
MU, SPO3USAMH, MOKPHITHIMUA PBHIXJIBIMU KOPKAMHU, UMEIOIIUMHU TEHIACHIIUIO K CIIUsI-
HUIO ¢ 00pa30BaHHWEM O0YaroB, pa3mMepoMm 10 5-6 cm B muamerpe. Cumnrom Hu-
KOJIBCKOTO TTOJIOKUATEIIbHBIN.

N3 anamHe3a: mogo0HbIC BHICHITIAHUS B CEMbE UMEET OTEII.

JI1s1 yTOUHEHUsI IMarHo3a NpoBOAUIOCH IUTOJIOTUYECKOE, TUCTOJIOTUYECKOE
1 UMMYHOTHMCTOXUMHYECKOE HCCieoBanus. [Ipu UTOIOTMYECKOM HCClIeI0BaHUN
JTHA APO3UI OOHAPYKEHBI aKaHTOJMTHYECKHE KIeTKU. [Ipu rucToIornyeckoM uc-

CJIEIOBAaHMU OMOMNTAaTa KOXHU MOPAKEHHOTO y4acTKa KOXU OOHApY>KEHbI OOIIMp-
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HbIe cymnpaba3aibHbIEe My3BIPH, B MPOCBETE KOTOPHIX aKAHTOIMTHYECKHE KIIETKH,
o4aroBbIi rurnepkeparo3. COCOYKH AEPMbl OTEUHbI, MOJHOKPOBHBI, BHICTYIAIOT B
MPOCBET JIaKyHBI, BHICTIAHBI OazalibHbIMU KieTkamu. [Ipu oOpaboTke KpuocTat-
HBIX CPE30B KJIMHUYECKH MHTAKTHOTO y4acTKa KOKHU OOJIbHOW CHIBOPOTKAMU MPO-
THUB OCHOBHBIX KJIACCOB UMMYHOTJIO0YJIMHOB ¥ C3 KOMIIOHEHTAa KOMITJIEMEHTA BbI-
SIBJICH UIMMYHOKOMIUIEKCHBIN cHHApOM (oTioxeHue 1gG B BEpXHUX CIIOSIX J€PMbI
c cekBectpanueit |gG+ Marepuana Mo MEXKIECTOUYHBIM MMPOCTPAHCTBAM AIHICPMH-
ca Ha MOBEPXHOCTh KOXkH). OTcyrcTBUe crnenuduyeckoit gukcanuu 1gG B Mex-
KJIETOYHOM CBSI3BIBAOIIEH CyOCTaHLIMHU 3MHIEPMHUCA MTO3BOJIAIIO UCKIFOUNUTH HAJIH-
yye y 00JIbHOM ayTOMMMYHHOM My3bIpYaTKU.

Ha ocHoBanum anamHe3sa, KIMHUKO-MOP(OJIOTUUECKONW KAPTUHBI, pe3yibTa-
TOB IIUTOJIOTMYECKOT0, TUCTOJIOTUYECKOTO U UMMYHOTUCTOXUMUUYECKOTO METOJIOB
UCCIIeI0BaHMs OO0JIBHOM JMAarHOCTUPOBAHA TOOPOKAYECTBEHHAsI CEMEiHas my3bIp-
yaTka ['yxxepo-Xennu-Xenmnu.

[IpoBenena cucremMHass KOMOMHUPOBAHHAS TJIFOKOKOPTUKOCTEPOUIHASI Tepa-
nus (mpeaHn30yioH S0 Mr B CyTKH Per 0S + TpuaMirHOIOH 40 MI B CyTKH Per 0S) u
4 ceanca minasmadepesa uyepe3 AeHb, YTO MO3BOJUIO JOCTUYb CTOMKOIO KIMHUYE-
CKOTO TIOJIOKHUTENBHOTO d((eKTa B TeueHue 7 THEW U MOCTEIEHHO CHIXXATh JT03Y
CUCTEMHBIX TJIFOKOKOPTHUKOCTEPOUAOB. M3 comyTcTByromed Tepanuu: Kaiblus
IIIOKOHAT mo 1 Tabnetke 3 pa3a B JIeHb, Kallusg U MarHus acnaparuHar no 1 ta6-
jeTke 3 pasa B IeHb, ackopOuHoBas kuciota 0,5 r 2 pasa JieHb.

Ha ¢one npoBoauMOro jedyeHust OTMEYAETCS YJIYyUIIEHUE KOXKHOTO Mpoliec-
ca. HoBBIX BBICBIIAHMI HET, CUMIITOM HHKOIBCKOTO OTpHULIATENBHBIN, IPO3UH DITH-
TeIU3UPOBATUCH. OTMEUaeTCs TUTIEPITUTMEHTAITUS Ha MECTE OBIBIITUX BBHICHITIAHUH.
bonbHasg Beimucana Ha 30 Mr B CyTKHM NMPEIHU30JIOHA PEr 0S ¢ PEKOMEHIALUSIMHU
MOCTENEHHOTO CHUIKEHHSI J03bl CHUCTEMHOTO TJIIOKOKOPTUKOCTEPOUZa B COMPO-
BOXJICHUHU C COMYTCTBYIOIIEH Tepanuel (mpenapaThl Kajaus U KaibIus).

B Teuenue mocneayroiiero noiaroja Ao3a NpeIHU30J0Ha CHUKEHa 0 MOoJI-
HOolt orMeHBl. C 1995 mo 2014 rr. mporecc HOCUT BOJHOOOPA3HBIA XapakTep CO

CMEHOH MNEPpUOJOB AKTUBHOTO IIpOLECCa U €T0 «3aTHUXAHUA). Tonuueckoe JeueHue
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C IPUMEHEHUEM TTIOKOKOPTUKOCTEPOUIOB OKa3bIBAJIO KIMHUYECKU TOTOKHUTENb-
HBIN 3P DeKT.

Ha am0Oynaroprom nmpueme B utoHe 2014 roja mamueHTka oTMeqaia perpecc
BBICHITIAHUN TTOCJIE 000CTpeHUs, HauaBmierocs 3umoil. [Ipu ocmoTtpe: naronoruye-
CKU MPOIIECC PACTIPOCTPAHEHHBIN, TTOJIOCTPOBOCHIATUTENbHBIN. Jlokanu3yeTcs Ha
KOXe B 00J1aCTH 3aJHEHl MOBEPXHOCTH II€U, TPYJIU, OOKOBBIX TOBEPXHOCTEHN TYJIO-
BUIIA, B CKJAJKaX MOJ] MOJIOYHBIMH >Keje3aMu U chuHbl. [IpeacraBieH equHUY-
HBIMH MATHUCTO-TIANYJIE3HBIMU BBICBIMIAHUSAMU, OJISIIKAMU pa3MEPOM J0 SX5 ¢M B
UaMeTpe C MEJIKUMHU H3BUIUCTHIMU 3PO3UBHBIMHU Je(PEKTaMU Ha MOBEPXHOCTH,
YaCTHUYHO TOKPBITHIMU CEPO3HO-THOMHBIMH KOpKamH. B ckiaakax u Ha OOKOBOM
NOBEPXHOCTU TYJIOBUIIA — OJIAIIKA pa3sMepoM J0 S5X5 CM B JAHAMETpe SPKO-
PO30BOTO 1[BETA, HA TTOBEPXHOCTH KOTOPBIX MHOXKECTBEHHBIC SPO3UBHBIE AC(PEKTHI,
HOKPBITBIE CIIOMCTBIMU CEPO3HO-TeMOpparnueckumMu kopkamu. Cumnrom Hukoms-
CKOTO MOJOXKHUTEIbHBIMN.

W3 anamHe3a NOTy4YeHBI JOMOJIHUTEIbHBIE CBEICHUS: TTOIOOHBIMH BBICHINIA-
HUSIMU B CeMbe cTpajajia 0adyuika (10 OTLIOBCKOM JIMHUM) U UMEIOT JBE POJHBIE
TETH TO OTILIOBCKOHM JMHHH, POJHAs CECTpa M JBOIOPOJHAS CecTpa (I0Yb CECTPHI
otua). Ce30HHOCTb: yXyIUIEHHUE COCTOSHUSI B OCEHHE-BECEHHUHN U 3UMHUH MEepPHO-
Ibl. AJuleproaHaMHe3: ajUIeprUuecKue peaklud B BHJE J€pMAaTHUTa Ha TYpPHEIIC
(kopmoBas pera).

BonbHON peKOMEH0BaHO MPOIOJKUTh MECTHYIO HAPYKHYIO TEPANUIO KOp-
TUKOCTEPOUIHBIMU 1 KOMOMHUPOBAHHBIMU KPEMaMH U Ma3sIMH.

Ipumep 6. O6cnenoBana OonbHas I1., 49 ner (u/6 Ne 6043, 1995 r.). Bons-
Ha okousio 1,5 sier. BniepBble mociie ncuxo-3MOIMOHAIBHOTO HANPSKEHUSI Ha KOXKe
TYJIOBUIIIA TOSBUJIMCH BBICHIMIAHUS B BUJIE My3bIPHKOB, HA MECTE€ BCKPBITUSI KOTO-
pbIX (GOPMUPOBATUCH KOPOUKHU. JlMarHocTHpoBaHa crpentojepmus. B Teuenue ro-
J1a IPOBOJMIIOCH aMOYJIaTOPHOE M CTAIlMOHAPHOE JIeUeHHE (aHTUOMOTUKOTEepaIus,
JneceHcuOomnu3upymomasi  tepanusi, ¢usuorepanusa (yiabTpapuosieToBoe 00Iyde-
HUE), aHUJIMHOBBIE KPACUTENU C KPAaTKOBPEMEHHBIM IMOJIOKUTEIbHBIM 3()PEKTOM.

B Teuenue 2-x IIOCICAHUX HEACIIb OTMECYACTCA O6OCTpeHI/I€ B BHUJC ITOABJICHUA HO-
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BBIX 3JIEMEHTOB, 3y/1a. 3al0/I03pEHA ByJIbrapHas my3bslpuaTka. ['ocnuranuznpoBaHa
B KoxHYI0 ki1nHUKY MOHUKU nm. M.®. Bnagumupckoro 04.05.95 nis obcene-
JIOBAHUSI U JICUCHHUSI.

[Ipu mocTynneHun obiiee cocTosHuEe OOMBHON yAOBIETBOpUTENbHOE. JKa-
J00bI Ha BBICHIIIAHUSI HAa KOXKE, COMPOBOXKIAIOIINECS JIETKUM 3yJI0M M OOJIe3HEH-
HOCTBIO B MecTax BhIChIMaHui. [Ipu ocMoTpe: mporecc paclpoCcTpaHEHHBIH, TO0-
CTPOBOCHAIUTENbHBINA, CHMMETPUYHBII; JIOKAJIN3YETCA Ha KOKE B 00JIACTU CIIHHBI,
JKUBOTa, Oenep, Mo JICBOM MOJIOYHOM >KeJIe30M M MpaBoO MOIMBIIIICYHON BITaIH-
Hbl. [IpencraBien Omsmikamu, pacroiaralonMMIC Ha THIIEPEMUPOBAHHOM (OHE,
pasMepoM 10 4x4 cM B [UaMeETpe C YETKUMHU I'paHuliamu. Ha moBepxHOCTH 04aros
MOPaXEHUsI PACHOJIaraloTCsl 3PO3UH, U3BUIIUCTHIE TPEIIMHBI U MaUJLIOMAaTO3HbIE
pa3pacTtaHusi, YaCTUYHO MOKPBITHIE KOPKAMU KEITOTO IBETA.

HacneactBennocts: orpuiiaet. [Ipu komruieKCHOM 00CiieIOBaHUU BBISBIIC-
HO: MHOXECTBEHHAs MHOMa MaTKH.

JIns yTOYHEHMS [MarHo3a NPOBOJWIIOCH THCTOJOTHYECKOE W HMMYHO-
FUCTOXMMHUYECKOE HccienoBanusd. lIpy IUCTONIOrMYecKOM HCCIENOBAaHUU IOpa-
YKEHHOT'O YYacCTKa KOXKH BBISIBJIEHBI BHYTPHUANHAEpPMaJIbHbIE (Cynpada3alibHbIE MY-
3bIPH), B MPOCBETE KOTOPHIX OTMEUAIOTCS aKAHTOJMUTUYECKHE KIETKU. B mome-
Karie nepMe — HecielM(pUIeCKUii UMMYHHBIN BOCTIAIMTEILHBIM HHPMIBTPAT U3
JUM(OLUTOB € MPUMECHIO P03MHOPUIOB. [Ip UMMYHOTHCTOXHUMHYECKOM HCCIIE-
JIOBAaHUU KJIIMHUYECKH MHTAKTHOTO ydacTka Koxu (ukcanuu 1gG B MEXKKIETOUHOM
CBSA3BIBAIOLIEH CyOCTaHIIUM SMUEPMHUCA HE BBISIBJIEHO, YTO MO3BOJIUIIO UCKITIOUYUTh
Hajan4ue y 00JIbHON ayTOMMMYHHOMU MTy3bIPYaTKH.

Ha ocHoBanunu anamHe3a, KIMHHUKO-MOP()OIOTHYECKON KapTUHBI, TUCTOJIO-
IMYECKOr0 U UMMYHOTHCTOXMMHYECKOTO METOAOB HCCleAoBaHUsl OONbHOM Juar-
HOCTHpOBaHa JOOpOKaYeCTBEHHAsI ceMelHas Imy3bipuatka [ yxxepo-Xeinu-Xenu.

IIpoBeaeHo sieuenue: npeaHu3oiaoH 100 Mr B CyTKu PEr 0S ¢ MOCIEAYIOIINM
CHIKEHHEM J03bl CUICTEMHOIO TIIIOKOKOPTUKOCTEPOUIA, KMl M MarHus acrnapa-
ruHaT mo 1 tabnetke 3 pasa B JeHb, KaJblus TIIIOKOHAT 10 1 Tabnerke 3 pasa B

ACHb, MECTHO: TPMaMIIMHOJIOH.
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BonbHas BbIMHMcaHa B yIOBIETBOPUTEIHLHOM COCTOSHHM TOJ HaOJIOIEHUE
JIEpMAaTOJIora Mo MECTY KUTEJIbCTBA HAa IPEIHU30JIOHE 25 MI' B CYTKH Per 0S ¢ pe-
KOMEHAAIUSAMH JTAJIbHEMIIETO MOCTENEHHOTO CHUKEHUS €T0 J103bl C PUEMOM Jie-
KApCTBEHHBIX MPENApaTOB U3 TPYIIbI CONMPOBOXKIEHUS (MpenapaThl Kajus U Kajlb-
).

IIpumep 7. O6¢cnenoBana 6onpHas 1., 43 ner (u/6 9006, 2012 ). Cuuraet
ce0s1 OosbHOM ¢ KoHIA anpesst 2012 rona, korjga nocie nepeHeceHHOro HEPBHOIO
cTpecca U OOWJIBHOTO MOTOOTAENECHUS OTMETHJIA MOSBJICHUE BBICHITIAHUN Ha KOXe
B 00JIaCTH JIEBOM MOJAMBIIIEYHONW BHaauHBl. CaMOCTOSITENbHO NMPHUMEHSJIA aHTH-
cenTUYeCcKue pacTBopbl — 0e3 addekra. Uepes 2-3 qHS BBICHIIAHUS CTAIU PACIPO-
CTPaHATHCS Ha KOXY TYJOBHILA M BEPXHUX KOHeuHocTel. CaMoCTosATENbHO 00pa-
OaTbIBajia OYaru NOPa)KEHUsl CIUPTOBBIM PACTBOPOM CAJIMIIMIIOBOM KUCIOTHL. Buny
HEA(P(EKTUBHOCTH CaMOCTOSITENIBHOTO JiedeHUsI oOpaTuiack B MOCKOBCKUHM 00-
JaCTHOM KIIMHUYECKHI KOXXHO-BEHEPOJIOTMUECKHM AMCIIaHCep, 3al0JI03peH OyI-
ne3nbli nempurona. ['ocnuranuzupoBaHa B KOxHYH KinHUKY MOHUKU uwm.
M.®. Brnagumupckoro Jij1si 00CaeI0BaHUS U JICUCHUSI.

[Ipu noctrymieHun ob1iee cocTosiHue OOJNBHOM yAoBIeTBOpUTENbHOE. JKa-
J00bl Ha BBICHINIAHUS HA KOXKE TYJOBUIIA M KOHEYHOCTEH, COMPOBOXKAAIOIINECS
3ynom. [Ipu ocMoTtpe: mpomecc pactmpoCTpaHEHHBIN, MOAOCTPOBOCIIAIIMTEIbHBIN,
CUMMETPHUYHBIN; JIOKAJIN30BaH HA KOXKE B 00JIACTH MOAMBIILICYHBIX BIIAJIUH, KUBO-
Ta, CIIMHBI 1 KOHEYHOCTEH, CIM3UCTOM MOJIOBBIX OpraHoB. Ha koxke martosioruue-
CKUW MPOLECC MPEACTABJICH OJIAIIKAMHU C YETKUMM T'paHULAMHU 110 5-8 CM B J1Ha-
METpE, Ha MOBEPXHOCTU KOTOPBIX pacrojaratorcs my3bipbku 10 0,4 cM B quaMerpe
C HaIPsLKEHHOW MOKPBIIIKOW MPO3PAYHBIM COAECPKUMBIM, 3PO3UHU 0 5 MM B Jua-
METpe, YaCTUYHO MOKPBITHIE CEPO3HBIMU KOpKaMH. Ha cim3mcToi monoBsIx opra-
HOB (OOJIBIIMX M MaJbIX MOJIOBBIX I'y0) — €IUHUYHBIE 3PO3UU C SPKO-PO30BBIM
aaom 1o 0,5-0,8 cm B gmamerpe, ¢ Besukynamu o nepudepun. Cumnrom Hu-
KOJIbCKOT'O — OTPULIATEIIbHBIM.

N3 anamues3a: caxapHblii auabet | THma, MHCYJIMHO3aBUCUMBIHN, TSKEIOrO

TEUYEHHUS, HEKOMIICHCUPOBaHHbIN. HaciencTBEeHHOCTh — OTpHUIIAET.
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JUIst yTOUHEHHsI TMarHo3a NpOBOJMIOCH TMCTOJIOTHYECKOE U MMYHOTHCTO-
XUMHAYECKOE HcciiefqoBanue. [Ipyu rucronornyeckom HCCIIEIOBaHUM Odvara mnopa-
YKEHHUS Ha KOKe OOHApYKEH My3bIpb C HEKPOTU3UPOBAHHON MOKPBIIIKON U Pedu-
TEIU3UPOBAHHBIM JTHOM, C KJIETOYHBIM JETPUTOM, HEUTpOodHUIaMu U 303MHOPHUIA-
MU B nosioctd. CyOdnuaepMainbHbie e ¢ OONbIIUM KOJIMYECTBOM 303UHODU-
noB. Kaptuna 6omnee Bcero coorBercTByeT OyiuiesHoMmy nemburonny. OgHako oT-
cyrctBue ¢ukcrupoBanHoro IgG u C3 KoOMIOHEHTa KOMILIEMEHTa B 30HE 0a3aib-
HOM MeMOpaHBbI SMUAepMHCa B KIMHUYECKU HHTAKTHOM YYacTKE KOXKU MO3BOJIMIIO
UCKJIIOYHTD Y MAIIMEHTKH HaJan4uue OyJie3HOro nemurouaa.

Ha ocHoBaHuu KIMHUKO-MOP(]OJIOTHUECKONH KapTUHBI OOJbHOM AUArHOCTH-
poBaHa cemeitHas T00poKauyecTBEHHAs XpOHUYecKas my3bipyaTka ['yxxepo-Xeinnu-
Xeunnu.

[IpoBeaeno neyenue: xmnopornupamuH 1,0 M BHYTPUMBIIIEYHO, KaJIbIHUS
rimokoHaT 10% 5,0 Mu1 BHYTpUMBIIIEUHO, JiopaTaauH no 1 tabierke 2 pas3a B JCHb;
Hapy>KHO: OeTaMeTa30HTeHTaMULMH+KJIOTPUMA301.

Ha done neyeHus: otMeyaeTcsi MOJOKUTEIbHAS TUHAMHUKA: CBEXKHUX BBICHI-
IIAHUM HET, DPO3UU AUTEIM3UPOBAINCE. Ha MecTe pa3pemmBIINXCS BBICBITAHUN —
YYaCTKU TUIEPIIUTMEHTAIMU. 3y He O€CIIOKOUT.

B teuenue nocnenyronmx nyx-tpex jetr (2012-2015 rr.) na koxe B o0ma-
CTU HIDKHEUW TPETH ToJieHed MEepUOIUYECKH MOSBISIIUCH €IUHUYHBIC BHICHITAHUS,
KOTOPBIE pa3peliaINCh NOCJE NPUMEHEHHS HAPYKHOM KOPTUKOCTEPOUIAHOUN Tepa-
TUU.

[Tanimentka ocmoTpena B mapte 2015 roma. Ob1iee cocTosiHUE YIOBIETBO-
putenbHoe. JKanoObl Ha BBICHINIAHUS HA KOKE B 00JIACTH HIDKHUX KOHEYHOCTEH.
[Ipn ocmoTpe: MaToIOrnYEeCKUui NPOLUEeCcC OrPaHNYEHHBIN, AaCHMMETPUYHBIN, ITOA0-
CTPOBOCHATUTENIbHBIN; JTOKAIM30BaH HAa KOXKE B 00JIACTM TIPABOW HIDKHEW TPETH
roJicHn MeauansHo. [IpeacraBien OsmKkoi oBaasHON GOpMBI pazmepom 4Xx5 cM B
JMaMeTpe ¢ YETKUMHU, CJerkKa MPUIOJHITHIMU KpasiMi KOPUYHEBOTO I[BETA C 3ara-
JIEHUEM JKEJITOBATOTO OTTEHKA B IeHTpe. [loBepXHOCTh OisIIKKM — poBHAs OJecTs-

marasa, CKBO3b anO(i)I/IPOBaHHBII\/'I SIUACPMHUC BUAHBI MHOKCCTBCHHBIC TCJICAHIMOK-
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tazun. [lo nepudepun OnAIKKA B BepXHEH ee yacTu — 3po3ust pazmepom 0,5 cM B
TuaMeTpe ¢ Mpu3HaKaMHu Nepu(OKaTLHOTO BOCHATICHHS, TIOKPHITAs IIOTHO CHISI-
el reMopparudeckoit kopoukoil. KoxHbie MOKPOBBI KUCTEH — CyXue, MECTaMu ¢
MEJIKOTIACTUHYATHIM IIeTyleHrneM. B 06macT 3amsacTuii oTMeudaroTcs Heriayoo-
KM€ JIMHEIHbIC U TOYEUHbIE TPEUIMHBI HA SpUTEMaTO3HOM (poHe anmuHoi oT 0,3 cMm
10 1 cM, TuHEHHbIe YKCKOPHAIUU, TTOKPBIThIE TeMOpparudyeckuMu kKopkamu. bec-
MOKOUT 3y/Jl B MECTaX BBhIChIIAaHUN. BOJIOCHI U HOT'TEBbBIE MJIACTUHBI MHTAKTHBI.

KinvHuueckas kapTuHa COOTBETCTBOBAJIA JIMIIOUIHOMY HEKpPOOMO3Y M DK3e-
M€ KHCTEM.

[Ipu ompoce monaydeHbl JOMOJHUTENIbHBIE aHaAMHECTUUYeCcKue AaHHble. Ha
dboHe TeueHUs caxapHOro auadera BO3HHMKIW aHruo- u peruHomatuu. C 1990-x
roJIOB CTPaAacT XPOHUYECKUM TaCTPUTOM C IMOBBIIICHHOW KHUCIOTHOCTHIO. OHKO-
aHaAMHE3: y MaTepH — PaK MOJIOYHBIX JKeJie3, M0 MOBOLy KOTOPOTO Obljia BHITIOJIHE-
Ha MacTAKTOMUs. BpeaHble MpUBBIUKK: KypeHHe Ha mpoTspkenun 15 met (¢ 15 mo
30 mer).

Knunuko-nabopaTopHbie nmokazatenu: rioko3ypus (13,88 mmomns/i), kero-
Hypus, comu 130.600 En/mkin (okcanatsl). MTHCTpyMEHTalbHBIE METOIBI UCCIEA0-
BaHUs (dXOKapauorpadus): MUTpaibHas peryprutanusi | CcTeneHu, TPUKYCIIH-
JanbHas peryprurtanus 1 cTeneHu, perypruTaiys Ha KiarnaHe JISTOYHON apTepuu
0-1 crenenmu.

C y4eToM KIMHUYECKUX TPOSBICHUM Ha MOMEHT OOpalleHHs K JICYCHUIO
PEKOMEHOBAaHO MPUCOCIUHUTH JCTPOTEUHU3NPOBAHHBINA AUAIN3AT U3 KPOBU 3710-
POBBIX MOJIOUHBIX TeNST 5,0 M1 BHyTpuMBITIeuHO Nel0, menTokcndrmua 0,1 T 1o
1 rabnetke 3 paza B nenb 20 aHeit. M3 HapyKHOHM Tepanuu: Ha KOXKY HUKHUX KO-
HEYHOCTEN — TPOKCEPYTHUH, HA KOXYy B 00JIACTU KUCTEH — MUTATEIbHBIN KpEeM C

HOPKOBBIM MAacCJIOM, YBHa)I(HHIOHII/Iﬁ KpEM.
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Kannnueckue Ha010n0eHus

JIOKAJIN30BaHHOH opMbl Oos1e3Hn Xeilau-Xeilan

IIpumep 8. O6cnenosan 6onbHOM M., 39 net (u/6 Ne 4393, 1994 r.). Cuura-
eT cebs1 00BHBIM OKOJIO Tro/ia. BriepBbie OTMETHIT MOSIBJICHUE TUTIEPEMUPOBAHHBIX
MATEH Ha KOXE B 00JIACTH IIEW W MOJAMBIIICYHbIX BlaguH. CaMOCTOSTEIBLHO MPO-
THpaJl NOPAKECHHBIE YYACTKH KOXHU CIUPTOBBIMU pacTBopaMu. OJHAKO BBICHINA-
HUS YBEJIMYUBAIUCH B pa3Mepe A0 3-X CM B IMAMETPE, NOBEPXHOCTh KOTOPBIX CTa-
Ja OKpbIBaThCs Kopkamu. OOpaTuiics K Bpauy. J[marHocTupoBaH JepMaTHT, Mpo-
BEJICHO JIeueHUE (BUTAMUHBI, KaJIbIUS XJIOPH]I, CIIUPTOBBIE PACTBOPHI) C BPEMEH-
HBIM MOJIOKUTEIBHBIM KIMHUYECKUM 3¢ dexToM. B TedeHue mocienHero Mecsia
MOSIBUJIMCH CBEXUE BBICHINAHUSA. [ OCIUTAIM3UPOBAH B KOKHYIO KIMHUKY MOHMU-
KU um. M.®. Bnagumupckoro 01.04.94 myis oOcinenoBaHus U JCUYCHHUS.

[Ipu noctymiennn oduiee cocTosiHue 00JIBHOTO yaoBIeTBOpHUTENbHOE. JKa-
J00bI Ha BBICHINIaHUS Ha KOXe. [Ipn ocMOTpe: MaToaoru4eckuil mpoiece mojocT-
POBOCTIAJIUTENbHBIN, CUMMETPUYHBIN. Jlokanu3yeTcss Ha KOXke B OOJacTH IIEH U
MOAMBIIICYHBIX BaauH. [IpencraBiieH B BUie MATEH TUaMEeTpoM 10 1 cM 3acToii-
HO-KPAcHOTO M (PUOJIETOBOTO OTTEHKOB (00JaCTh MOJMBIIICUYHBIX BIAIUH) U €1H-
HUYHOTO 3pO3UBHOrO nedexra auameTpoM 10 0,5 cM, MOKPHITOrO TOHKOH KOpPOY-
KO W PacroJIOKEHHOTO HAa BUAMMO 3JI0POBOU KOXKE€ (3aJIHSsSI MOBEPXHOCTH IIEU
ciea). Cumnrom Hukonbckoro otpuniatensHbiii. denomen Kebnepa momoxu-
TEJIbHBIM.

C 1enbro yro4HEHHUs AWarfHo3a MpoBOAWIOCH THCTOJIOIMYECKOE UCCIIEI0BA-
HUE C oYara nopakKeHus Ha Koxke. BbisgBieHa KapTUHA, XapaKTepHas Juisi 00Je3HU
Xeiinu-Xennu: cynpaba3aibHble BHYTPUAMUIACPMAIIbHBIE MY3bIpU C OOWIMEM
AKaHTOJIMTHYECKUX KJIETOK. Jo3uHOGUIbHAS WHUIbTpaIus cymnpada3aibHBIX
CJIOEB JIEPMBI.

Ha ocHOBaHuM KITMHUKO-MOP(OTOTUYECKON KaPTHHBI U PE3yJIbTaTOB TUCTO-
JIOTUYECKOTO UCCIEeI0BaHUs OOJIbHOMY JIMarHOCTHPOBaHA J00pOKaueCTBEHHAs ce-

MelHas my3bipyaTka I'yxepo-Xennu-Xeunu.
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[IpoBeneHna Tonuveckasi Tepanus: TPUaMIIMHOJIOH, aHUJIMHOBBIE KPACUTEIIH,
TTFOKOKOPTUKOCTEPOUTHBIE Ma3U — C MOJIOKUTEIHHBIM KIMHHYECKUM 3((HEKTOM.

[TamreHT BBITIMCAH MO HAOIIOICHUE IEPMATOJIOTa 10 MECTY KUTEIbCTRA.

B teuenune mocnexyromux 20 met (1994-2014 rr.) oTMedaeTcss BOTHOOOpa3-
HOEe TeueHHe OOJIe3HM CO CMEHOW IMEepHOAOB OOOCTPEHHUS MAaTOJIOTHYECKOro Mpo-
1ecca M ero «3aTuxaHus». Mcronb3oBaHME TOMUYECKUX TIIIOKOKOPTUCTEPOHU]IOB
MO3BOJISTIO JOCTUYD KIIMHUYECKU TOJIOKUTENBHOTO dddeKTa.

[TarmmenT ocmotpen B Mae 2014 roga. JXKano6 e npeabssiser. [Ipu ocMmoT-
pe: MaTOJOTHYECKUN KOXXHBIM IMPOLECC OrPAaHWYCHHBIN, HEBOCHAIUTEIBHOIO Xa-
pakTepa. Jlokain3oBaH Ha KOXE B 00JIACTM TAXOBBIX CKJIAJ0K M MPEACTaBIICH
y49acTKaMHU THUIIEPIUTMEHTAIIMN OKPYTI0i (DOPMBI C Pa3MBITBIMH TPaHHUIIAMHU pa3-
MepaMH 210 2 cM B quaMeTpe. OCTanbHbIe KOXKHBIE TOKPOBBI HOPMAIbHOM OKPAaCKH,
YMEpPEHHON HJIaCTUYHOCTH, TYprop CHMXeH. Ha Koke TyJIOBHIIIa OTMEYaIOTCS
SAMHUYHBIC O4Yaru ceOOpeHOro Keparosa, AMuAepMaIbHbIe HEBYChI, T€MaHTHOMBI.
HorreBpie mmactunbl 1-X manelieB cTon yTONIIEHbl. HOrTeBble MIIaCTUHBI KUCTEN
UMEIOT IPOJIOILHYIO HCUEPUYECHHOCTh. BOJIOCHI M MOKPOBBI CIM3HUCTBIX 000J0UYEK
uHTakTHbI. @eHoMmeH KeOHepa Mmoo KUTENbHBIN.

N3 anamHe3a 1oiy4yeHbl JOMOJHUTEIbHBIC CBEACHUS: NMpeObiBaa B YepHo-
obL1e ¢ HOsIOps 1986 rona no deBpans 1987 roga. HacneacTtBeHHOCTH: MO100HbBIE
BBICHITIAaHUSI UMEIOT ChIH (¢ 32 JieT), cecTpa u Opar. Cpeau NpoBOLUPYIOIIUX (ak-
TOPOB OTMEYAET MEXAHMYECKOE TTOBPEKICHUE KOKHBIX TTOKPOBOB.

Ipumep 9. O6cnenoana 6onpHas T., 62 et (u/6 Ne 5154, 2010 r.). bonbHa
okoyio 12 net, korga BnepBbie 0€3 BUAUMON MPUYMHBI Ha KOXKE€ B 00JACTH MOJ-
MBIIIICYHBIX BITAJIMH MOSABUIINCH MSITHA PO30BO-KPACHOIO 1IBETA, COMPOBOXKAAIOIIIH-
ecs 3ynoM. K Bpauy He oOpartiiasiach, CaMOCTOSITEILHO MTPUMEHsIIA KpeM (Ha3BaHUs
HE TTIOMHUT), YTO CIIOCOOCTBOBAJIO BPEMEHHOMY perpeccy Boichimanuii. CIycTs TOJ
nmocjae MaHu(eCTauu IMaTOJOTHYECKOTO Ipollecca Ha KOXKe B 00JIACTH TIOJIMBI-
IICYHBIX BIAJWH HA TUIEPEMUPOBAHHOM (POHE TMOSBWIKMCH MY3bIPHKU JTUAMETPOM
10 0,5 cm B nnametpe. Brichinianus UMeNnu TEHACHIUIO K ciusHuo. [1o Mecty xu-

TCJIbCTBA KIIMHUYCCKH JHAIrHOCTHPOBAH MHUKO3 FHa)IKOﬁ koxxu. Ha3znauennas Ipo-
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TUBOTPUOKOBAsl Teparus, IEPUOJAUYECKH MPOBOJUMAS B TEUCHHUE MOCIEAYIOIINX
10 net, He MaBaja MOJIOKUTEIbHOTO A dekTa. JIumb npuMeHeHne ropMOHaIbHON
Ma3H CIIOCOOCTBOBAJIO YACTUYHOMY PErpeccy BhICHIMaHUM. B cBs3u ¢ 0TCyTCTBHEM
MOJIOKUTENIbHOW TMHAMUKHA OT MPOBOJAUMOM Tepanuu 0oJibHasi TOCHUTAIN3UPOBA-
Ha B KOkHYI0 KIMHUKY MOHUKU nm. M.®. Biianumupckoro 14.05.10. ¢ npeasa-
PUTEIBHBIM TUArHO30M: 00s1€3Hb XeWnu-Xenau asist 00cneJoBaHus U JICUCHUS.

[Ipu moctymieHnuu ollee cocTosiHuE OOJIbHOUW yAOBIETBOpUTENbHOE. Bemy-
IIMe >KaJOOBI: BBHICHINIAHUS HAa KOXK€ B OOJIACTH MOJMBIIICYHBIX BHAJWH, COMpPO-
BOJKJIAIOIIIUECSI MHTEHCUBHBIM 3yJ0M. [Ipn ocMoTpe: mpouecc orpaHu4eHHbIN, TO0-
JIOCTPOBOCHAIMTENbHBIN, CUMMETPUYHBINA. JIOKamu30BaH Ha KOXeE B 001aCTH MOA-
MBbIIIeUHbIX BHaauH. [IpeacTaBieH spureMaro3HbiMu Ousiiikamu a0 10 cM B aua-
METpEe ¢ YETKMMHU rpaHullaMu U (pectoHuarsiMu Kpasmu. [lo nepudepun ouaron
MOPaXKEHHUS PACIOJIAratOTCsl My3bIPbKU C BsUION MOKPBIIIKONH U 9PO3UBHBIE Te(EK-
ThI, YACTUYHO IMOKPBITHIE KEITOBATO-CEPBIMU KOpKamu. Horresble miacTUHbI CTOI
ne(opMUpPOBaHbI, YTOJIIEHBI, TPSI3HO-KEITOTO I[BETA.

W3 anamHe3a: y oTiia mo/Io0HbIE BHICHITIAHUS HA KOKE B 00JIACTH TIOIMBIIIICY-
HbIX BraauH. [lepenecennnie 3a0oaeBanus: anneHadkromus (1957 r.). Kucra stmu-
auka (1979 r.).

[Ipu KOMITJIEKCHOM 00OCIIETOBAHUU BBISIBIICHO: CUTYaIIHOHHO OOYCJIOBIIEHHOE
ACTEHO-HEBPOTUUYECKOE COCTOSIHUE, TYTOYXOCTh | CTENEHH.

C 1enb0 yTOUHEHUS! JUAarHo3a MpOBOJUINCH IUTOJIOTUYECKOE U THCTOJIOTU-
Yyeckoe ucciieqoBanus. [Ipu HUTOIOrMuecKoM UCCIEA0BAaHUM JTHA 3PO3Uid OOHApY-
JKEHbl AKAHTOJIUTUYECKUE KIETKH. [Ipu THMCTONOrMYecKOM HCCIENOBAHMM Odara
MOPa)KEHHUS BBISBICHBI IPU3HAKKU 00Je3HU Xein-Xeim: BHyTpUIIUIepMaTbHbIC
cynpaba3zanbHble My3bIPU C OOUIIMEM aKAHTOJIUTUYECKUX KJIETOK B IMIPOCBETE.

Ha ocHoBanum aHamHe3a, KIMHUKO-MOP(HOJIOTHYECKON KapTHHBI, PE3ysbTa-
TOB IUTOJOTHYECKOTO M THUCTOJOTMYECKOTO METOJOB MCCIEIOBAHUS JHar-
HOCTHpOBaHa JOOpOKavYeCTBEHHAs ceMeliHas my3bipuarka ['yxkepo-Xeinu-Xeiu.

[IpoBenieHO JieUeHHE: KM XJIOPHUJ + KadblUs XJOPU + MarHus xjopup +

HaATpUs THUApPOKapOoHaT + HaTpus xJopusl + noBuaoH-8 Thic. 200,0 M1 BHYyTpUBEH-
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HO KanenbHo, Maruus cynasdart 25% 10,0 M BHYTpUMBIILIEYHO, TeHTaMUIIH 80 Mr
2 pa3a B JIeHb BHYTpUMbIIIEYHO, JoKcUUIMKIUH 0,1 T o 1 TabneTtke 2 pa3a B JieHb,
xyopniupamuH 1,0 Ma BHyTpuMBILLIEYHO, peTuHoa+BUTaMuH E 1o 1 kamncyne 2 pasa
B JIeHb, XU(eHaIuH 10 2 Ta0JeTKH 2 pa3a B ACHb, OTPYOH 1O 1 CTOIOBOM JI0XKKE 3
paza B aeHb. HapykxHo: aHWIMHOBBIE KpacWUTENM, JlazepoTepanusi, Oeramera-
30H+TEeHTAMHUIIUH+KJIOTPUMA30J.

Ha ¢one mpoBoAMMOTO JIe4eHHUS] OTMEUAETCS KIMHUYECKU MOJIOKUTEIIbHBIHI
3((EKT: CBEKUX BBICHIIIAHUI HET, 3PO3UH SMUTEIU3UPOBATIUCH, HA MECTE OBIBIINX
BBICBINAHUN — runepnurMenTanns. CyObeKTUBHO 3y HE OECIIOKOUT.

bonpHas BbIMCaHa MO HAOMIOACHHUE JI€pMATOJIOra, OTOJAPUHIOI0ra Mo Me-
CTY *XUTeNbcTBa. JlaHbl pekoMeHauu: peruHosn+BuTamMuH E o 1 tabnerke 2 pa-

3a B 1eHb 10 1 Mecsama. MecTHO: mutaTeabHas Ma3b ¢ BUutTaMuHaMu A 1 E.
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X X 3
PucyHok 3.6. Jlokanm3aumsa natonormyeckoro npouecca npun 6onesHn Xennun-Xennu.
a-r — KOXHble MOKPOoBbl B 06/1acTV eCTeCTBEHHbIX CKNagok: a — 06nacTe NnoAMmblLLeYHbIX BnaguH. [Npouecc npeacras-
neH 6nsawkoi 6negHO-pO30BOroO LiBETa C YeTKMMMU rpaHuuamu pasmepom Ao 11x20 cm B gnameTpe, NOBEPXHOCTb
KOTOpPOW B LIEHTpanbHOW YacTy YaCcTUYHO NokpbiTa 6enecoBaTbiM HaneToM; nepudepuyeckas 4yactb MMeeT Mernkue
W3BUNUCTbIE 3PO3MBHbIE AedEKTbI, YAaCTUYHO MOKPbITbIE CEPO3HO-THOMHBIMK KOpkamMu. [ManynesHble anemMeHTbl pac-
cesiHbl Mo nepudepun oT oyara nopaxeHus; 6 — naxoeas obnactb. lNpouecc npeacTaBneH HNALWKON APKO-PO3OBOro
LBeTa C CMHIOLIHBIM OTTEHKOM C YETKMMU rpaHnlamMu n ectoH4YaTbiMM o4epTaHnsMm pasmepom ao 9x12 cm B gna-
MeTpe; Ha MOBEPXHOCTU BrisWKN B nepudepryeckor YacTn — Menkue 3po3nn C MOKHYLLUM HOM, YaCTUYHO NMOKPbI-
Tble CepO3HbIMU YeLLyKo-KopKamMu; B — 0b6nacTb MexbarognyHon cknagkvi. Ovar nopaxkeHus ¢ YeTKUMU rpaHuuamm
pasmepoM o 12x18 cM B gnameTpe, NOBEPXHOCTb LieHTpanbHOM YacTh KOTOPOro MoKpbiTa pMOPUHO3HBEIM HaneToMm;
B Nepndeprnyeckon YacTu - MHOXECTBEHHbIE 3pO3MBHbIE AedeKTbl, pacnofioXeHHbIe Ha rMnepeMmnpoBaHHOM oHe; T
— obnacTtb nog mMono4Hon xeneson. bngawka 6negHO-pPO30BOro 3aCTOMHONO OTTEHKA C YETKUMW rpaHuuamMmn pasme-
pom go 8x10 cM B guameTpe, CKIOHHas Kk nepudeprnyeckoMy pocTy; Ha BCEN NOBEPXHOCTN BGNALWKM - 3p03nn B BUAE
«MO3rOBUAHbIX» U3BUIIMH, YACTUYHO MOKPbITHIE CIIOUCTLIMU CEPO3HO-THOWHBIMU Kopkamu. OT oyara nopaxeHusl no
nepudepmmn — paccesiHHble NATHUCTO-Nanyne3sHbIe ANEMEHTHI;
BA-3 — KOXHble MOKPOBbl B 0611acTy TynosuLla: A — paccesiHHble NATHUCTO-NanynesHble 3NeMeHTbl C eAVHUYHBIM 3pOo-
3UBHbIM AedeKToM B 06racTi rpyaHon KneTky; e — B 06nacTu xunBoTa bnsLika 3acTONHO-KPaCHOro (BUHHOIO) OTTEH-
Ka C YeTKMMMN HepOBHbIMU FrpaHnLamMu pasmepomM Ao 7x13 cM B AnameTpe C TeHAeHUMen K nepnudepmnyeckomy pocTy.
[MoBepxHOCTb GNSALKM McHepyeHa ussmnuHamMm u 6oposgamm, YacTUYHO MoKpbiTa pMbpUHO3HBIM HaneTom. Mo ne-
pudepumn ovara — paccesiHHble NATHUCTO-Nanyne3Hbie ANEMEHThI; XK — 3pPUTEMaTO3HO-CKBaMO3HbIe o4aru B obnactu
NOSACHWLbI; 3 — B 06nacT 6OKOBOW NMOBEPXHOCTU TYroBMLLE BNsLika 3aCTOMHO-CUHIOLLHOIO OTTEHKa C YeTKUMMW rpa-
HMLamu pasmepom Ao 8x12 cm B guameTpe M TeHAeHUMen K nepudepuydeckomy pocTy. Ha noBepxHocTu 6nsiiku
6nuxe K ee nepudepuyeckon YacTu — MenkMe 3po3nBHbIe AedEeKTbI, HACTUHHO MOKPbITbIE CEPO3HbIMU Kopkamu. OT
ovara nopaxeHusl — paccesiHHble NATHUCTO-Nanyne3Hble ANIeMeHTbI;
M — B obrnactu 3aaHeb0KOBOM NMOBEPXHOCTYH Leun pacnonaraeTcs bnswka pasmepom o 7x9 cMm B AuameTpe, Ha no-
BEPXHOCTU KOTOPOW MHOXECTBEHHbIE 3pO3UBHble AedeKTbl B BUAe U3BMNUH M 60po3a, YacTUYHO MOKPbITble MaccuB-
HbIMW CEPO3HO-THOWHBIMM Kopkamu. O4var nopaXeHusi okaMreH 3aCTOMHO-3pMTEMAaTO3HbIM BEHUYMKOM C TeHAeHLUMeN
K nepucepuydeckomy pocty. o nepucbepun oyara oTMeYarOTCA OTCEBbI B BUAE €OMHUYHBIX MefKkux bnswek ¢ spo-
3MBHOM NOBEPXHOCTbLIO, YACTUYHO MOKPLITON CEPO3HO-THONHOM KOPKOA.
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P -
PucyHok 3.7. lNMepBuYHble 1 BTOpUYHbIE MOPEONOrM4ecKkme anieMeHThbl Npu 6onesHn Xennu-Xennu.
a-r — nepBUYHbIE MOPONIOrMYECKME SMNEMEHTbI: @ — MATHO PO30BOrO LiBETa OBarbHOM hOPMbl C YETKMMM rpaHMLamMm
pa3vepom 2,5x1,5 cm B AnameTpe, B LEHTPE - Cepo3Has KOpodka Ha MecTe NMOMHyBLUEro ny3bipbka; 6 — My3blpbkn C
BSINOM MOKPbILLKOW, C reMOpparnyecknm U cepo3HbiM COLAEPKMMbIM, PACMOMNOXEHHbIE HA 3PUTEMATO3HOM (POHE Ha
nepucepumn GnsLWKN; B — NycTyna ¢ BSMOW NOKPbILIKOA U MYTHBIM COAEPXWMbIM, PACMONOXEHHas Ha apuTemMaTos-
HOM ¢poHe Ha nepudepum BrAWKKM; r — Bnsilka ApKo-pO30BOro LBETa C YETKMMM rpaHMLaMm OKpyrnon opMbl pas-
mMepoM 1o 3,5 cM B AnameTpe, Ha NMOBEPXHOCTU OMSALLKM - MENKMEe 3p03NM C MOKHYLLUM [AHOM, YaCTUYHO MOKPbIThIE
CEPO3HBbIMM YEeLLYNKO-KOPKaMU;
O-X — BTOPUYHbIE MOPPONornyeckmne arnemMeHThbl: A — 3pO3MBHbIE AedEKTbI, YHACTUHHO NMOKPbIThIE reMOopparnyeckumm
KOpOYKamMm, pacnorfioXkeHHble Ha nepudepuyeckon 4Yactu GnswkM pasmepom 0 7x4 CM B OUaMeTpe CUHIOLIHO-
3aCTONHOrO LBeTa OKpYrrnov popMbl C PECTOHYATLIMU OYEPTAHUSIMU; € — MHOXECTBEHHbIE TpeLUmHbl 1 6opo3abl No
TUNY «MO3TOBUAHBIX» M3BUIMH HA OHE 3PO3UN, PaCMONOXEHHbIX HA NMOBEPXHOCTM Onswku 6negHO-pO30BOro LBeTa
pasmepoM o 10x20 cm B gnameTpe; X — y4acTKu rmnepnurMeHTaumMm Ha MecTe pa3peLuvBLUNXCS BbICbINaHWNA; Nu-
HEHO-TOYeYHbIE IKCKOPUaLMW, NMOKPbITbIE reMopparM4ecknMm Kopkamu.
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a
PucyHok 3.8. KnuHuuyeckme nposieneHnst 6onesum Xennu-Xennu y 6onsHon M.

a — Ha koxe B obnacTtu 3agHew NOBEPXHOCTM LUEN U MecTa Nepexofa Ha BOMOCUCTYIO YacTb rofoBbl NpoLecc npea-
CTaBflEH 3pUTEMATO3HLIMU NATHAMW OKPYIIbIX OYEPTaHWA C YeTKUMM rpaHuuamu pasmepamu ot 1 cm go 5 cm B
avameTtpe;

6 — Ha koxXe B 0b6nacTu XuMBOTa M NOA MOMOYHBIMU Xene3aMmn - MHOXXECTBEHHbIE MSATHUCTO-NanynesHble 3NeMeHThI
SIPKO-PO30BOro LBeTa, UMeloLLMe TEHOEHLMIO K CNMsAHUIO ¢ obpa3oBaHuem bnswek pasamepom ot 4 cm go 10-15cv B
OnameTpe, Ha MOBEPXHOCTU KOTOPbIX MEMKNE TOYEYHbIE U U3BUNUCTbIE 3PO3MBHbIE AedEKTbl C MOKHYLUMM LHOM,
YaCTUYHO MOKPbLITBHIE PbIXIBIMU CEPO3HBIMU YellynKo-kopkamu. o nepudepumn oyaroB HabnogalwTca eanHUYHbIe
Ny3bIPbKM C BAMOW NOKPbILLKON U CEPO3HLIM COAEPXMMbBIM 1 OYaru aKckopuaumu;

B — Ha koXe B 06nacTu NOsAICHMLbI - 3puTEMA C YeTKUMK rpaHuuammn pasmepom o 20x30 cm B gnameTpe, ¢ MHOXe-
CTBEHHbIMW Nanyne3HbIMU 3fIEMEHTaMM Ha NMOBEPXHOCTU; TOYEYHO-TNIMHEHbIE SKCKOpMaLMM Ha MecTe pacyecoB.

PucyHok 3.9. KnuHuyeckme nposieneHns 6onesnm Xennu-Xennu y 6onbHoro b.
Ha koxe B obnactu nesow (a) 1 npaBoi (6) nogmbILLEYHbIX BNaaWH, NaxoBoi obnactu (B) naTonormiyecknii npouecc
npeacTaBneH MHPUNbTPMPOBaHHBIMK BrisilukaMn 6regHO-pO30BOro LBeTa C YETKMMUM rpaHnlamMmu pasmepom ot 5x10
cm go 11x20 cm B guameTpe, MOBEPXHOCTb KOTOPbIX NOKpbITa 6enecoBaTbiM PMOPMHO3HBIM HaneToM u npopesaHa
rny6oKUMK U3BUMUCTLIMU TpeLLMHaMU 1 6opo3gamMu no TUMy «MO3roBUAHbLIX U3BUIMHY; HA MECTe Pa3peLUUBLLUXCS
3NEMEHTOB — Y4acCTK/ rMnepnurMeHTaumm.
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r
PucyHok 3.10. KnuHnyeckme nposieneHust 6onesnn Xennu-Xennu y 6oneHoro K.

a — Ha Koxe B 06racTi BOMOCMCTON YacTu ronoBbl - AUHUYHAS 3po3ns pasmepoM Ao 1 cM B AuameTpe, YacTUYHO
MOKpbITas MAOTHOW CEPO3HOW KOPOUKOM;

6 — Ha koxe B obracTn 6OKOBOWM MOBEPXHOCTW LUen Npouecc npeacTtaBneH NATHUCTO-NanynesHbiMU BbICbINAHUAMMN
PO30BOro LBeTa, CKITOHHBIMU K CIIMAHWIO U POPMUPOBaHMIO BNSLWEK C HEYETKUMW rpaHuLLaMm, HenpaBunbHON opMbI
C NONULMKITMYHBIMW OYepTaHNAMMU;

B, I — Ha KOXe B 06racTi nosicHuLbI (B) 1 XMBOTa (I) y4acTKM rMnepnurMeHTauuy Ha mecte pa3peLuvBLUMXCS BbIChI-
naHuin; Ha MecTe pac4ecoB — NIMHENHO-TOYEYHbIE IKCKOPUALMK, NOKPbITbIE reMopparnyeckummn kopkamu. Ha koxe B
obnacTu xnBoTa (r) no nepudepun OT o4aroB rMNepnMrMeHTaumMn HabnogaTcs eaMHNYHbIE Nanyno-nycTynesHble
ANEeMeHThbI.

LT,

PucyHok 3.11. KnuHnyeckve nposiBneHus 6onesuun Xennu-Xennn y 6onsHom M.

a — Ha Koxe B 06nacTu 3agHer MOBEPXHOCTYU LLeN Ha MeCTe Pa3peLUMBLUNXCS BbICbINaHWN OTMEYalTCs YYacTKu u-
nepnurMeHTauumM ¢ NSTHUCTO-NAnyrne3How Chinbio MO Nepudepun SPKo-po30BOrO LIBETA U MENKO-TOYEYHBIMU 3pO-
3UBHbIMY AedeKTaMmn, YacTUYHO NOKPbITBIMU reMopparMiecknMm Kopkamu. INpu cnusaHum NocnegHUX ovarn nopaxe-
HMSA nprvobpeTaloT nonMuMKNMYeckne ovepTaHns. Ha koxe B obnacTu uBoTa 1M Nof MOSIOYHbIMK xene3amu (6), B
o6nacTv nogmblleYHbIX BNaguH (B) U cnvHbl (r) — OBLWIMPHBIE Y4acTu rmnepnmMrmeHTaumMm 3acTONHO-CUHIOLLIHOTO OT-
TEHKa, B LEHTPe KOTOpbIX OTMEYalTCst GNSALKU, HA NOBEPXHOCTU KOTOPbIX - MHOXECTBEHHbIE U3BUNUCTLIE 3PO3MB-
Hble AedeKTbl, YaCTUYHO MOKPbITble (PUOPMHO3HBIM HaneToMm. 1o nepudepun OT y4acTKOB rMnepnurMeHTauumn —
MHOXECTBEHHbIE pacCesHHble Nanyno-nycTynesHble aneMeHTbl. Ha Mecte pacyecoB — NMHENHO-TOYEYHbIE 3KCKOPU-
aumm, YaCTUYHO NOKPbITbIE FeMopparM4eckMmm Kopkamu.
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PucyHok 3.12. Cpe3sbl GonTtarta koxu ¢ oyara nopaxeHus 6onbHoro 6onesHbto Xewnnu-Xennu. Okpacka remaTtoKkcu-
NHOM U 303MHOM. YBenun4deHne x100 (a) u x400 (6). AkaHTO3, NapakepaTo3, akaHTONIUTUYECKNE U3MEHEHMST KNETOK
LUMMNOBATOro Crosi anuaepmumca.
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I'maga IV. HUPKYJ/IMPYIOIIUE AHTUTEJIA
1 PUKCUPOBAHHBIE HUMMYHHBIE KOMIIJIEKCbI
ITPH BOJIE3HU XENJIN-XENJIN

B Hacrosmiee Bpemsi cpely TATOTEHETHYECKHX (DaKTOPOB MpU OOJIC3HH
Xeinu-Xeinu paccMaTpruBaeTcsl poJib UMMYHHOU cucTemsbl [17, 19, 20, 21, 22, 23,
42, 49, 135, 234]. Panee O6bU10 MPOAEMOHCTPUPOBAHO YYaCTHE PACTBOPUMBIX UM-
MYHHBIX KOMIUJIEKCOB B pa3BuUTUU Ooje3nu Xeunu-Xennu [19-23]. C nomomuisio
MOAU(PUIIMPOBAHHOTO TPSIMOTO METO/Ia UMMYHO(DIIFOOPECIEHIIMN B KPUOCTATHBIX
cpe3ax KIMHUYECKH HETIOPAKEHHBIX YIaCTKOB KOXKH IMAIIMCHTOB 00JIC3HBI0 X eI -
Xeiinu ObuTa BbIsiBIIEHA (hUKcAIMsl IMMYHOIIIOOyuHA Kiacca G B MEKKIETOYHOU
CBSI3BIBAIONIEH CyOCTaHIIMM MHOTOCJIOWHOTO IUIOCKOTO SIUTEIHS, T. €. B JOKAJIH-
3alMK XapaKTepHOU JUIsl ayTOUMMYHHOM My3bIpuaTk. OHaKO MPUPOJIA BHISBIICH-
HBIX KOMILJIEKCOB TTOKa HE M3BEeCTHA. TeM He MeHee, Jt000i BUJ UMMYHHBIX KOM-
MJICKCOB, KOTOPBIN JIOKAIN3YETCS B MEXKKJICTOUHBIX MPOCTPAHCTBAX MHOTOCIION-
HOTO IJIOCKOTO SMUTENHS, MOKET OKa3bIBaTh TOKCHUECKOE BO3JIEHCTBUE. DTO MPHU-
BOJUT K Pa3pyIICHHIO MEKKJICTOYHBIX CTPYKTYP, B TOM YHCJIE JECMOCOM, U K TIO-
CIIEYIONIEMY Pa3phIBy CBS3€H MEXIAY OTACIBbHBIMUA KICTOYHBIMHU DJIEMEHTAMH,
Pa3BUTHIO aKaHTOJM3a W 00pa3zoBaHHWIO my3wipent [3, 17, 22, 27, 113, 122, 123,
182].

B chiBopoTKe KpoBHM OOJBHBIX aHTHUTENA K AHTUTCHAM MEXKJIETOUYHOMN CBS-
3BIBAIOIICH CyOCTaHIIMM ATUAepMUca He OOHapy)eHbl. OHAKO BBISBICHBI IIUPKY-
mupytomue |gG k aHTUTeHAM MEXKKIIETOYHOM CBSA3BIBAIOIICH CyOCTaHIIMK BOJIOCS-
HBIX (DOJTUKYJIOB, CapKOJIEMMBbI TJIaJKOM MYCKYJIaTypbl M psiia APYTUX TKaHEH
KOXHU. TUTPp IMUPKYIUPYIOMIMX aHTUTENT K aHTUTEHAM Pa3HbIX TKAHEBBIX CTPYKTYP
JUTSL OTOW TPyNIbl 00JbHBIX cocTaBiisil ot 1:20 mo 1:40, T. e. BbIlIe YpOBHS ecTe-
cTBeHHbIX aHTUTen (1:5) [21, 22]. DTO HABOAUT HA MBICTH O BO3MOXXHOM CYIIIE-
CTBOBAaHWW TPYJAHOYJIOBHUMBIX aHTHUTEN, JUIS BBISBIICHUS KOTOPBIX TPEOYIOTCS J10-
MOJIHUTENIbHBIE (MHBIE) YCJIOBHS MPU MOCTAHOBKE HEMPSIMOTO METOJa MMMYHO-
(baroopecleHITNH.

N3BecTeH (hakT, 4TO MATOTEHETHYECKYIO POJIb MOTYT HMIpaTh WMMYHHBIC

KOMITJIEKCHI, HAXOSIINECS B PAaCTBOPUMOM (popMe Wi aHTUTENa K TKAaHEBBIM aH-
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TUreHam ¢ 6onee cnaboit appuHHOCTHIO. MI3BECTHO, UTO GENKOBBIE MOJEKYJIBI Psi-
na (epMEeHTOB B pe3yjbTaTe MPEKPAIICHHs ACHUCTBUS HA HUX OPTaHUYECKHUX pac-
TBOPUTEJIEH CMOCOOHBI BOCCTAHABIMBATH CBOIO CTPYKTYPY U (PU3HOJIOTHYECKYIO
aKTUBHOCTH [29]. BbIIo chemaHo mpeamnoaokKeHue, 9To CTPYKTypa HMMYHOTIJIOO0Y-
JUHA W Tpucylue emy 3P(GeKTOopHbIE CBONCTBA TaKXe CIHOCOOHBI COXPaHSATHCA
1I0CJIC OTHOCHUTENBHO XecTkux BosneiictBuii (100% anerton) [17]. IIpu stom mpo-
UCXOJIUT CTAOMIIM3AITUS CBSI3U MEXKTY aHTUTEIIOM U TKAHEBBIM aHTHTCHOM, TIPETISIT-
CTBYIOIIAasl BBIMBIBAHUIO WMMYHOTJOOYJIMHA M3 MEXKKJIETOYHOW CBS3bIBAIOIICH
cyOcTaHIIUU cpe30B Ipu 00paboTke B (hu3noorndeckoM 3a0yGpepeHHOM pacTBOpe
npu pH 7,0-7,4. 310 BBIpakaeTcs B MOSBICHUM UMMYHOTUCTOXMMHYECKON TOJIO-
KUTEIHHOW PEAKIMU B MEXKIETOUYHBIX MPOCTpPAaHCTBax smnuaepmuca. [Ipu stom
JOTIOJTHUTEIHFHOE U3MEHEHUE TEMIIEPATYPHOTO PEKHUMA B CTOPOHY €T0 TTOBBIIICHHUS
CIIOCOOCTBYET YCHJICHHUIO CBSI3M HU3KOABUHBIX M HU3KOA((PUHHBIX aHTUTEN C aH-
TUTEHOM W/WJIW JIEMAaCKUPOBKU aHTUTEHA, YTO CIIOCOOCTBYET BBISIBICHHUIO aHTHUTEI
[1, 4, 24].
4.1. upkyaupyonue aHTUTE 1A NPHU 00s1e3HN Xeilan-Xean.

C 1enpio BRISBICHUS MUPKYIUPYIOMHUX aHTUTEIN C IIOMOIIBIO MOIUA(DHUITHPO-
BAaHHOTO HEMPSIMOTO METOJa MMMYHO(DIIOOPECIICHIIUN HUCCIEIOBAIM CHIBOPOTKY
16 GonpHBIX, cTpagaromux Oojie3Hbl0 Xeinu-Xeinu. B kauecTtBe cyOcTpaTa HC-
MOJIB30BAJIM KPHOCTATHBIE CPE3bl U3 TKAHEH KOXHU MPAKTHYCCKH 3I0POBOTO YEIO-
BEKa U psijia BUIOB JJA0OPATOPHBIX KUBOTHBIX (MBIIIIU, KPBICHI, KPOJIMKA, TEJICHKA),
T. K. aHTHTEJIa MOTYT OBITh HAampaBJCHBl K TKAHECTICIM(PUUICCKAM AHTHTCHAM,
UMEIOIIMMCS B OpraHax OOJILITUHCTBA BUOB KUBOTHBIX KJIacca MIICKOITUTAFOIINX
[5]. Pasnuuus B peakiusix Ha cpe3ax TKaHEH pa3HBbIX BHIOB YKMBOTHBIX HOCHIIH
JIUIITh KOJIMYECTBEHHBIN XapaKTep.

ITpu uccnenoBanum CHIBOPOTKH 11 OOJBHBIX, CTPANArOIIUX OOJIE3HBbIO Xei-
- Xelnu, OTHOBPEMEHHO Ha Pa3IMYHBIX CyOCcTpaTax MO3BOJUIIO BHISIBUTH, YTO B
OOJIBIIMHCTBE CiIydaeB HauOoJee YyBCTBUTEIBLHBIM CyOCTpPAaTOM OKa3aluCh KOXKa
tenenka (p=0,0180), B paBHO# CTEMEHU MO YYyBCTBUTEIBHOCTH — KOXa KPBICHI,

MBI U KPOJKMKA, HAMMCHCC YUYBCTBHUTCIIbHBIM — KOXa IMPAaKTHYCCKHU 3J0POBOTO
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yenoBeka. Kpome Toro, 10moJHUTENbHbBIE MUCCIIEIOBAHUS CHIBOPOTOK 9 OOJBHBIX,
CTpafaronmx 00Jie3HbI0 XeNnu-Xelau, TpOBOAUIN Ha KPUOCTATHBIX Cpe3axX MHO-
KapJa TelieHKa. B kadecTBEe KOHTPOJS HMCHOJb30BAIM HOPMAJIBHYIO CHIBOPOTKY
(’KMBOTHBIX M Y€JIOBEKAa, BKJIIOYAs 3I0POBBIX POACTBEHHUKOB OOJBHOM, CTpagaro-
el 00JIe3HbI0 XeWn-XeMIn) U ChIBOPOTKY 7 OOJBHBIX pa3HBIMU KOXKHBIMH 0O-
ae3HsaMu (OyJie3HbId neMpuroni, ceOOpeiHbI 1epMaTUT, XPOHUYECKAsi UCTUH-
Has 9K3eMa, MHOTO(pOpMHast SKCCyAaTUBHAS SpUTEMa, KPACHBIN TUIOCKUH JIUIIAN).

[Ipu uccieqoBaHUM CHIBOPOTKH OOJBHBIX, CTPAJAIONIUX 00JIE3HBIO XEWIu-
Xetimm, y 13 (81,3%, p<0,0005) u3 16 manueHTOB BBIBICHBI aHTUTEIA K MEXKKJIC-
TO4YHOM cBsi3bIBaomien cyoctanuuu (MCC) snuaepmuca U BOJOCSHBIX (DOJUTHKY-
joB (puc. 4.1, a, 06). IIpu sTom TUTp anTUTen coctarist ot 1:8 1o 2560 (cpennee
sHaueHue 1:527).

B oTnnuune oT ayToMMMYHHOM My3bIpYaTKU UMMYHO(IIIOOPECIIEHTHAs peaK-
I[Usl C BBISBJICHHBIMU aHTUTEIAMU TIpu Oosie3Hn Xenu-Xennu umena oosee mmu-
POKYIO JIOKaJU3ALMI0 B MEKKJIETOYHOM TKAHEBOM MKUAKOCTH JE€CMOCOMAJIBHOTO
anmaparta. [lo-BUIMMOMY, AHTHUT€HOM-MUIIEHBIO CIYKUT KOMIUIEKC OEIKOBBIX
CTPYKTYP, COCTOSIIIIMI U3 PAa3JIMYHBIX KOMIIOHEHTOB JECMOCOMAJILHOTO anmnapara.

Kpowme toro, y 60JbHBIX C HAJIMYHEM B CHIBOPOTKE HUPKYIUPYIOLIUX IECMO-
COMAJIbHBIX aHTHUTEN JIOMOJIHUTEIHLHO OOHAPY>KEHBI aHTUTENA K Pa3IUYHBIM TKa-
HEBBIM KOMIIOHEHTaM KOXH: M30TPOINHBIM JUCKaM TJIaJKOW MYCKyJaTypel, Oa-
3aJIbHOM MEMOpaHBbI MHIEPMHUCA U BOJOCSHBIX (DOJTUKYJIOB, KOMIIOHEHTaM PETH-
KYJISIPHOTO CJI0s JiepMbl (TI0 9 cllydyaeB), SHAOTENUI0 KanuuisipoB (6 ciydaeB), a
TaK)K€ OTMEUEHbI EPUHYKIICAPHOE CBEUEHUE U BHYTPUSACPHbBIE BKIIOUEHHUS B Ke-
paruHonuTax (B 5 M 3 ciydasx cOOTBETCTBEHHO) (puc. 4.1, B-x). B Tpex ciyuasx
IPU OTCYTCTBUM AHTUTEN K MEXKJIETOYHOW CyOCTaHIIMM OTMEYEHA WHTEHCHUBHAS
muddy3Has peakius Ha pa3IMUHbIX CTPYKTYypax dMHUIEPMHUCA U ACPMbI B pa3Bejie-
Huu 1:20.

[Ipu uccnenqoBaHUuU CHIBOPOTKU KIMHUYECKH 3J0POBBIX POACTBEHHUKOB 00-
Hapyxensl 1gG k antureram MCC B tutpax 1:640-1:1280. Kpome Toro, pomnonHu-

TCJIBHO O6Hap}I)K€HLI AHTUTEJIA K aHTHIeHaM OEJIKOBBIX KOMIIOHEHTOB DIIHUTEIUS
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(OazanmpHas MeMOpaHa 3MUAEPMUCA U BOJOCSIHBIX (DOJITHKYJIOB, IEPUHYKIICAPHOE
CBEUCHHE M BHYTPHUSJIECPHBIC BKIIOYCHHS B KEPATHHOLUTAX ), PETUKYJISAPHOTO CIIOs
JIEpMbl U M30TPOIHBIX JMCKOB IIaJIKOW MycKynaTypbl. HTepecHo, 4TO B psine
ciiy4aeB y OOJIbHBIX, CTpPaJaroIMX OO0NE€3HbIO XeWnu-Xeuinu, U 3J0pPOBBIX POJI-
CTBEHHHUKOB MPHU MMOCTAHOBKE PEAKIIMU HA Pa3IUYHbIX CyOCTpaTax ¢ ChIBOPOTKaMH,
coJiep Kalllie aHTUTENA K aHTUTeHAM MEXKKJIETOYHOU CyOCTaHIIMM OTMEYaJIOCh SIB-
JIEHUE HAYMHAIOLIEroCs aKaHTOoJIM3a U (POPMUPOBAHUE BHYTPUINUAECPMAIIbHBIX Y-
3bIpeil. JlaHHOe siBIeHWE CBUIETEIBCTBYET O MATOT€HETUYECKOW POJIU IUPKYIIH-
pytomux cinaboaguaHbX |G K aHTUTEHaM MEXKIIETOUHOM CyOCTaHIMM MHIEP-
MHuca.

B chIBOpOTKE KOHTPOJIBHON TpyMNIbl HAJIWYME LUPKYJIUPYIOMIUX CiIabo-
adpuHHbIX |G K aHTUTEHAM MEXKJICTOYHOW CyOCTAaHIIMM SIUACPMHCA U BOJIOCS-
HBIX (POJUTMKYJIOB HU B OJJHOM CIy4yae HE BBISBIICHO, 3a MCKJIIOUEHUEM 3/10pPOBBIX
POJICTBEHHUKOB HAIIUEHTKH.

[TpucyrctBue cnaboadpduanapix 1gG NpoTHB aHTUTEHOB AECMOCOMATBHOTO
anmapara U Apyrux TKaHEBBIX CTPYKTYp SIUAEPMHUCA, BKIIIOUYAs CapKoJeMMy riaj-
KOM MYCKYJIATyphl IMO3BOJIAJIO MPEANOJIOKUTh O BO3MOKHOM CYILIECTBOBAaHUM I10-
NOOHBIX AHTUTEN TaKXKe K aHTHUIeHaM MMOKapJAa. YUWThIBas BbIIIE CKa3aHHOE, B
JaJIbHENIIIEM C 1IeJIbIO0 BBISIBJICHUSI JOTIOJHUTEIbHBIX aHTUTEN B CHIBOPOTKE KPOBU
OOJBHBIX, CTpaAaroUMX 001€3HbI0 Xelnu-Xenu, ObUTH UCII0JIb30BaHbl KPUOCTAT-
HBIE Cpe3bl cep/Lia ObIKa.

Bo Bcex 9 nccnemyeMbix ciydasx Obutd BbISIBICHBI |G K psiy aHTUTCHOB
MUOKapAa, TUTP KOTOPBIX COCTaBIIJT BBIIIE YPOBHSA €CTECTBEHHBIX AHTUTEN OT
1:80 mo 1:1280. Tak, B 8 (88,9%) ciydasix oOHapy>KeHbI aHTUTENA K aHTUTECHAM
CapKOJEMMBbl KapAUOMHUOIMTOB (cpennuil ypoBeHnb 1:450) (puc. 4.2, a, 6). B 7
(77,7%) ciydasix — aHTUTENIA K aHTUT€HAM capKoMepa KapIHOMHOLIMTOB (CpeaHui
ypoBenb 1:503) (puc. 4.2, B, r). Bo Bcex (100%) cnydasix — aHTUTENA K aHTUTEHAM
SHIOTENHS KaWUIIPOB cepaua (cpenuuit ypoensb 1:409) (puc. 4.2, n). V 3a0po-

BBIX JIMI[, SIBJISIOIIMXCS ONM3KUMH POJCTBEHHUKAMU OJHOUW OOJBHOM, YPOBEHB
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BBISIBJICHHBIX MO00HBIX 1JG ObLI BhIlIE YPOBHA €CTECTBEHHbIX aHTUTEN (1:5), HO
3HAYHUTEIBHO HUXKE CPETHETO MmoKa3atelst y 001bHbIX (1:40-1:80).

[IpucyrcTBue aHTuTeN K OOJBIIMHCTBY OEIKOBBIX KOMIIOHEHTOB TKaHEBBIX
CTPYKTYp cepAra mpu 0osie3Hu Xeinn-Xelim CBUAETENbCTBYET O MPOUCXOISIINX
B HEM MMMYHOBOCHAJIUTEIBHBIX MPOIECCaX M MOATBEPKIAET MHEHUE psAJlla aBTO-
poB [19, 39] 0 BO3MOKHOM pa3BUTHH SKCTPAKyTaHHBIX MOPAKECHUHN HpH OOJIC3HU
Xennu-Xeinn. Bee 3To TpeOyert nanpHeero n3ydeHus JaHHOM NaToJIOTHH C 11e-
JIBIO pa3pabOTKU MAaTOr€HETUYECKH 00OCHOBAHHBIX CXEM JICUCHUSI.

4.2. PukcMpoOBaHHbIE MMMYHHbIE KOMILIEKCHI IPpH 00J1e3HM Xeiln-XelJIu.

Kax BpITIIe OBLIIO yKa3aHO, aHTHUTENA, IUPKYIUPYIOIINE B CHIBOPOTKE OOJIh-
HBIX, CTPaJAONIUX 00JIe3HBI0 XeWu-Xelnu, HalpaBieHbl K aHTUT€HAM JIECMOCO-
MaJbHOTO ammapaTra MHOTOCJIOWHOTO IJIOCKOTO 3muTenus. Jlokanmm3anus aHTUTe-
HOB, K KOTOPbIM HalpaBJICHbl aHTUTENA, COBIAJAET C JIOKAJIM3AINeH AeCTPYKTUB-
HbIX M3MeHeHu B anmaepmuce [21, 22]. O6pa3zoBaHre BHYTPUIIHISPMAIBLHOIO
My3bIpsSt HAUMHACTCS ¢ HAPYIICHUS CBSI3CH MEXKTY OTIACIBHBIMA KIICTOYHBIMH JJIC-
MEHTaMU (aKaHTOJIU3) U MOXKET SIBJISATHCS PE3YJIHTATOM JIEHCTBUSI 00pPa30BaABIINXCS
UMMYHHBIX KOMIUICKCOB Ha TIEPBUYHO TCHETHUECKH JCCTPYKTUBHBIC CTPYKTYPHBIC
KOMIIOHEHTBI MHOTOCJIOWHOTO IIIOCKOTO »mutenus [27]. CBsizaHHBIE ¢ TKaHSMHU
UMMYHOTJIOOYJIMHBI 1 UMMYHHBIE KOMIUIEKCHI, ONpEesieMble MPSIMbIM METOJIOM
UMMYHO(TIOOPECIICHIINH, OOHAPYKUBAIOT KaK B YYaCTKaX MOPAXKECHHON KOXKH, TaK
U B OTJIQJICHHBIX €€ yyacTkax [21, 22].

C 1enpio BBISIBJICHHUS OTJIOKCHHS MMMYHOTJIOOYJIMHOB OCHOBHBIX KIJIACCOB
(A, M, G), C3 xoMnoHeHTa KOMIUIeMeHTa U puOpuHOTreH/hudpruHa ObLIM UCCIie-
JoBaHbI 35 OuwonrTaTta KOXu 24 OOJIBHBIX, CTpadalomuX 00JIe3HBIO Xemn-Xeinu,
13 HUX 24 OuonTaTa KOXHU C KJIMHUYECKU MHTAKTHBIX Y4aCTKOB, 7 — C O4arom Mo-
pakeHHs 1 4 — Ha MECTe Pa3pEeIIMBIINXCS BBICHITIAHUNA. B KauecTBe KOHTPOJIS HC-
MOJIb30BAHBI OMOMNTATHl KOKM TPAKTUYECKU 3JO0POBBIX JIWII, BKIOUYAs OJIM3KHUX
POJICTBEHHUKOB ITallUCHTKH W 7 OOJIBHBIX Pa3HBIMH KOXKHBIMH 3a00JICBaHUSIMH
(XxpoHmueckasi K3emMa, MHOTO(OPMHAsI SKCCYJIaTUBHASI dpUTEMa, KPACHBIN TLIOC-

KU Jiiai, Oysuie3Hslil nemduroun).
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4.2.1. Qukcuposannvie UMMYHO2100YIUHBL OCHOBHBIX K1ACCO8 8 OUONMAMAX
Kodcu 60nvHblX, cmpaoarouwiux doae3nvto Xeiau-Xeiau.

[Ipu uccnenoBaHMM KIMHUYECKH WHTAKTHBIX YYacCTKOB KOXKH OOJBHBIX,
cTpanatomux 6onesnpro Xeinmu-Xeim, B 20 (83,3%, p<0,0005) cnygasx uz 24
BbIsiBJIcHA (pukcanus 1gG B MEXKICTOUHOW CBA3BIBAIOINICH cyOcTaHiuu audde-
PEHIIMPOBAHHBIX CIIOEB SIUJEPMHUCA CO CKOIJICHUEM MaTepuajia B POTOBOM CJO€
(crmosiMM) W/WITM CEKBECTpallel €ro Ha MOBEPXHOCTh Koxku (puc. 4.3, a, 6). B 3
ciydasix y OOJIbHBIX, CTpaJaronnX 00Jie3HbI0 Xen-Xenau, T0NOJIHUTEIBbHO OT-
MedeHa dukcamnus [gG B MeKKIETOYHON CyOCTaHITMH BOJIOCSHBIX (DOJUTUKYJIIOB.

B mectax ¢popMupoBaHUs BHYTPUANUAEPMAIBHBIX MYy3bIpEN WU LIEJNEH BO
Bcex ciydasix HabOmonanu ¢ukcamnuio |G B muTomiazMe 3MUTeTuaibHbIX KIETOK
SMHEPMHUCA U TUTABAIONINX B IKCCYAATe aKAaHTOJIMTHUYECKUX KIIETOK (puc. 4.3, B),
r7ie UMMYHOTJIOOYJIMH, TTO-BUJAMMOMY, CBS3aH C aHTUTeHaMHu TkaHu. B 3 cmyuasx
Hapsaay ¢ ¢ukcamueit 1gG B8 MCC orMeuanu UMMYHODIIOOPECIICHTHYIO PEAKIIHIO
y4acTKaMu B 30He Oa3anbHOU MeMOpaHbl anujaepmuca (puc. 4.3, ). B 22 (91,7%)
ciydasx HaOmomanuch otioxkeHus |gG B BepXHUX OTAenax AEepMbl C IPOHUKHO-
BeHHeM B 8 (33,3%) ciiydasix B IUTOIUIa3My HEKOTOPBIX KEPATUHOIIUTOB, B 2 CIIy-
YasiX — B MHTUME COCYJIOB JIPMbI U B OJTHOM CITy4yae — CBEUCHUE €IMHUYHBIX THa-
JIMHOBBIX TEJeIl.

B 9 (37,5%) u 8 (33,3%) cinydasx omHoBpeMeHHO ¢ ¢ukcanueit 1gG BbIsIB-
neHa uxcanus IgA u IgM B pa3nuyHBIX CTPYKTypax SMUJEPMECA, COOTBETCTBEH-
HO. Tak, OTMEYEHO OTJIOKEHHE NAaHHBIX KJIACCOB MMMYHOTJIOOYJIMHOB B BEPXHUX
OTJeNax AepMbI C IPOHUKHOBEHHEM B Psijie CIyyaeB MaTepuala B IUTOIIIA3MY He-
KOTOPBIX KEPATUHOIIUTOB U €TI0 CEKBECTpallMell Ha MOBEPXHOCTh KOXH. B mecrte
dbopMHpOBaHUS BHYTPHUAIUICPMATBHBIX IENCH W Iy3bIpsl ydacTKaMu OTMEYeHa
cmabas ummyHodroopectienTHas peakius B MCC snuaepmuca U ITUTOILIA3ME
AKaHTOJIMTHYECKHUX KIIETOK MPU HATMYWU TTOCIICTHUX.

B 4 cnywasx nabGmonanachk ¢ukcanus IgM B 30He 6azanbHON MeMOpaHbI

SIUACPMHUCA U CTCHKE COCYAO0B JICPMBEI. B IMMOCJICAHCM CJIy4ac OTMCUCHA (I)I/IKCEHII/IH
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u IgA B 5 ciyuasx (puc. 4.3, ). BeIsiBIeHO CBeUEHUE TMATUHOBBIX TEJEL, COAEP-
xamux IgA u IgM B 3 u 5 citydasx cooTBeTcTBeHHO (puc. 4.3, €).

Heo6xoaumo OoTMETHUTH, YTO BO BCEX CIIydasX B KIMHMYECKH WHTAKTHBIX
y4acTKax KOXKM OOJIbHBIX, CTPaJaromuX OoJie3Hbl0 XeWnu-Xenan, Habto1anuich
SIBJICHUSI aKAHTOJIU3a, POPMUPOBAHUSI BHYTPHUIIHUIEPMATIBHBIX IIEJIeH U My3bIPeH.
[Tono6Has kapTuHa HAOMIOJANACh U Y JIKII, OJU3KUX POJCTBEHHUKOB MAI[MEHTKH,
cTpajaroleid 0one3Hpro Xeinn-Xennu. UMMyHOrMCTOXMMUYECKAsl KapTUHA IO-
cienHux npojaeMoHcTpupoBaia ¢ukcamuio 1gG B MCC snuaepmuca, 0TIOKEHUE
JAHHOTO KJIacca MMMYHOTIJIOOYJIMHOB B J€pME C MPOHUKHOBEHHUEM B IIUTOILIA3MY
AKaHTOJIMTHYECKUX KJIETOK (IIpW MX HaIW4YWHW) U cekBectparnmen 1gG+marepuana
Ha TOBEPXHOCTh KOXKH, a TaKXKe MEPUHYKIEPHOE CBEUEHUE B HEKOTOPBIX KepaTH-
HOIIMTaX M y4acTKaMHU B 30He 0a3aibHOM MeMOpaHbl anuaepmuca (puc. 4.4, a, 0).

OpnnoBpemenHo ¢ dukcanueit 1gG ormeueno otnoxenue IgA u IgM B Bepx-
HUX OTJEJax JepMbl ¢ ipoHukHOBeHHeM IgA+/IgG+MaTtepuana B 1UTOIIa3My He-
KOTOphIX KepatnHouuToB 1 MCC snmuaepmuca ¢ CEKBECTpalME €ro Ha MOBEPX-
HOCTb KOH, B CTEHKE COCYZOB M NPUCYTCTBUE TMAIIMHOBBIX TEJEL, COAEPKAIINX
IgA u IgM (puc. 4.4, B). B oqnom cinydae ormedeHo IgM-+niepunykiieapHoe cBeye-
HUE B HEKOTOPBIX KEPAaTHHOLUTAX SMHUAEpMHUCaA.

[Tpu uccnenoBaHNU MOPAKEHHBIX YYACTKOB KOXKHU 7 OOJBHBIX, CTPaaloLIuX
oonesnpro Xeinu-Xewnu, B 5 (71,4%, p<0,0005) ciaygasx BbIsABICHA (UKCAIUSI
IgG 8 MCC »snunepMuca ¥ B IUTOIUIA3ME AKAHTOJMTUYECKUX KIETOK (MPU HX
HaJIMYMH) C CEKBECTpalMell MaTepuana Ha MOBEpXHOCTh KOxH (puc. 4.5, a, 0). B
psifie cilydaeB OTMEHaJIoCh NEpUHYKIIeapHoe (2 ciydas) U BHyTpusaepHoe (1 cmy-
yaif) cBeueHHe B kepatuHonurtax (puc. 4.5, B). Bo Bcex 7 ciaydasx OTMEYEHO OT-
noxenue 1gG B BepxHUX OTHETIaX AEPMbI C OTHOBPEMEHHOM €T0 (PUKCAIUeil B 30HE
0a3zanpbHON MeMOpaHbI B OJTHOM citydae (cM. puc. 4.5, a).

B 5 (71,4%) cnydasx u3 cemu ogHOBpeMeHHO ¢ (ukcarueit 1gG BoisiBIeHA
(buKcals IMMYHHBIX KOMIUIEKCOB, coAepkamux IgA u IgM B paznuunbix cTpyK-
Typax snujepmuca. Tak, OTJI0KEHHUSI B BEPXHHUX OTJENax AepMbl C MIPOHUKHOBEHHU-

€M MaTrcpuajla B OUTOINIa3My CAWMHHUYHBIX KEPATHMHOLMTOB, AKAHTOJIUTHUYCCKHUX
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KJIETOK (TIpY WX HAJIMYWU) U CEKBECTpAIlMEl ero Ha TOBEPXHOCTh KOXH, (DUKCAIUs
B CTEHKE COCY/IOB JIEPMbI U THAIIMHOBBIX TEJIbIIaX OTMEYCHBI 0 JBa Cirydas (puc.
4.5, 1). JIonoTHUTEIBHO B JBYX CIydasX y4acTKaMH B 30HE 0a3aibHOM MeMOpaHbI
u MCC snmepmuca wHabmonanacek ¢pukcanus IgM (puc. 4.5, 1, e).

[Ipu uccienoBaHuu paHee MOPaKEHHBIX YYACTKOB KOXHU 4 OOJBHBIX, CTpa-
JaIMX 00JIe3HbI0 Xeimn-Xeinu, BoO BCcex ciaydasx oTMeueHo oTioxkenue 1gG
(p<0,0005) B BepxHHX OTJIENax ACPMBI ¢ TpoHHKHOBeHWEeM |gG+marepuana B 1iu-
TOIUIa3My €IUHUYHBIX KEPATUHOLIMTOB, aKAHTOJIMTUYECKUX KJIETOK (MPU UX HaIU-
YUHW) U CEKBECTpaIMEl ero Ha MOBEPXHOCTh 3nuaepmuca (puc. 4.6, a). Ilpu stom B
3 ciydasx AOMOJTHUTEIBHO BBISBICHA (PUKCAITUsS TAHHOTO Kjacca WMMYHOTJIO0Y-
muHa B MCC, B olHOM (4€TBEPTOM) CiIy4yae — ydyacTKaMH B 30HE 0a3ajbHON MeM-
Opanbl nuaepmuca (puc. 4.6, 6). B AByx ciydasx HaOI01a10Ch IEPUHYKIICAPHOE
CBCUCHHE B KepaTHHONHTAX (puc. 4.6, B).

OnnoBpemenHo ¢ dukcarueit IgG orMedanoch 0TIOKEHUE UMMYHHBIX KOM-
1eKcoB, cogepxkamux IgA u IgM, B BepXHUX OTI€enax AEPMbI C UX CEKBECTpPALIU-
el Ha MoBepXHOCTh KOkH. [Ipu »TOM B NByX ciywasix HaOmonanoch auddy3zHoe
ceeuenue IgA B uuroruiazme keparnHouuToB U gukcauus IgM B MCC snuaepmu-
ca B oHOM cirydae (puc. 4.6, ). Ornoxenue IgA u IgM B unTepCcTUIIMM COCYTOB
BEPXHHUX OTACJIOB JIEPMBI OTMEUEHO B OJHOM U TPEX CIIy4asiX COOTBETCTBEHHO.
Heo0xoammo moq4epKHyTh, UTO B paHee MOPAKCHHBIX ydacTKaX KOXH, KaK B KJIH-
HUYECKUA MHTAKTHBIX M MOPAKEHHBIX y4aCTKaX KOXH, MOP(OIOTHIECKH COXPaHSI-
JIUCH SBJICHWE aKaHTONHM3a U (OPMHUPOBAHUE BHYTPHUAIUIACPMAIIBHBIX ICIICH HIIN
Iy3bIPEN.

4.2.2. (3 KomMnonenm KOMNIeMeHma ¢ CMpyKmypax snuoepmuca npu 001e3Hu
Xeunu-Xeunu.

[Ipu uccnenoBaHnM KPUOCTATHBIX CPE30B KIMHUYECKU WHTAKTHBIX YYAaCTKOB
KOXU OOJBHBIX, CTpaaroIMX 0oJie3Hbl0 Xennu-Xeinn, B 12 (50%) cinyqasx u3 24
BBIsIBJICHA (PHIKCAIlMs TAaHHOTO KOMIIOHEHTAa KOMIUIEMEHTA B Pa3IUYHBIX CTPYKTY-
pax smunepmuca. Tak, Bo Bcex 12 ciiydasix BBISIBICHO MPEUMYIIECTBEHHO TpaHy-

JIAPHOC OTIJIOKCHHUC C3 xoMmIIOHEHTa KOMIIJIEMEHTA B BCPXHUX OTACIAX ACPMBI C
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npoHukHOBeHUueM (C3+ maTepualia B LIMTOILIA3MY HEKOTOPBIX KEPAaTMHOLMTOB U
€ro CEKBECTpaleil Ha MOBEPXHOCTh KOXHU C Y4YaCTKaMU CKOIUIEHUS B POrOBOM
cioe. [Ipu atom B 9 (75%) cnyuasx u3 12 gaHHBIA KOMIIOHEHT KOMIUIEMEHTA J10-
MOJTHUTENILHO OOHApY>KEH B 30HE 0a3aibHOM MEMOpPaHbI SMUAEPMUCA U BOJIOCSHBIX
¢omukynax (OpM HMX HaJUM4MM) C OJHOBPEMEHHBIM MPOHUKHOBEHHEM
C3+xommonenrta kommiementa B MCC snuaepmuca B AByX ciaydasx (puc. 4.7, a).
B 4 caygasx u3 12 Boonp 6a3zanbHONM MeMOpaHbl OOHAPYKEHBI MajOW BEIMYHHBI
TMAJIMHOBBIE TeJbLA, cofepxkaiinue C3 KOMIOHEHT KOMILIEMEHTA.

[Ipu uccnenoBaHuM KOXKHU 3I0POBBIX POJACTBEHHUKOB OOJILHOM, CTpaJaromien
0one3Hpto Xelnu-Xeiin, BbIBIECHO rpaHyisipHoe oTioxeHue C3 KOMIIOHEHTa
KOMIIJIEMEHTA B BEPXHUX OTHENAX JEPMBI C y4aCTKaMHU €ro CEKBECTpaluu Ha I10-
BEPXHOCTh KOXHU. B 0JHOM ciydae JIOMOJHHUTEIbHO OTMEUYEHa (PUKCALMsI JAaHHOTO
KOMIIOHEHTa KOMIUIEMEHTA B 30HE 0a3ajbHONM MEMOpaHbI AMUJIEPMHUCA, B IPYTOM —
B MHTEPCTHIIMY SAMHUYHBIX COCYJIOB M THAIIMHOBBIX Tejblax (puc. 4.7, 0).

[Ipu uccienoBaHMM KPUOCTATHBIX CPE30B MOPAXKEHHBIX YYACTKOB KOXHU B 6
(85,7%) cnyuasx u3 7 BblsBIE€HA UMMYHO(IIOOPECIIEHTHAs PEaKLUsi B BEPXHUX
OTJeNax JepMbI ¢ MPOHUKHOBEHHEM C3 KOMIMOHEHTa KOMILJIEMEHTA B LIUTOTIIA3MY
HEKOTOPBIX KEPATUHOLIMTOB, AKAHTOJIUTUYECKHUX KJIETOK IPH UX HAIWNYUU U CEKBE-
CTpallMe €ro Ha NMOBEPXHOCTh KOXHM C y4aCTKaMHU CKOIUIEHUS B POTOBOM CJIOE€
(puc. 4.7, B). Ilpu 3ToM B 3 ciydadx u3 6 C3 KOMIOHEHT KOMIUIEMEHTA JOMOJIHHU-
TEJIHLHO OOHApYXEH B 30HE 0a3albHON MEMOpPaHbI AMUAEPMUCA C OJJHOBPEMEHHOMN
ero ¢ukcanueit B MCC snuaepmuca B AByX ciydasx. [IpucyTcTBrUE rMalMHOBBIX
Tenel, coaepxkamux C3 KOMIOHEHT KOMIUIEMEHTa, OTMEYEHO B OJTHOM CIIyYae.

IIpu nccnenoBaHUM KPUOCTAaTHBIX CPE30B PaHEE MOPAKEHHBIX YYaCTKOB KO-
XU B 3 ciyyasix u3 4 o0cine0BaHHBIX BBISIBIICHBI TPAHYJISIPHBIE OTJIOKEHUS JaHHO-
ro KOMIIOHEHTa KOMIUIEMEHTA B BEPXHHUX OTIENAaX JAEPMbI C IPOHUKHOBEHUEM €r0
B IIUTOIIa3My HEKOTOPBIX KEPATUHOIMTOB U ckomiennem C3+ marepuana yyacT-
KaMH T0J] POTOBBIM CJIOEB M Ha MOBEpPXHOCTU KOxH (puc. 4.7, r). IIpu sTom BO
BCEX TpeX Cllydasx JOIMOJHUTENbHO oTMeueHa ¢ukcanus C3 KOMIIOHEHTa KOM-

IJIEMEHTA B 30HE 0a3aibHOM MEMOpPAHbI SMUAEPMHUCA, B IBYX CIIy4asiX U3 KOTOPBIX
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OOHapy>KeHbl THAIMHOBBIE TEJbIIA, COJIEPIKAINe JAaHHBIH KOMIIOHEHT KOMILIEMEH-
Ta.

Heo6xoaumo OTMETUTh, 4TO MPU MOCTaHOBKE peakiuu ¢ C3 KOMIIOHEHTOM
KOMIUIEMEHTa BO BCEX CIIydasxX HE3aBHUCHUMO OT MECTa B3ATHs OMOICHITHOTO MaTe-
puasa OTMEYalINCh SIBJICHUE aKaHTOJIM3a U (POPMUPOBAHUE TIEJICH UITU Ty3bIPEH.

4.2.3. @Quopun Kak mapkep YUMOmMoOKCU4eCK020 0eliCmeus UMMYHHbIX

Komnekcoe npu 6onesnu Xeiinu-Xeinu.

N3BeCTHO, 4YTO UMMYHHbBIE KOMILUIEKCHI, 00J1a/1asi IUTOTOKCUYECKUM JIEHCTBU-
€M, CIIOCOOCTBYIOT Pa3pyLIEHUIO PA3JIMYHBIX CTPYKTYp TKaHEW, B TOM YHCIIE CTE-
HOK cocyzoB [3, 21, 22]. Dto compoBoxkaaeTcst (UOPUHO3HOM IKCCyNaluel U BbI-
najeHueM (uOpuHa B OKpYXKaloIllylo TKaHb. Kak M BCAKHI JeHATypUpOBaHHBIN
0enok, (UOpPUH SIMMHUHUPYETCS W3 OpraHu3Ma, B TOM YHUCIE 4Yepe3 IMUIACPMUC
[16].

[Ipu uccnenoBaHud KPUOCTATHBIX CPE30B KIIMHUYECKH MHTAKTHBIX YYaCTKOB
KOXU 12 O0NBHBIX, CTpaJaromMX 00JIe3HbIO Xelnu-Xesid, BO BceX ciaydasx o00-
Hapy>KeHbl NMpU3HAKU (UOPHUHO3HON SKCCynaluy B BHUJE OTJIOXKEHUH (pubOpuHa B
pa3IUYHBIX CTPYKTYpax 3MUJEpMuUca U AepMbl. Tak, oTiioxkeHue (pruOpuHa B CTEH-
K€ COCYJIOB COCOUYKOBOTO CJIOs iepMbl 00HapykeHo B 11 (91,7%) ciyuasx u3 12 ¢
OJTHOBPEMEHHBIM (PUOPUHO3HBIM IPOMUTHIBAHUEM HEKOTOPBIX KJIETOK dIUAepMHUca
CO CKOIUIEHHEM MaTepuaja B pOrOBOM CJI0€ (CIOSIMHU) W/WIIM CEKBECTpaIMell ero Ha
MOBEPXHOCTh KOXkH (puc. 4.8, a). B ogqnom ciiydae npu oOpaboTKe CHIBOPOTKOU
poTUB PUOpPUHOTEH/PUOPHUHA OTMEUEHA KapTHUHA TOJIbKO AU (y3HON peakuuu 1o
AMUACPMHUCY.

Kaprtuna nponutsiBaHus ydyacTKamMu smujepmuca GuOpUHOM, OTIIOKEHUE TT0-
CJIETHETO B CTEHKE COCYJIOB COCOYKOBOT'O CJI0S IEPMBbI U CIEA0BOM PEaKLUU B 30HE
0azanpHOM MeMOpaHBI AMUACPMHCA C CEKBecTpalnuend (HUOPHH-TIOT0KUTEILHOTO
MaTepuasa Ha MOBEPXHOCTh KOXKM OTMEUYEHA U B CIy4yasX KIMHUYECKU 3JOPOBBIX
POJCTBEHHUKOB OO0JIbHOM, CTpajaromiei 6ose3npro Xennu-Xeim (puc. 4.8, 0).

[Tpu wnccrenoBaHUM KPUOCTATHBIX CPE30B MOPAKEHHBIX YYACTKOB KOXH 5

OOJBHBIX, CTpalalIIMUX OoJe3Hbt0 Xennu-Xeinu, GuOpuHO3HAsA SKCCydanus U
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BbIMajieHue GuOprHa B Pa3IMUHBIX CTPYKTypax 3MHUIEPMHCA U JE€PMbl OTMEUYEHBI
BO Bcex ciyyasx. Tak, oTnoxkeHue puOprHa B CTEHKaxX COCYAOB JepMbl U (Hudbpu-
HO3HBIM MPOMUTHIBAHUEM KEPATUHOIIMTOB M AKAHTOJUTHUYECKUX KIETOK MPU UX
HaJIMYUHM C CEKBECTPALMENl €ro Ha MOBEPXHOCTh KOXKHM HAaOMIOJanu B 4 ciaydasx
(puc. 4.8, B). B n1Byx ciy4asix U3 HUX OJIHOBPEMEHHO BBISIBJIICHA KapTHHA (pUKca-
nuu pubdpuna B 30He O6azanbHOU MemOpanbl snuaepMuca 1 MCC cOOTBETCTBEHHO.
B onHoM cityuae BbisiBieHa (pukcanust puOprHA TOJIBKO HA TOBEPXHOCTH KOXKHU.

[Tono6HYI0 UMMYHOMOP(OJIOTHIECKYIO KapTUHY C OTJIOKeHHEeM (PuOpuHa B
CTEHKE COCYIOB C MPOMUTHIBAHUEM y4acTKamMH (PMOPUHO3HBIM MaTepuajoM dIIH-
JIepMuca 1 npoHukHoBeHneM ero B MCC B MecTax akaHTOJIM3a U CEKBECTpaluen
€ro Ha MOBEPXHOCTh KOKM HAOIIOAANIN MPHU HCCIETOBAaHUM KPUOCTATHBIX CPE30B
paHee MOPaKEHHBIX y4acTKax KOXKU 3 OOJIbHBIX, CTpajalonux 00Je3HbI0 Xenu-
Xeiinu (puc. 4.8, r). B oqHoM ciydae ¢puOpuH BXOAUI B COCTaB THAIMHOBBIX Te-
aen.

Takum oOpa3zom, HaNMuKWE B TKAHIX (UOPUHO3HOTO dKCCyJaTa y OOJIbHBIX,
cTpafaroux Oosie3Hbt0 XeWnu-Xein, cBUIETENbCTBYET O HAPYIIEHUU LIEJOCT-
HOCTH CTEHOK COCYJIOB JIEPMBI, a TaKXKe O ITyOOKHX HAPYIICHHUSIX B CUCTEME TO-
MeOoCTa3a.

4.3. ObcyxkaeHHe JaHHBIX, NOJYYE€HHBIX C IOMOIIbI0 METO/10B
HUMMYHO(]JII00peCieHIINH.

Pe3ynpTaThl MPOBENEHHOIO MCCIIEIOBAHUS C NOMOIIBIO HENPSIMOTO METOAA
UMMYHO(IIOOPECLICHIIMM C MCIOJIb30BAaHUEM B KauecTBE CyOCTpara TKaHEW pas-
JIMYHBIX JKUBOTHBIX M YEJIOBEKA MPOJEMOHCTPUPOBAIIA MPHUCYTCTBUE B CHIBOPOTKE
OONBHBIX, cTpafaronux OoJe3Hbto Xeinmu-Xeinu, B 81,3% ciydaeB mupKyIupy-
fomye 1gG k aHTUTeHaM JIeCMOCOMAJIBHOTO arapaTa MHOTOCIOWHOTO TJIOCKOTO
AIUTENNA, & TAKXKE K PAly TKAHEBBIM KOMIIOHEHTAM 3MHAEPMUCA U IepMbl (saep-
HbIE KOMITOHEHTHI KEPAaTUHOIIMTOB, Oa3alibHass MeMOpaHa SIUJEepPMHUCa U BOJIOCS-
HBIX (DOJUTUKYJIOB, KOMIIOHEHTHI PETUKYJISIPHOTO CJOS, U30TPOIHbIE TUCKH TJIaj-

KOM MYCKYJIaTapbl U SHIOTEINNA KaWJUIIPOB KOXKH).
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KpomMe OCHOBHBIX MAaTOr€HETUYECKUX AHTUTEN BBISIBJICHBI JIOMOJHUTEIbHbBIC
aHTUTENIA K aHTUTE€HAM HEKOTOPBIX CTPYKTYp CepAla (CapKOoJeMMa U CAPKOMEPHI
KapJIMOMHUOIIUTOB, SHIOTENIUNA KamWUIIpOB MHOKapaa). Takod HIUPOKHUIM CHEKTp
AHTUTEJ KO MHOTMM CTPYKTypaM OPIaHOB U TKAHEW OOBICHSIET IE€HEpATU3ALNIO
KOXXHOTO TMpollecca ¢ BO3MOKHBIM PA3BUTHEM JKCTPAKYTAHHBIX TOpPAXKEHUU Yy
OOJIbHBIX, CTPAJAONINX 00JIe3HBI0 XeHTn-X eHu.

[Ipu nccnenoBaHUM KPUOCTATHBIX CPE30B PA3NMYHBIX YYAaCTKOB KOXH (IO-
pPaXXEHHBIM, UHTAKTHBIM U B MeCT€ OBIBIIMX BBICHIIIAHUMN) OOJBHBIX, CTPAAAONINX
Oone3npio Xeinu-Xeinu, ¢ MOMOLIBI0 MPSIMOTO METOAa UMMYHO(DII0OPECIECHITIH
BbIsiBIIeHA (prukcarus 1gG B MEKKIIETOYHON CBSI3BIBAIOINICH CYOCTaHITUHN AITUACPMH-
ca B 83,3% cmyuaeB. [Ipu 3TOM HE3aBUCUMO OT MeCTa MPOBEACHUS OUOIICUM B HC-
CIIelyeMBbIX MaTepuajgax OTMedanach MOPQOJOrhyYecKas KapTUHA, XapaKTepHas
JUIsL TaHHOTO OYJIJIE3HOTO TeHojJiepMaTo3a (aKaHTONIHM3, BHYTPUSIIUJEPMAIbHBIC
IEJIA W/ WK Ty3BbIpH).

[TogoOHOE siBieHHE HAOIIOAANN U IPU UCCIEJOBAHUU KPUOCTATHBIX CPE30B
KOH 3JI0POBBIX JIML, OJM3KUX POJCTBEHHUKOB O0sibHON. HeoOxoaumo oTMETUTS,
YTO HUPKyIupyoomue u ¢pukcupoannbie 1gG kK aHTUTEHAM 1€CMOCOMAILHOTO atl-
rnapaTta MHOTOCJIOMHOTO MJIOCKOTO SIUTENUs MPU OTCYTCTBHM KIMHUYECKHUX MPO-
SIBJIEHUI OO0JIE3HU U HAJTMYUU CEMEIHOIO OTSTOIIEHHOTO aHAMHE3a 110 OTHOILIEHUIO
K HEW, MOTYT CIIY’KUTb IPEAUKTOPAMU JAHHOTO OYJIE3HOTO Ie€pMaTo3a.

N3BeCcTHO, YTO aKTUBHOCTbH JIATEHTHO MPOTEKAIOIIEr0 MMMYHOIATOJIOTHYE-
CKOT'O Ipoliecca MPOUCXOIUT O] JEHCTBUEM «AOMOJTHUTENBHBIX» MMaTOr€HETHY e-
ckux (pakTopoB [27]. Tak, cpeau 00CIETyeMBIX 3I0POBBIX POJICTBEHHUKOB OOJIb-
HOM, cTpanatomier 0oe3Hpl0 Xennu-Xeinu, ManudecTaus ceMeiHon 100poka-
YECTBEHHON XpOHUYECKOU my3bipuaTku ['yxepo-Xehnu-Xelnu Ha Koxke B 001acTu
€CTECTBEHHBIX CKJIQJIOK M 3aJHEH MOBEPXHOCTH IIeu Halr0janach y pogHoro opa-
Ta MAIMEHTKU CITYCTA 2 TOJa MOCJE MPOBEICHHBIX UCCIIEIOBAHUI, TPOJIEMOHCTPH-
POBABIIUX Yy HETO paHee MPUCYTCTBUE B CHIBOPOTKE M TKaHM crienupuueckux 1gG

K aHTUI€HaM MEKKJIETOUHOU CB?IBI)IBaIOHIeﬁ Cy6CTaHHI/II/I SIIMACPMHUCA.
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Hapsiny ¢ ¢ukcanueit 1gG oTMedeHO mNpUCYTCTBHE HUMMYHOITIOOYJIMHOB
kinaccoB A u M. IlpucyTcTBHE OJHOBPEMEHHO BCEX OCHOBHBIX KIJIACCOB UMMY-
HOTJIOOYJIMHOB B Pa3HBIX CTPYKTypax SMHAEPMHUCA CBUACTEIBCTBYET O HAIMYUU
UMMYHOMATOJIOTHYECKOTO (MMMYHOKOMIUIEKCHOTO) CUHIPOMA C BOBJICUECHUEM Psi-
Jla aHTUTEHHBIX TKAHEBBIX CTPYKTYpP KOXH (I€CMOCOMAJIbHBIN arnapart, 6a3zaibHas
MeMOpaHa, SHIOTENUH COCYJOB, TMAJIMHOBBIE Telblla) MpHU OOJIe3HH XEeWu-
Xewnu.

CaMocTOsITEIbHBI MHTEpPEC B KIMHUKE KOXKHBIX OOJE3HEW MpeiICcTaBIsIeT
co0oii cucTeMa KOMIUIEMEHTa, KOTOPOW MOCBSIICHBI HEMalo padoT, CBUJETEINb-
CTBYIOIIMX O IMUPOKON €€ aKTUBAIlMM U BO3MOXXHOM CYIIECTBOBAaHHHM OJHOBpE-
MEHHO JIa)K€ M30JIMPOBAHHOMN IKCIPECCUN KOMILJIEMEHTA B TKAHEBBIX CTPYKTypax
snuaepmMuca U aepmbl [27, 36]. Peub uaer o gukcanuu paHHUX KOMIIOHCHTOB
KOMIUIEMEHTA, BKI04ast C3 KOMIIOHEHT KOMIUJIEMEHTA, HE TOJIBKO B MECTaX JIOKa-
JAU3alUU aHTUTEN (MMMYHOTJIOOYJIMHOB), HO U 3a MpeAesiaMu IPUCYTCTBUS aHTH-
F€HOB-MUIIIEHEW (HampuMep, Kak MpuU ayTOMMMYHHOW Iy3blpuatke). M3BecTHO,
YTO HAJIMYUE PAaHHUX KOMIIOHEHTOB KOMIUIEMEHTA B CTPYKTYypax 3MUJEpMHUCA CBU-
JIETENbCTBYET 00 aKTUBHO MPOUCXOMASIIMX HMMYHOMATOJIOTHYECKHUX IpoIeccax
0€e3 BUAMMBIX KIIMHUYECKUX MposiBlieHUi. B nmocnenyromem, npu JOMOTHUTEIbHBIX
CTUMYJIHMPYIOMMX (PAKTOpax WM HApYIIEHUU B CaMOW CUCTEME KOHTPOJISI Makpo-
OpraHu3Ma, MPOUCXOUT PA3BUTHE KIIMHUYECKOH KapTHHBI Oone3nu [27].

[Tpu 6one3nu Xeinu-Xennu B 50% cinydaeB BoisiBieHa ¢ukcanus C3 kom-
MOHEHTa KOMIIJIEMEHTA B PA3IMUHBIX CTPYKTYpax dMUAEpMUCA, BKIIOYas 30HbI Oa-
3aJIbHOM MeMOpaHbl U IECMOCOMAIBHOTO afmapaTa dMHUIEPMHCaA, C CEKBECTpaluei
cenu(pHUUecKoro Marepuaia Ha MOBEpXHOCTb KOXHU. JlaHHOe HaOIt0/IeHUue CBUIE-
TENBCTBYET O TOM, 4TO C3 KOMIOHEHT KOMILJIEMEHTA SIBJISIETCS aKTUBHBIM JJIEMEH-
TOM, BXOJSIIMM B COCTaB 3IMUJEPMHCA M YYaCTBYIOIIMM B TYMOPAJbHOM OTBETE
€CTECTBEHHOTO UMMYHHTETa opranusma [27, 36]. Kpome Toro, obparano Ha ceds
BHUMaHUE HAJIMYME aKTHBHOTO aKaHTOJIM3a C 00pa30BaHHWEM BHYTPHUAMHIACPMATb-
HBIX LIEJeH W/WIN My3bIpeil He3aBUCUMO OT MECTa B3SATHUSI UCCIEAYEeMOro MaTepu-

ana. [loxyuyeHHble pe3ynabTaThl JAEMOHCTPUPYIOT CIIOKHBIE MMMYHOIATOJIOTHYE-
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CKH€ TIPOIIECCHl B Pa3BUTUU Oosie3HN Xeimn-Xelin ¢ akTUBAINel CHCTEMBbI KOM-
IJIEMEHTA.

IIpn4acTHOCTH UMMYHHOUM CHCTEMBI K Pa3BUTHUIO ITATOJIOTMYECKOTO MPOLEC-
ca MOATBEP:KAAeTCs MPUCYTCTBUEM B TKaHIX (PHOPUHO3ZHOTO dKCCyAaTa, BO3HUKA-
IOLLEr0 B pE3yJIbTaTe HApYIICHUs LIEJIOCTHOCTH U IIPOHUIIAEMOCTH CTEHOK COCYJ0B
IIOJ1 BJIMSTHUEM [IUTOTOKCUYECKOIO JEHCTBUS aHTUTE.

Taxum o6paszom, npucyrcTBue cnerudpuiecknx 1gG K aHTHUreHam J1ecMOCo-
MaJbHOTO aIlapaTa MHOTOCJIONHOIO IIOCKOTO JIUTENUS MOATBEPKAACT PE3YIIb-
TaThl paHEe IPOBOJUMBIX MCCIIEJOBAaHUI U BBICKA3aHHOE Mpeanoioxenue [17, 19-
23] o ponu uMMyHOTIIOOynHHA Ki1acca G B maToreHe3e JaHHOTO T€HOJIEpPMAaTo3a,
YTO SIPKO NMPOJIEMOHCTPUPOBAHO HAIIMMH HCCIEIOBAHUAMHU OMOJIOTMYECKOrO Ma-
Tepuajga HE TOJBKO OOJBHBIX, CTpafarolux OOJe3HbI0 XeWnu-Xenu, HO U uX
3JI0pPOBBIX POJCTBEHHUKOB. BBISIBICHHbIE IUPKYIUPYIOMINE U (PUKCUPOBAHHBIE aH-
TUTEJA CIIy>)KaT HE TOJIBKO JUAarHOCTHYECKMMM KPHUTEPUSMH IIpU IPOBEACHHUH
muppepeHInanbHON AUArHOCTUKHM CIIOXKHO JTMarHOCTHUPYEMBIX ClydaeB OOJIE3HU
Xennu-Xennu, Ho ¥ MPEAUKTOPaMH JTaHHOTO OYJIE3HOTO JepMaro3a y KIMHUYe-

CKH 3J0pPOBBIX POACTBCHHHWKOB OOJBHBIX IIpHU HAJIMYHUU CEMEHMHOro aHaMHe3a.
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PucyHok 4.1. Onpegenenune umpkynupyowmx IgG B CbIBOPOTKE KPOBW GOMbHbIX, CTpagalLwmux 6onesHeo Xennu-
Xennu. Henpsamon metoq ummyHodnoopecueHumn. x 400.

a-x — obpaboTka cbiBOpoTKON GonbHOM 6onesHblo Xennu-Xennu:

a, 6 — cpes KOXuM MbIlWKN. Peakums B MEXKNETOYHOM CybCcTaHumMm BCex Cnoes annaepmuca (a) 1 BonocsHbix honnu-
kynos (6);

B, I — Cpe3 KOXW Kponvka: Peakunsi B MeXKNeTo4yHon cybcTaHummn BCex CNoeB anuaepmuca, B 3oHe 6asansHou Mem-
OpaHbl anuaepMuca, peTUKyNsipHOM crioe (B) M M30TPOMHBIX AUCKaX rMagKkon MycKynaTypsl (r) 4epMmbl;

O-XK — Cpe3 KOXU TeneHka. Peakums B aHOOTENUU KanunnsapoB (4) AepMbl, BHYTPUSAEPHbIE BKMOYEHNS (€) 1 nepu-
HyKrneapHoe cBeYeHue (k) B KepaTuHOLMTax.
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PucyHok 4.2. KpnoctaTHble cpesbl MMOKapaa cepaua TeneHka, obpaboTaHHble CbiBOPOTKON 60rmbHOro 6onesHbio

Xennu-Xennu. Henpsamown meton ummyHodntoopecueHuyun. x 400.
a, 6 — peakuusi B 30He capkonemMmbl KapaMOMUOLIMTOB B NPOAONBHOM (&) 1 nonepeyHom (6) cpesax;
B, I — peakuus B 30He capkoMepa KapAMOMMOLMTOB (BOAHAst UMMEPCKS): B 30HaX BCTABOYHbIX MMACTUHOK (B) U U30-

TPOMHbIX AUCKOB (I) KAPAVOMUOLMTOB;
A — peakuus B 30He 3HOOTENUS Kanunnapos (BogHas MUMMepPCKUsl) M1uokapaa.
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PucyHok 4.3. KprocTaTtHble cpesbl KoXu 60MnbHbIX, CTpaaaroLmx 60ne3Hbo Xennm-Xennu. Y4actkn KNnMHUYECKU He-
nopaxeHHon koxu. ObpaboTka MeYeHON CbIBOPOTKON NPOTMB OCHOBHBIX KNaccoB MMMYHOrnobynmHoBs. MNMpsmon me-
To4 MMMyHodntoopecueHumun. x 400.

a, 6— dmkcaumsa IgG B MEXKNETOYHON CyOCTaHUMM aNMAepMMca U Ha NMOBEPXHOCTM KOXW, BbiIBNSeMas npsambiM u
MoandULMPOBaHHBIM METOAOM MMMYHOMIIOOpecLeHLnN;

B — (hbukcauus 1IgG B unTonna3me akaHTONMMTUYECKNX KIETOK;

r — coukcauus IgG yyactkamm B 30He 6asanbHON membpaHbl anvaepMumca;

A — durkcaums IgA B MHTEPCTULMK COCYA0B BEPXHUX OTAENOB AEePMbl (Cmperika);

e — CBeYeHune rmanvHoBbIX Tenew, cogepxalumx IgM n pacnonoxeHHbIx Baonb 6asanbHol MmembpaHbl anngepmuca.
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PucyHok 4.4. KpnoctaTHble cpesbl KOXM 340POBbIX NUL, BNM3KMX pOOCTBEHHUKOB GONbHON 6oNe3Hb Xennu-Xennu.
MeToga npsmon nmmyHodnroopecueHumun. x 400.

a, 6 — o6paboTka MeyYeHON CbIBOPOTKOM NPOTUB MMMyHornobynuHa G. dukcauusa IgG B MexXKneTo4Hon cybcTaHumm
anuaepMumca 1 ydactkamu B 3oHe GasanbHor MeM6paHbl anuaepMuca ¢ cekBecTpaumen IlgG+maTtepumana Ha noBepx-
HOCTb KOXW, BbISIBNISeMas Krnaccuyeckum (a) n moamduumpoBaHHbiM (b) npsAMbIM METOAOM MMMYHOMIHOOPECLEH-
unn,

B — 00paboTka Me4YeHoW CbIBOPOTKOWM NpOoTnB MMMyHornobynuHa M. OtnoxeHue IgM B gepme, MHTPEeCTULMKN CoCy-
[OB 1 MPOHMKHOBEHWE cneundmyeckoro matepmana B MCC anvagepmunca ¢ cekBecTpaumen ero Ha NoBepXHOCTb KO-
KN
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PucyHok 4.5. KpuocTatHble cpesbl KOXM OO0mnbHbIX, CTpadarwmux 6onesHbo Xennu-Xennu. YyacTku KITMHUYECKM
nopaxeHHoun Koxu. Npsmon meToa nMmmyHodntopecueHummn. x 400.

a-B — obpaboTka cbiBopoTKON NpoTuB IgG. dukcauus IgG B MCC un 30He 6asanebHo MembpaHbl anuaepMuca, BbisiB-
nsiemasi Knaccumdeckum (a) n mognduumpoBaHHbiM (6) MeTogoM MMMyHodNoopecLeHUMM. B HEKOTOPbIX KepaTUHO-
uuTax BEpXHUX OTAENOB anuaepmuca oTMeyaeTcs NepuHykneapHoe cBeyeHue (B);

r — obpabotka cbiBopoTkor npotuB IgA. MpoHukHOBEHUA IgA+maTepuana B UUTONMA3My SnNuTenMarnbHbIX KNeToK
anuaepMunca;

A, e — obpaboTka cbiBOpoTKON nNpoTmB IgM. ®ukcaumsa IgM B yutonnasme akaHTonMTUYecknx knetok u MCC Bepx-
HUX OTAENOB 3NMAEepMMUCa C SABMEHUEM CekBecTpauum IgM+martepuana Ha MOBEPXHOCTb KOXM (4) M ydacTkamu B
30He GaszanbHow MeMOpaHbl 3nMaepMuca C NPOHUKHOBEHMEM crieumdunyeckoro matepvana B LUTONNasmMy HeKkoTo-
pbIX KEPaTUHOLNTOB (€).
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PucyHok 4.6. KpuocTaTHble cpesbl KOXM O0mnbHbIX, CTpadarwmx 6onesHbo Xennu-Xennu. YYacTku KIMHUYECKN
paHee nopaxeHHou Koxu. [Npamon meToq ummyHodnoopecueHummn. x 400.

a-B — 06paboTka cbiBopoTkow npotus IgG. OTnoxeHune IgG B BepxHMX oTAenax AepMbl C NPOHUKHOBEHNEM 1 hukca-
umen cneumduyeckoro matepunana B MCC ¢ cekBecTpaumen ero Ha NOBEPXHOCTb KOXW, BbISBISSIEMOE KNacCU4eCKUM
(a) n moandunumposaHHbIM (6) MeTogoM MMMYHOIOOpecLeHUMN. B HekOTOpbIX kepaTuHoOLMTax anngepMmmca oTMe-
YaeTcsa nepuHykneapHoe cBeyeHve (B);

r — obpaboTka cbiBopoTKOW NpoTuB IgM. Pukcaumsa IgM B umTonnasme akaHTonuTnyeckmx knetok 1 MCC c Bblpa-
XKEHHOWM peakuumen B 3epHUCTOM Croe anvaepMuca C aBreHueM ceksecTpauun IgM+maTtepvana Ha MOBEpPXHOCTb
KOXM.
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PucyHok 4.7. KpuoctaTHble cpesbl KOXu 60nbHbIX, cTpagarLmx 6onesHbio Xennu-Xennu. ObpaboTka CbIBOPOTKOWN
npoTtne C3-koMnoHeHTa komnnemeHTa. Metog npsmon nmmyHodpntoopecueHumn. x 400.

a — y4YacCTKu KIMHUYECKN HENMOPaXKeHHOM Koxu. Peakuusi B 3oHe GazanbHow MembpaHbl annaepmmnca ¢ cekBecTpauu-
el maTepuvana Ha ero noBepxHocTb B criydae 6onesHu Xennu-Xewnu;

6 — peakumsi B MHTECTULMN COCYAOB B CIydyae KMMHUYECKU 300POBOro poACTBEHHWMKA GornbHOM GonesHblo Xennu-
Xennu;

B — MNOPaXeHHbIN y4acToK KOXu 6onbHOM 6onesHblo Xennu-Xennu. Peakumsa B uutonnasme akaHTONMUTUYECKUX Kne-
TOK M MEXKITETOYHOW CybCTaHUMmM anuaepmMuca;

I — paHee NnopaxeHHbIN y4acToK koxu 6onbHoro 6onesHbto Xennu-Xennu. MpaHynsipHble oTnoxeHns C3 KOMMNoHeHTa
KOMMNIEMEHTa B BEPXHUX OTAENax AepMbl U BOONb 6a3anbHon membpaHbl anuagepMuca co CKOMMeHWeM ero nog po-
rOBOBbIM CMOEM U CEKBECTPaLMEN Ha MOBEPXHOCTb KOXMU.
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4 B r
PucyHok 4.8. KpuoctaTHble cpesbl KOXu 60nbHbIX, cTpagarLmx 6onesmbio Xennu-Xennu. ObpaboTka CbIBOPOTKOWN
npoTuB pnubpuHoreH/cbnbpuHa. MNMpsamon meto MMyHodnroopecueHumn. x 400.
a — KIMMHMYECKN MHTaKTHBIN Y4acTOK KOXW 6onbHOoM 6onesHbto Xennu-Xennu. 'paHynsapHblie 0TnoxeHns ounbpuHa B
AepMe U MHTEPCTMLUKN COCYA0B C CEKBECTpaLMEN ero Ha MOBEPXHOCTb KOXN B BUAE “GopoaaByaThiX’ HANMOXEHWUN;
6 — pmBprHO3HOE NponNuUTLIBaHME CTPYKTYP AEPMbl C OTNOXeHnem dunbpuHoreH/dpnbpunHa B UHTEPCTULIMM COCYAO0B 1
yyacTkamu B 30He GasanbHOM MemOGpaHbl (CriegoBasi peakums) ¢ cekBecTpaumen cneumduyeckoro matepuana Ha
NMOBEPXHOCTb KOXW B BUAE NMHENHbBIX HANOXEHWUI B Cryyae KIMMHWYECKU 300POBbIX POACTBEHHUKOB OonbHOM 6ones-
Hblo Xennun-Xennu;
B — (oUBPMHO3HOE NPONUTLIBAHWE KEPATUHOLMTOB N akaHTONMUTUYECKMX KIIETOK B MOPaXXEHHbIX yYacTkax Koxu 6onb-
Horo 6ornesHblo Xennu-Xennu;
I — NPOHUKHOBEHMeM hnbprHosHoro matepmana B MCC B MecTax akaHTONM3a B paHee NnopakeHHbIX y4acTKax KOXu
6onbHoM 6onesHbio Xennu-Xennu.
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Iaasa V. MOJIEKYJISPHO-BUOJOTMUYECKASI XAPAKTEPUCTUKA
PSJIA BEJIKOBBIX KOMIIOHEHTOB CUCTEMBI MEKKJIETOUHOI'O
COEJIUHEHUSI JIECMOCOM) U HIUTOCKEJIETA KEPATUHOIIUTOB

IMPU BOJIE3HU XEWMJIN-XENJIU

JlecMocoMalbHBIN ammapaT (IecMOcoMa) — 3TO CIIOKHOE COSTUHEHHE, 00ec-
NIeYMBAIOIIee MEKKICTOUHYIO aare3uto. JlecMmocoma nmeet (GopMy TMCKa U COCTO-
UT W3 JABYX TOMOTCHHBIX JI€CMOCOMAJLHBIX IIACTHH, HMCIOIIUX 00Jiee TUIOTHYIO

Hapy’>XHYI0O U MCHCC INUIOTHYIO BHYTPCHHIOIO Y4aCTHU, H C-)JIeKTpOHHO-HJIOTHOﬁ Jc-

cMmoren Mexay HumH (puc. 5.1) [27, 30, 55, 149, 161, 175, 184].

Jlecmoraes
(KaarepuHOBBIH KOMILIEKC)

JlecmocomanbHas
IJIACTHHA

ﬁ ‘

~

&

1 "|_ W —
|

&3

X

IpomexyTounbie

unamenTsi Pacunpennoe

MEKKJIETOYHOe
NPOCTPAHCTBO

Maasmarnueckune
MeMOpaHbl

PucyHok 5.1. CxemaTtunyeckoe nsobpaxeHue gecmocombl [256].

OCHOBHBIMU KOMITOHEHTaMHU JIECMOCOMAJIBHOTO arlfapara siBJISIFOTCS OeJIKH
TPEeX CEMEHCTB: KaarepuHOB, apMaawuio u IwiakuHoB [105, 146]. Jlecmoriero
(GOpMUPYIOT TJIMKO3WJIMPOBAHHBIE KaJbIUii-3aBUCUMBIE KaJATE€PUHBI, JI€CMOCO-
MaJbHYIO TUIACTUHY — HETJIMKO3WJIMPOBAHHBIE MPOTEUHBI apMaIMIO U TUTAKUHBI
[12, 27, 60, 63, 80, 159, 161]. Bce Genku (MOJICKYJIbI aAre3UK) HaXOIATCS BO B3a-
UMOJICHCTBUU JIPYT C IPYTOM U 00pa3yloT KOMILIEKC «JIeCMOCOMalbHbIE KaaArepu-
HBI-TUTAKUH-KEPATHH», KOTOPBII CO CTOPOHBI IECMOTJIEH CIIETJICH C KaJArepuHaMU

COCGI[Heﬁ KJICTKH, a4 CO CTOPOHBI BHYTpeHHeﬁ 9aCTH KJIICTKH — C BOJIOKHAMH ITUTOC-
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Kenera (mpomexxyTounbiMu (punmamentamu) [53, 72, 102, 105, 124, 149, 244]. Oc-
HOBHOM (PYHKITHEH eCMOCOMAIBHOTO armapara, Kak U3BECTHO, SIBISIETCS TOIEP-
JKaHWe TKaHeBOW apxuTeKToHukH [55, 60, 105, 161, 146]. Oto obOecrneunBaeTcs 3a
CYET CUTHAIBHOW CHCTEMBI MOJICKYJI air€3WH, CIIOCOOCTBYIOMIEH KOHTPOIIO pOCTa
u nuddepeHnpoBky KieTok [55, 105, 146]. B koxxe Mosekymsl aare3un GpopmMu-
PYIOT CIIOKHYIO CTPYKTYPY C BOBJICUEHUEM DIHIEPMHUCA, IEPMbI, COCY0B, HCPBOB
u xene3. [loatomy 100ObIe U3MEHEHUS, CBSI3aHHBIE C AaHOMAJIMEHW IKCIIPECCUU WUITU
TUCPYHKIIMEH 3THX MOJIEKYJ, MOTYT MPHUBECTH K CEPhE3HBIM JECTPYKTUBHBIM T10-
cnenctBusm [60, 105, 146].

C 1enbio onpeaeneHus dKCIPECCUH psiia CTPYKTYP JeCMOCOM (KaJarepuHo-
BBI KOMILJICKC, IUIAKOTJIOOMH, IECMOCOMAJIbHBIM MPOTEHH (JecMoIIakuH) | Tura)
U [UTOCKeNeTa (IIMTOKEPATUH 5) ucciaeaoBaHbl 26 OMONTAaTOB KOXHU 19 OOJBHBIX,
CTpaJarouXx 00JIe3HbIO XeWu-Xeinu, u3 HuX 15 OuonTaToB ¢ KJIMHUYECKH WH-
TaKTHOTO y4dacTKa KOXH, 7 — C odara mopakeHust u 4 — ¢ paHee MOPaKEHHOTO
y4acTKa KOXH. B kauecTBe KOHTPOJISI UCCIIEIOBAHbl OMONTATHI KOXKHU 5 3I0POBBIX
JIUII, BKJIFOYAsl POJICTBEHHUKOB MAITUEHTKH U 7 OOJBHBIX Pa3HBIMH KOXXHBIMHU TIa-
TOJIOTHSIMU (2yTOMMMYHHAsl Iy3bIpuyaTKa, Oyiuie3Hbld nemMpurouns, npuooOpeTeH-
HBIN OYJIJIC3HBIM MHICPMOJIU3).

5.1. OnpenesieHne IKCMPECCUN MOJIEKYJI KJIETOYHOM aare3nu
KA/IrepUHOBOI0 KOMILJIEKCA.

N3BecTHO, YTO B KOKE 3J0OPOBOr0 YEJIOBEKA KaAr€PUHOBBIM KOMILJIEKC JKC-
MPECCUPYETCS B MEXKKJIETOUHBIX MPOCTPAHCTBAaX 0a3aJbHOTO U HIUIIOBATOTO CJIOEB
snuaepmuca (puc. 5.2, a) [143, 146].

IIpu nccnenoBaHuM pa3IMIHBIX YYACTKOB KOXH 13 OOJBHBIX, CTPAIAIOIINX
Oone3Hpto Xelnu-Xeisn, BBISIBIEHO HApPYIIEHHE 3KCIPECCHH KaJArepuHOBOIrO
xkomiutekca (P<0,05). Tak, mpu wMcclIeAOBaHUN KIWHHUYECKM MHTAKTHBIX U paHee
MOPaKEHHBIX yYaCTKOB KOXKU OOJBHBIX JaHHBIM T'€HOJEPMATO30M BBISBICHO OT-
CYTCTBHE JKCIIPECCHUU KAJATC€PUHOB B MEKKJIETOUHBIX MPOCTPAHCTBAX dMUACPMUCA
WJIM MX MAacCKHPOBKA ¢ AKCIPECCUEH KaJarepuH+ Mareprajia B pOroBOM CJI0€ H/HIIH

Ha MOBEPXHOCTU KOXHU (puc. 5.2, 6). Ilpu 3TOM B psifie ciiydaeB OTMEUEHa NEpH-

121



HYyKJI€apHasi WM BHYTPUSICPHAS SKCIIPECCHS B OTACIBHBIX KIETOUYHBIX JIEMEHTAX
AMUACPMHCA, @ B MeCTax (DOPMHUPOBAHKS BHYTPUITTUACPMAIBLHOTO MY3bIPS — B M-
TOIUIa3ME €AMHUYHBIX KEPATUHOILIMTOB, PACIOJIOKEHHBIX HEMOCPEACTBEHHO BOJIM-
31 My3sIps (puc. 5.2, B).

[TogoOHyI0 MMMYHOTHCTOXMMHYECKYIO KapTHHY HapyIICHUs SKCIPECCUU
KaJIFEPUHOBOI'0 KOMILJIEKCa HaOJII01alii IPU UCCIIEIOBAHUU KOXKHU 3/I0POBBIX POJI-
CTBEHHHKOB OOJIBHOH, cTpajaroineii 0oe3nbio Xemu-Xeinu (puc. 5.2, ).

[Ipu uccnenoBaHuU MOPAXKEHHBIX YYACTKOB KOXKU OOJIBHBIX, CTPAJAOIIUX
0one3Hpr0 Xennu-Xeiy, Hapsay ¢ MOAABICHUEM WIH MACKUPOBKOM 3KCIPECCUU
KaJIrépUHOBOTO KOMIUIEKCA CO CKOIUICHHEM KaATEPHH IMOJIOKUTEILHOTO MaTepHa-
Ja TpOCJOMKaMU B POTOBOM CJIO€ U CEKBECTpallMell €ro Ha MOBEPXHOCTh KOXKHU
HaOJIOAAIA MApaJOKCANIbHOE SIBJICHHUE B MECTaX HAYMHAIOLIErOCsd AKaHTOJIM3a U
dbopmupoBanus HaA0a3aIbHOTO MYy3bIPSI B BUAEC BBIPAKEHHOW KCIPECCUU KaJre-
PUHOB B CyIpaba3aibHBIX CIOSX SIUEPMHUCA C IIUTOIIa3MAaTHYECKON UMMYHOT U-
CTOXMMHUYECKON pEakIne B JUCCOIMHUPOBAHHBIX M AKAHTOJIUTHYCCKUX KIIETKAX
snuaepmuca (puc. 5.3).

Takum oOpazom, rpu 060Jie3HU Xennu-Xelu MPOUCXOIUT HaApYIICHUE IKC-
MIPECCUM KaAT€pPUHOBOTO KOMILIEKCA BILJIOTH JI0 €r0 UCUE3HOBEHHUSI C BBIPAKEHHBIM
MPOSIBJICHHEM B MecTax (opMupoBaHus my3bipeit. [locnennee siBieHue Hadmoaa-
JM | apyrue aBTopsl [56, 59, 113, 121, 123, 138, 211, 212, 224].

JIiist 0OBSCHEHHSI TAKOTO HEOOBIYHOTO SIBJICHUSI BBIJBUTAIOT HECKOJIBKO TH-
note3. OHa U3 HUX 3aKIII0YAETCs B aCCOIMAIMH KaAre€pUHOB C HAPYIIICHHOHN MPO-
mudeparueit u quddepeHImpoBKoi ki1eTok [56, 59, 121, 123, 138, 212], apyras —
C HapyIICHUEM KOHIIEHTPAIIMU KaJIbIMS B KEPATUHOIUTAX WM MyTallUed TeHOB,
KOAMPYIOIIMX KaJIbIIMEBBIC HACOCHI, OTBETCTBEHHBIC 3a akaHTOiaM3 [122, 211].
[IpeamonararoT, 4TO MO BIUSHUEM PA3THYHBIX (PaKTOPOB MPOUCXOJUT AUCCOIHA-
IIUsI UHTPA- U SKCTPAICUTIOJISIPHBIX JOMEHOB KaArepuHoB. [Ipu sTom skcTparien-
JIOJSIPHBIE JTOMEHBI KaJTrepHUHOB OTPBHIBAIOTCS OT IMOBEPXHOCTH KIETOK B XOJE
aKaHTOJIM3a, HO IMTOIJIA3MAaTUYECKU JIOMEH OCTaeTCsl Ha MEMOpaHe, COXpaHss

CBSI3b C LIUTOCKEIETOM, CKPEIISIeMbIii KATEHUHOM (ILJIAKOTJIOOMHOM).
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B Xone MMMYHOTMCTOXMMHUYECKUX MCCIEIOBAHUN ATOT LMTOILIa3MaTHYe-
CKU/BHYTPUKIICTOYHBIA JTOMEH KaAT€pUHA SIBJSIETCS BIOJHE JTOCTATOYHBIM IS
CBSI3BIBAHUSI AHTUTEN, PE3YJIbTATOM YEro OKAa3bIBAIOTCS MMMYHOMOJOXKUTEIbHbIC
pPCaKIMU HETHITMIHOW JIOKAJIN3alliH, T.C. Ha IIOBEPXHOCTH KepaTHHOIUTOB [113].

Hapyiienne HOpManbHOTO COJEp)KaHUsI KaArepuHOB (YyCHIIEHHAsI DKCIpec-
cUsl B MecTax oOpa3oBaHUs ITy3bIpei) MOKET HOCUTh M KOMIIEHCATOPHBIN Xapak-
Tep. Tak, MOKa3aH CHUHEPTU3M MeXIy P-kaareprHoMm u gecMoriienHoMm 3 in Vivo,
YTO HABOJMUT HA MBICTH O KOONIEPATUBHOM/KOMIIEHCATOPHOM 3(PdekTe ITuX (HyHK-
ITUOHAJILHO OJIM3KUX MOJIeKyJ aaresuu [114, 147].

5.2. OnpenesieHne IKCNPECCUN MJIAKOTJIO0MHA.

[Tnakorno6un (y-KaTeHWH) SBISETCS OJHUM M3 TJIABHBIX MpEACTaBUTEICH
cemeincTBa apMaaio. JaHHbI OeloK B3aUMOJEHCTBYET C OJHOM CTOPOHBI - C
KaJr€puHOM, C APYTOil CTOPOHBI - C AECMOIUIAKUHOM, YTO CIIOCOOCTBYET MPOYHOU
CBSI3U BCETO JIECMOCOMAJIBHOTO KoMILIekca (puc. 5.4) [27, 72, 124, 148, 231, 244,
254]. IloMuMoO OCHOBHOM (PYHKITMHU TIJIAKOTJIOOMH HEOOXOIUM M ISl TTPaBUIILHOM
Kjacrtepusanuu (00beIMHEHNE) W/WIHN cerperauu (OTAeNIeHne) KOMIIOHEHTOB Jie-

cMocoMatbHO# mmactunsl [140, 124, 254].

H(‘l.II"\'()}".III[)UIHIHIH)I(' r.llll\'ﬂlll‘ll)l(‘"lll)l Her JIHKO3HW/IHPOBAHHbIC
HPOTeHHbI IVIACTHHBI aecMorien HPOTEeHHBI INIACTHHBI

Iaakorio6HH { N IL1akorao6un

JlecmocoMaIbHbII
NpOTeHH

Kajrepunosbiii
S (recmoniakuu 1)

KOMILIEKC
(JlecmorieHnbl,
JleCMOROLIHHBI)

"
Bayrpennsin  Buemnss
IVIOTHBIC IVIACTHHBI

IlurokeparnHoBbIe PUIAMEHTHI
(B T.4. NUTOKepaTHH 5)

PucyHok 5.4. CxemaTtnyeckoe n3obpaxeHne B3amMMogencTBmsa psaa MOMEKyn aaresmn 4ecMocomarbHOro annapara
¢ hopMMpoBaHMEM €QUHOro CMOXHOOPraHNM30BaHHOIO KOMMMeKca «KaarepuHbl-nnakornobuH-gecmMocomarnbHbIA Npo-
TenH-uMToKepaTnHS» [257].

B koxe 3A0pOBOI0 YCIIOBCKA IJIAKOTJIO0MH 9KCIIPECCUPYCTCA B ACCMOCO-

MaJIbHOM aIlapaTte BCeX CI0eB anuaepmuca (puc. 5.5, a).
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[Ipu uccnenoBaHuM Kak KIMHUYECKU MHTAKTHBIX, TaK U MOPAXKEHHBIX U pa-
HEe MOPAKEHHBIX yYAaCTKOB KOXKHU 8 OOJIBHBIX, CTpaNalIMUX 00JIe3HbIO Xeniu-
Xeiiu, BBISIBICHO HapyIlIeHUE dKcnpeccuu makoriaoouna (p<0,05). Tak, mpu uc-
CJICIOBAaHWN KJIMHUYECKH MWHTAKTHBIX YYaCTKOB KOXXHM OOJIbHBIX JaHHBIM OyIiuIe3-
HBIM T'€HOJIEPMAaTO30M Hapsiay € y4acTKaMH HOPMAalbHOM 3KCIPECCHH ILIIAKOTJIO-
OMHa B MEXKJIETOYHBIX MPOCTPAHCTBAX AMUACPMHUCA BBISBICHO €0 MOJABICHUE C
AKCIIPECCHEH TIIAKOTJIOONH TOJIOKHUTEIIFHOTO MaTepuajia Ha TMOBEPXHOCTH KOXKHU
(puc.5.5, 6).

[TonoOHYI0 UMMYHOTHUCTOXMMHUYECKYIO KapTUHY HAONIOJAIu U B CIIydasx
3I0POBBIX POJCTBEHHUKOB OOJILHOM, cTpajarolieil 6one3npio Xeinu-Xenu (puc.
5.5, B).

[Ipu ucclienoBaHNM MOPAKEHHBIX YYaCTKOB KOXHU OOJBHBIX, CTPAJIAIOIINX
0omne3Hpl0 Xenn-Xennu, Hapsay ¢ ydacTKaMu HOPMaJIbHOM IKCIPECCUU ILIAKO-
rJIo0MHa OTMEUEHA BBIPAKEHHASI €r0 IKCIIPECCUsl B MeCTax 00pa3OBaHMs BHYTPH-
AMUJIEPMAJIbHBIX MY3bIpE C IUTOIIA3MATHYECKON peakIueld B aKaHTOJTMTHYECKUX
KJIETKaX W CEeKBecTpaluen crenuduueckoro marepuaia Ha MOBEPXHOCTb KOXKHU
(puc 5.6, a-B).

[Ipu uccnenoBanuu paHee MOPaKEHHBIX YYaCTKOB KOXKM OOJIBHBIX, CTpaja-
IOIUX OOJIe3HbIO XeWu-Xeniu, BhIsIBJICHA KapTUHA “TIOAAaBJICHUS SKCIPECCUU
MJIAKOTJI00MHA C YYacTKaMU MOJIHOTO €ro MCYE3HOBEHUS W TOSBJICHUS crerudu-
YECKOTO IJIAKOTJIOOMH TOJIOKHUTEIBHOTO MaTepualia Ha MOBEPXHOCTH KOXH (pHC.
5.6, ).

Takum oOpazom, rpu 60Jie3HU XeWnu-Xelu MPoOUCXoIUT HapyIICHUE IKC-
MIPECCUM TUTAKOTIIOOMHA BIUIOTH /IO €r0 MCYE3HOBEHHUS C BBIPAKEHHBIM TIPOSIBIIC-
HHEM UMMYHOTHUCTOXMMHUYECKON peakiuu B MecTax hopmMupoBanust my3bipeit. On-
HAaKO MMMYHOTMCTOXHUMHUYECKAsi KapTUHA «IOJHOTO» HMCUE3HOBEHHS SKCIPECCUU
MJIAKOTJIOOMHA B KIIMHUYECKU WHTAKTHBIX W PaHEE MOPAKEHHBIX yYaCTKaX KOXKHU
OOJIbHBIX JTAHHBIM T'€HOJIEPMATO30M HaUMEHee BhIpakeHa MO CPABHEHUIO C KaJre-
PUHOBBIM KOMILIEKCOM B TE€X K€ Y4aCcTKax KO>XKHOTO MOKPOBA, 1€ OTMEUYEHO MOJI-

HOC «I1OAaBJICHHUC» (I/ICIIGSHOBGHI/IC) NI «MAaCKHUPOBKa» IMMOCICAHCTO.
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5.3. OnpenesnieHue 3KCIPECCHH 1ECMOCOMATBHOTO IIPOTEUHA.

N3BecTHO, YTO JeCMOIIaKUH |, KaKk OCHOBHOUM HETJIMKO3UJIUPOBAHHBIN TIPO-
TEUH JECMOCOMAJIbHOM IUIACTUHBI JECMOCOM, OOECIEYMBAET MPOYHBIM KOHTAKT
«KaJrepUH-TUTAKOTIIOOMHOBOT0» KOMIUIEKCA C CEThI0 TOHKUX BOJIOKOH ITUTOCKEIE-
ta [53, 102]. Haubonee 60orato oH MpeacTaBieH BHYTPHU IUIACTHHBI, T €r0 aMu-
HO-TEPMHUHAJIBHBIN JJOMEH CBA3BIBACTCS C BHEIIHEH MJIOTHOM IMJIACTUHOW U e JIO-
KaJTU3YIOTCS TJIAKOTJIOOMH U TUIAaKO(UIIMH, a KapOOKCH-TEPMHUHAIBHBIN JOMEH
IPHUKPEIIACTCS K BOJIOKHAM IIMTOCKeaeTa (cM. puc. 5.4) [207].

N3ydenne Oomne3Hel denoBeKa M SKCIEPUMEHTAIbHBIE HUCCIEOBAaHUS YyKa-
3BIBAIOT HE TOJBKO Ha y4acTHE JECMOIIaKnHA B MOp(orenese TkaHe pa3HbIX Op-
raHoB, HO U Ha BO3MOXXHOCTb BO3HUKHOBEHUSI CEPbE3HBIX 3a00JIEBaHUI IMPHU €ro
HapymieHny. Hampumep, MOJIEKyJIIpHbIC U3MEHEHHS JECMOTUTAKHHA MOTYT IPHUBO-
JIUTh K Pa3BUTHUIO KEPATOJAEPMHUI, OYIIJIE3HBIX JEPMATO30B, TUCTPODUH HOTTEBBIX
IUTACTHH U psfia IPYTUX MATOJIOTUM, TAKUX KaK KapJIMOMHUOMATHS, STTUTEIHAIbHbBIE
OITyXOJIM M U3MEHEHHS CO CTOPOHBI COCyAUCTON cucteMsbr [43, 188].

N3BecTHO, YTO B HOPME JECMOIUIAKUH | KCIIpecCUpyeTcsl B MEKKIETOUHBIX
IPOCTPAHCTBAX BCEX CJIOEB MHOTOCIONHOTO TUIOCKOTO AruTenus (puc.5.7, a).

[Ipu uccnenoBanuu pa3aTuYHBIX Y4aCTKOB KOKU 10 OONBHBIX, CTPATAIOIINX
0omne3Hpl0 Xennu-Xein, BBISIBICHO HAPYIICHHUE SKCIPECCHH JIECMOCOMAIbHOTO
npotenHa, aecmoruiaknaa | (p<0,05). Tak, B KIMHUYECKHM MHTAKTHBIX y4acTKax
KOXHU OOJIbHBIX, CTpaJalomux 00Jie3HbI0 Xennu-Xeinu, Hapsaay ¢ HOPMalIbHOU
IKCIIpeccuell TaHHOTO OeJIKOBOTO0 KOMITOHEHTA BBISIBJICHA KapTHHA €ro MojaBiie-
HUS BIUIOTH JIO0 TOJIHOTO MCYE3HOBEHHUS C OJHOBPEMEHHBIM SIBICHHEM CEKBECTpa-
IIUU JIECMOTUIAKUH | TTOJI0XKUTENTbHOTO MaTepuaia Ha OBEPXHOCTh KOXH (puc. 5.7,
0, B).

CXO0/HYI0 MMMYHOTHCTOXMMHYECKYIO KapTHHY HAOMIOMaid W B CIydasx
3JIOPOBBIX JIUII, OJM3KUX POJACTBEHHUKOB MAaIMEHTKHU. [Ipu 3TOM B ydacTkax ¢op-
MUPOBaHUS BHYTPHIIUICPMATIBHBIX HIENEH IKCIPECCUs 1eCMOCOIBHOTO TPOTEHHA

HocuITa 6oJjiee BhIpakeHHBIN XapakTep (puc. 5.7, r).
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[TonobHoe siBneHNe HAOIIOAANN U NPU UCCIEIOBAHUM MOPAKEHHBIX y4acT-
KOB KOXHU OOJIBHBIX, CTPaJalonIuX 00JIe3HbI0 Xelnu-Xelnu: Hapsaay ¢ HOpMaib-
HOM 3KCIIpeccuel JeCMOCOMAJIbHOTO MPOTerHa HaOMI0AaIach KapTHHA BhIpakKeH-
HOM €ro 3KCIpPeccHu Kak B MecTax (OpMUPOBAHMS Iy3bIps, TaK U B OJIM3KO pac-
MOJIO’KEHHBIX YYaCTKaX OT HErO C MOSIBJIEHUEM JAECMOCOMAJIbHOTO MPOTEUHA B I[H-
TOIJIa3ME KEPATHHOIMTOB, a B PsJIe CIIyuaeB — Ha IOBEPXHOCTH KOXH (puc. 5.8, a).
370, MO-BUAUMOMY, CBSI3aHO C MEpEpACHPEEICHUEM SKCIPECCUH JAHHOTO MPOTe-
WHA JJI MOIepKaHUSI COXPAHHOCTH U (DYHKITMOHAIBHON CITIOCOOHOCTH KOKHU.

B psne cnyyaeB 0qHOBpEMEHHO C yYacTKaMU HOPMAaJbHOM W/WIIHM BBIPAKEH-
HOM 3KCIPECCUU J1€CMOCOMAIBHOTO MPOTEMHA MOKHO OBUIO HAOMIOAATh YYACTKU
CHW)KEHUSI MHTEHCUBHOCTH CBEYEHHS UMMYHO(IIOOPECIIEHTHON PEaKIMN B MEX-
KJIETOYHBIX IPOCTPAHCTBAX CO CKOIUIEHHEM CHENU(UUECKOro MaTepuaia B poro-
BOM CJIO€ U CEKBECTpALMEIl €ero Ha MOBEPXHOCTU KOXH (pHcC. 5.8, 6). DT0 cBsA3aHO C
BBIIEJIUTENILHON (PYHKIIMEH KOXXM W 3IMMHUHALMEN NaTOJOTHYECKOro MaTepuana
Ha TIOBEPXHOCTh KOoku [16]. B ciryuae moiHON OTCIOWKM AMHIEpMHUCA OT JEPMBI
KaK 3aBepIICHHE MAaTOJIOIMYECKOTO MpoLecca HabIt0JaeTCsl BhIpayKeHHas SKCIIpec-
CHUSl B IUTOIIa3ME KEPATUHOLUMTOB HU3KOAU(P(DEpEeHIMPOBaHHBIX U AU depeHH-
POBaHHBIX CJIOEB AIUAECPMHUCA, COCTABIISIIONINX JHO 3PO3UBHOIO JedekTa (puc. 5.8,
B).

[Ipu uccnenoBaHuu paHee MOPAKEHHBIX YYACTKOB KOXKM OOJIbHBIX, CTpaja-
IOIMKUX 00JIE3HbIO XeWIN-XEeHH, BBISBICHA KapTHHA ITOJABIICHHUS YKCIIPECCUH JIe-
CMOCOMAJIBHOTO MPOTEeHHA B AU(P(HEPEHIMPOBAHHBIX CIOSX 3MUJEPMHUCA C ydacT-
KaMH BBIPAXKEHHOM €ro 3KCNPEeCcCUr B HU3KOAU(PHEPEHIIMPOBAHHBIX CIOSIX, a TaK-
K€ B MECTaX HAYMHAIOILIEr0Csl aKaHTOJIN3a C MOSIBJIEHUEM M3BPAILEHHOM dKCIpec-
CUU B LIUTOIUIa3ME KEPATUHOLIMTOB, aKAHTOJIUTHUYECKUX KIIETOK M CEKBECTpalUeu
crienn(puIecKoro MaTeprasa Ha TOBEPXHOCTh KOXKH (puc. 5.8, T, 7).

Taxum 00pa3om, mpu UCCIETIOBAaHUM KPHUOCTATHBIX CPE30B KOXKU OOJIBHBIX,
cTpajaroiux 00Je3HbI0 Xen-Xeinu, Bo BCeX UCCISOBAHHBIX CIIydasX BBISB-
JIEHO HApYIIEHHE 3KCIPECCUM JIECMOIIAKWHA: U3MEHEHHE WHTEHCHUBHOCTH UMMY-

HOTHUCTOXUMHUYECKOU pC€aKuuyn B ACCMOCOMAX BIIJIOTh 10 €€ MCUC3HOBCHUA U I105B-
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JIEHUE W3BPALEHHOW AKCIPECCUU JAHHOIO JECMOCOMAJIBHOIO MPOTEUHA B LIUTO-
11a3Me KepaTUHOLIMTOB C CEKBECTpALMEl €ro Ha MOBEPXHOCTh KOXH. [Ipu atom
BBIPKEHHASI DKCIIPECCUs JIeCMOIUIakuHa | Tuma, Kak ¥ SKCIPEeccust Ipyrux Mose-
Kyl aAre3wii, HaOII0Aanach B MecTtax (popMHpOBaHUS BHYTPHIIUICPMATBHBIX
IIEJIEN U ITy3bIPEH.
5.4. OnpenesieHue xapakrepa CHHTe3a U IKCIPECCHH LUTOKepaTHHA 5.
[{uToKepaTUHBI MPEICTABISAIOT COOON CEeMEMCTBO MPOTEHHOB, CUHTE3UPYe-
MbIX B anutenuu. Yacte u3 HUX (NeNe 5, 14) 00pa3yroT IUTOCKENET KIETOK MHOTO-
CJIOMHOTO IJIOCKOTO ANUTENHs. B KOKe MpaKTHYECKH 3I0pPOBOTO YEIOBEKA LIUTO-
KEpaTUH 5 AKCIpPEcCUpyercs KIETKaMU TOJBKO 0a3ajJbHOro CJI0S MHOTOCIIOHHOTIO
IUIOCKOTO 3nuTenus. Peakuus UMMYHOQUIIOOpECHEHIIMU HaOJIr0AaeTcs CTPOro B
LUTOIUIa3Me KJIETOK Oa3asbHOro ciod (puc.5.9) u orcyTcTBYyeT B KieTkax Audde-
PEHIIMPOBAHHBIX CIIOEB MHOT'OCJIOMHOTO IIOCKOTro anuTenus [18, 26].
IIpn nccnenoBaHUM KPUOCTAaTHBIX CPE30B C PA3JIMYHBIX YYAaCTKOB KOXHU
17 ©0aBHBIX, CTpaJAOIIKUX 00JIE3HBIO XeWn-Xelau, OTMEUYEHO HapyIIEeHUE CUH-
T€3a IUTOKEepaTHHa 5 KJIETKaMH KaMOualbHOTO (06a3ajbHOIr0) CIIOsl SIUAEpMHUca:
OT «HUCTOIIEHUs» N0 «BOo30Oyx)aeHus» (p<0,05). Tak, mpu wccaeTOBaHUUA KpPUO-
CTaTHBIX CPE30B KOXXKM OOJBHBIX, CTPAAIOIINX 00Je3HbI0 Xehan-Xenu, He3aB1-
CHUMO OT M€cCTa B34TUsl OMOINCUIHOIO MaTepHalla dKCIPeccusi IUTOKEpaTHUHA 5 BbI-
SBJISUIACh HE TOJBKO B IIUTOIIA3ME KJIETOK 0a3ajJbHOTO CJIO0SI, HO U B KJIETKaX JU(-
(epeHLUPOBAHHBIX CJIOEB SMUAEPMHUCA, IPUUYEM OTMEYAIUCh OJHOBPEMEHHO Me-
cTa ocJIabJIeHHs] UMMYHO(IIFOOPECHEHTHON peaKlMy Ui €€ OTCYTCTBHSI B KJIETKaX
0a3aJIbHOrO CJIOS AMHUIEPMHUCA C LUTOIIA3MATUYECKUM CBEYEHHEM B aKaHTOJUTHU-
YEeCKUX KJIeTKax (MpU MX HaJIU4YWH), BHYTPHUSAECPHBIM WM MEPUHYKIICAPHBIM CBe-
YEHUEM B HEKOTOPBIX KEPATUHOLMTAX U CKOIUIEHHEM CIEeNU(UUECKOro MaTepuaa
IIPOCIIOMKaMH B POTOBOM CJIO€ 3IHUEPMUCA U €0 CEKBECTPAaLMEl Ha TTOBEPXHOCTh
koxu (puc. 5.10).
[TogoOHYI0 UMMYHOTUCTOXMMHYECKYIO KapTUHY HAOI01au U B CIIy4asx
3JI0POBBIX POJICTBEHHUKOB OOJBHOM, cTpajatomieii 6oe3npt0 Xeinu-Xeinu (puc.

5.11, a, 6). Ilpu 3TOM, B Cpe3ax KOXKH OOJBHBIX U 3I0POBBIX POJCTBEHHUKOB J10-
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MOJIHUTENILHO BBISIBJICHA KapTHHA HAanOoJiee BRIPAXKCHHOW CIeNU(PUIECKON HMMY-
HO(TIOOPECIIEHTHON peaKIi B 0a3aIbHOM TOJIFOCE KEPATUHOIIMTOB KaMOHAIhHO-
IO CJIOSI C BOBJICUEHHEM 30HBI IEPMO-3IUEPMAIILHOTO COEUHEHNS W COXpPaHe-
HHUEM €€ TOJIbKO Ha YPOBHE 30HBI 0a3zanbHOI MeMOpaHbl anuaepmuca (puc.5.11, B,
r).

Takum oOpa3zoM, HaOMOAaeMble HAMU WU3MEHEHUS JTIOKAJIU3AlUU PEaKIIUU
UMMYHO(TIOOPECIICHIIN ~ MOKHO  OOBSICHUTh  HAPYIICHHEM  MOJICKYJISIPHO-
OMOJOTUYECKUX TMporeccoB AUG(EPEHIMPOBKUA KIETOK MpU Oo0Jie3HU XeWsu-
Xennu. MOXHO NPEAION0XKUTh, YTO MPU 3TOM HAPYIIAETCA MPOLECC AUMEpPU3a-
MU KUCJIBIX U OCHOBHBIX OEJIKOB B KJeTKax OazanbHOro cios. Ilpu sTom Oenku
(IMTOKEPATHUHBI), XapaKTEPHBIE TOJILKO JJIsi KaMOMAIBHOTO CJOS, COXPAHSIIOTCS B
KJIETKAX MEPEXOISIINX B BBILICICKAIUE CITOU.

[ToMuMO HM3MEHEHHUS JIOKAIU3aUUU HUTOKEPATUHA 5 OTMEYaJOCh YMEHb-
[IEHUE €r0 KOJUYECTBA B KJIETKAX, YTO BHIPAXKAJIOCh B OCIIA0JICHUU PEAKIUU UM-
MYHO(IIFOOPECHEHLIUN WM MOJHOM €€ OTCYTCTBUU. Takoi nedexT cuHTe3a IUTo-
KepaThHa MOXKHO OOBSICHUTH JECHCTBUEM Ha F€HETUYECKU U3MEHEHHYIO CTPYKTYPY
TKaHH MPHU JAHHOM TF'€HOJIEPMATO3€ AHTUTEN U KOMIUIEMEHTA Ha HAaYaJIbHOM 3Tare
Pa3BUTHS IATOJOTMYECKOTO IMPOLECCAa C BOBIEUYEHUEM JOMOJHUTEIBHBIX NATOIe-
HETUYECKUX (haKTOPOB, B YACTHOCTU IIMTOKMHOB, PEPMEHTOB U IIUPOKOTO CIEKTPa
MeauaTopoB. [locneanue cBsi3aHbl ¢ PYHKIMEH TeCMOCOMAJIBHOTO ammapara, OT-
BETCTBEHHOI'0, KaK 3a LIEJIOCTHOCTh CTPYKTYPbI TKaHU, TaK U 32 HOpMaJbHbIE TIPO-
neccol npoiudepannn (pa3MHOXKeHUS) U TU(PHEPEeHIIMPOBKU (CO3pEeBaHUSI) Kile-
TOYHBIX dJeMeHTOB. Habroganoch Takke CKOIUICHUE KepaTHHA BOKPYT U BHYTpU
A1Iep KIETOK, YTO XapaKTEePHO JIJIsl HapyIIeHUsI MeTabOoIu3Ma B KEPATHHOIIUTAX.

5.5. O0cy:kn1eHHne TaHHBIX, MOJY4YeHHbIX B pe3yJbTaTe U3y4YeHHus IKCIPeCCUn
psiaa 0eJIKOBbIX KOMIIOHEHTOB JIeCMOCOMAJIBHOIO ANNAPATa U HUTOCKeJIeTa
MHOT'OCJIOIHOTO IUI0OCKOT0 dNNTeIus NPHU 00J1e3Hn Xeilan-Xeimn.

Bueapenue MoekyaspHO-OMOJIOTHYECKUX METOJIO0B MCCIEIOBAHUS B Ipak-
TUYECKYI0 MEJIUIIMHY, CIOCOOCTBYET U3YUYCHHIO Psifia CTOPOH MaToreHe3a 3abose-

BaHUI, B TOM uuciie U OosiesHn Xeunu-Xeinu. Tak, B mpoliecce ucciaeaoBaHUN
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TKAHEBBIX CTPYKTYp 3MUAEPMHCA U JEPMBbI C PA3TUYHBIX YYaCTKOB KOXKHU OOJBHBIX,
CTpafaronmx 00Jie3HbI0 Xelnu-Xelau, BhISABICHO HApyIICHHUE JIOKAIU3aIluH MO-
JEeKyJ KJIETOYHOW aire3uu (KaarepuHsl, IUIAKOTIIO0MH, JECMOCOMANIbHBIN MpoTe-
WH) J€CMOCOMAJILHOTO aIlapaTa: OT BbIPaXK€HHON MMMYHOTHCTOXHMMHYECKOU pe-
aKLIMM BIUIOTH 10 €€ MCUYE3HOBEHMSI U IOSIBJICHUS B MECTaX HE TUIUYHBIX JUJIA JIO-
KaJIM3alluu U3y4aeMbIX OEJIKOBBIX KOMIIOHEHTOB.

HNHTepecHo, yTo Hanbosee BBIPAXKEHHAs SKCIPECCHUS M3YyYaEMbIX MOJIEKYI
aare3ny HabJro1a1ach B MECTaxX MOPAXKEHUHM ¢ MPOHUKHOBEHUEM CIIEHU(DUUECKOTO
MaTepuaia B LUTOIJIa3My KEPAaTUHOLUUTOB U aKaHTOJIMTHYECKUX KJIETOK; B KIIMHH-
YECKH MHTAKTHBIX W paHee MOPaXEHHBIX ydacTKaX KOXXHM Ha (POHE HOpMalbHOU
DKCIIPECCUN MOJIEKYJ aJre3Ud OTMEYEHBl YYACTKH UX «IIOJABJICHUS» C IPOsBIIE-
HUEM «U3BPAILCHHON» MEPUHYKICAPHON W/WIW BHYTPHUSIAEPHOU JIOKATU3ALHMH U
CKOIUIEHUEM CHEIU(PUUECKOr0 MaTrepuaia MoJl POrOBbIM CJIOEM U CEKBECTpalUei
€ro Ha MOBEPXHOCTh KOU. IIpyu »TOM Hambosee NHTEHCUBHOE MOBPEKICHUE BbI-
SBJICHO C MOJIEKYJIAMH KaJTr€pUHOBOIO KOMIUIEKCA: MPAKTUYECKU MOJHOE OTCYT-
CTBUE 3KCIIPECCUM KaJAT€pUHOBOIO KOMIUIEKCA B HENOPAKEHHBIX y4acTKaX KOXKH
OOJBHBIX, CTpajamux Oone3Hplo Xeinu-Xeinu. [loBpexnenue 6€IKOBOro KOM-
IUIeKCa «KaJrepuH-IIaKOTrI00MH-1ECMOIUIAaKIHY, BEPOSTHO, IPUBOAUT K Hapyllle-
HUIO TIporieccoB mnpoymdepanuu 1 AUGGHEPEHIIUPOBKA KEPATUHOLUTOB. DTOMY
CBUJETENBCTBYIOT M3MEHEHUs JIOKAJIM3allMM LUTOKEpaTUHA 5 B KOX€ OOJBbHBIX,
CTpaJaromux 00Je3HbI0 Xehmu- X enu.

Takum 00pazoM, HUCIOIB30BAHNE MOJIEKYJIIPHO-OUOIOTHYECKOTO MOAX0/a B
M3YYEHUM MAaTO(PU3MOJOTUM TE€HOAEPMATO30B, BKItOYas OoJie3Hb Xennu-Xeinu,
MO3BOJIIET BBISIBUTH PSiJl JOMOJHUTEIBHBIX U depeHINaTbHO-1UarHOCTUYECKIX
MapKepoB, MPUOIMKash UCCIEAOBATENEH K CO3/1aHUI0 HOBBIX JIEKAPCTBEHHBIX Mpe-

ImapaToB C UCIIOJIB30BAHHUCM FeHHOM HHXXCHCPHHU.
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PucyHok 5.2. Okcnpeccus kagrepvHoBoro kommnnekca (E-kagrepuwH, N-kagrepwH, P-kagrepwH, V-kagrepuH, R-
KagrepviH, T-kagrepuH). O6paboTka MOHOKMOHanbHbIMKM aHTuTenamu K pan-cadherin. HenpsiMoin meTog MMMYHO-
dnoopecueHumnn. x 400.

a — KPVOCTaTHbIN Cpe3 KOXW 3[40POBOro YenoBeka. DKCMPEeCcCust KaArepmHOB B MEXKIETOYHbIX MpocTpaHcTBax Ga-
3anbHOro 1 LUMMNOBATOrO CrOEB ANMAEPMNUCE;

6 — KpVOCTaTHbIN Cpe3 KIMHUYECKN MHTaKTHOrO yyactka Koxu 6onbHon 6onesHbio Xennu-Xewnu. dopmmupoBaHune
BHyTpManuaepManbHbix HagbasanbHbIX Lenen Ha oHe OTCYTCTBUS MU “MackmMpoBKWN” SKCMPECCUM KagarepuHoB B
MEXKINeTOYHbIX MPOCTPaHCTBaxX annaepMuca C NosiBNieHneM KaarepmH+ matepuana Ha NOBePXHOCTU KOXU;

B — KPMOCTaTHBIN Cpe3 C paHee MOPaxXeHHOro yyacTka Koxu 6onbHoro 6onesHbio Xennu-Xennu. “MackupoBka” akc-
npeccun KaareprHoBOro KOMMMeKca C y4acTkaMu COXPaHeHWsi ero aKCrnpeccum B MecTax hopMUpPOBaHUS BHYTPU-
anuaepmanbHOro nNysbipsa € cekBecTpaumnen cneumduyeckoro matepmana Ha NoBEPXHOCTb KOXMU;

r — KpUOCTaTHLIA CPe3 KOXW 300POBOro POACTBEHHMKA GonbHOM 6onesHbto Xennu-Xennu. OTCyTCTBUE KCNpeccun
Ka[repMHOBOro KOMMIeKca B annaepmMuce ¢ BbIpaKEHHON MMMYHOTMCTOXUMWYECKON peakumen cneumdguyeckoro ma-
Tepvarna Ha MOBEPXHOCTU KOXMU.
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PucyHok 5.3. KprocTaTtHble cpesbl MOPaXeHHbIX y4acTKOB KOXM BomnbHbIX, cTpagalowmx 6onesHbo Xennu-Xennu.
Okcnpeccua kagrepuHoBoro komnnekca (E-kagrepwH, N-kagrepuH, P-kagrepuH, V-kagrepwH, R-kagrepuH, T-
kagrepuH). ObpaboTka MOHOKNOHanNbHBIMK aHTUTENamm k pan-cadherin. Henpsamon metog nmmyHodnoopecLeHLmn.
x 400.

a — yCWneHue 3KCMpeccum KaarepuHoB B cynpabasanbHbiX Cnoax (MOKpbIWKa My3bipsi) BHYTPUINMAEPMarbHOro
Hapaba3anbHOro nysbIps;

6 — ckonneHne kaarepuH+ NONoXnUTENbHOro Matepuana Nnpocrokammn B pOroBoM Crioe;

B — B MeCTaxX HauMHaloLLero akaHTonmMsa oTMeyaeTcs uuronnasmarmyeckas aKcnpeccus kagrepMHoBOro Komnnekca
B KepaTuHouuTax;

r — 9KCrnpeccusi KagrepyHOB Ha NMOBEPXHOCTM KIETOK 3pO3MBHOro Aedekta anngepmMmca B NOpPaKeHHOM y4acTke Ko-
K.
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PucyHok 5.5. Qkcnpeccusa nnakornobuHa. O6paboTka MOHOKMOHAMNbHLIMY aHTUTENaMKU K MrakornobuHy. Henpsmon
MeToq uMmmyHodpnoopecueHummn. x 400.

a — KpUOCTaTHbINA Cpe3 KOXW 3[40POBOro YerioBeka. JKCpeccusl KagrepuHOB B MEXKIETOUHbIX MPOCTPaHCTBaX BCEX
CnoeB anuaepMuca;

6 — KpnocTaTHLIA CPe3 KIMMHMYECKN MHTaKTHOrO yvacTka Koxu 6onbHon 6onesHbto Xennu-Xennu. CoxpaHeHue aKc-
npeccumn nnakornobuHa ¢ yyactkamm ero nofaBneHus;

B — KPUOCTAaTHbIA CPE3 KOXW 3[00POBOr0 POACTBEHHMKA GonbHOM GonesHbio Xennu-Xennu. OTCyTCTBUE 3KCNPECCUn
nnakornobuHa ¢ yyactkamy HOpMarbHOW 3KCMPECCUnN U CEeKBECTpaLMel NnakornobnH nonoXxvuTensHOro Matepuana
Ha NOBEPXHOCTU KOXMU.
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PucyHok 5.6. KprocTaTtHble cpesbl koxu 6onbHbIX, cTpagaowmux donesHbto Xennu-Xennu. ObpaboTka MOHOKIO-
HanbHbIMW aHTUTENamu K nnakornobuHy. Henpsmon meton nmmyHodntoopecLeHumn. x 400.

a-B — MOPaXeHHbIN y4acTok Koxu. Ha poHe coxpaHeHus akcrnpeccun nnakornobuHa oTMevaeTcsi CeKBecTpaums crne-
LUMUYECKoro MaTepura Ha NoBEPXHOCTb KOXU (@) C y4acTKaMu BblpaXXeHHOW 3Kcnpeccuen aaHHoro 6enka B Mectax
obpasoBaHust HagbasanbHOro nysbips (6) M B LMTONNa3Me akaHTONIMTUYECKUX KIETOK (B);

I — paHee MopaxeHHbIN y4acTok Koxun. OTmevaeTca nofasneHne (CHWKeHne) akcnpeccum nnakornobuHa BnNnoTbL Ao
€ro NCYE3HOBEHNSI C CeKBecTpaumen NnakornobuH NonoXmNTENbLHOro MaTepmana Ha NOBEPXHOCTb KOXW.
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PucyHok 5.7. 3kcnpeccusi ecmMocomanbHOro NpoTenHa AecMonnaknHa | Ha KprocTaTHbIX cpesax TKaHen YerioBeka.
O6paboTka MOHOKMOHamNbHBIMKW aHTUTENaMn K AecMocoMaribHOMYy MpoTenHy (4ecMonnakuH ). Henpsmon metop
nMMyHodnopecueHuun. x 400.

a — cpes KOXW NpaKTU4Yecku 300poBOro yemnoseka. JIMHelrHas akcnpeccus AecMOCOMarnbHOroO MpoTenMHa B MeXKne-
TOYHbIX NMPOCTPAHCTBaX BCEX CIIOEB ANUAEPMUCE;

6-B — cpesbl KNMHUYECKM MHTaKTHbIX Y4acTKOB KOXW OonbHbIX, cTpagjawwmx 6onesHbio Xennu-Xennu. Ha doHe
HOpMarnbHOW 3KCNPECCMN AECMOCOMarbHOro NPoTeNHa OTMEYalTCs y4acTku ero nogasneHus (6) BNnoTb A0 MNOMHO-
ro MCYE3HOBEHUS C CeKBeCTpaumen cneumdmnyeckoro matepmana Ha NnoBepxXHOCTb KOXW (B);

r — Cpe3 KOXM 340POBOr0 POACTBEHHMKA 6onbHON 6onesHbio Xennu-Xennu. BelpaxkeHHast akcnpeccus AecMomnnaku-
Ha | B MecTax pOpMMPOBaHMA BHYTPUINMAEepMarnbHbIX Wenen ¢ NPOHMKHOBEHNEM creumduryeckoro matepuana B
uMTONNasMy KepaTMHOLMTOB M €ro CekBecTpaumen Ha MOBEPXHOCTb KOXU.
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PucyHok 5.8. Okcnpeccus gecmocomarnbHOro nNpoTenHa, AecMonnakmHa |, Ha KpUocTaTHbIX cpe3ax KoXu BOMbHbIX,
cTpagatowimx 6onesHbto Xennu-Xennu. ObpaboTka MOHOKIMOHANbHLIMU aHTUTENaMMN K LECMOCOMaribHOMY NPOTEUNHY.
Henpsamon metog nummyHodntoopecueHuun. x 400.

a-B — Cpe3bl C NOpaXXeHHbIX Y4aCTKOB KOXMW BOMbHbIX, CTpagatowmnx 6onesHbio Xennu-Xennm: a — BolpaxeHHas aKc-
npeccuss 4eCMOCOMaribHOrO NPOTENHA B MEXKMETOYHbIX MPOCTPAHCTBAX anuaepMuca C NosiBIIEHWEM €ro «u3Bpa-
LLIEHHOWM» 3KCNpeccuen Ha NoBEPXHOCTM KEPATUHOLMTOB B MecTax 06pa3oBaHMs BHYTpUaNnuaepManbHoro nysbipsi; 6
— CHWXEHME 3KCMpeccun OecMonnakuHa | co ckonneHnem cneunduyeckoro maTepuana B pOroBOM CIlOe U CEKBe-
CTpauuen ero Ha NOBEPXHOCTb KOXW; B — BbIPAXEHHAsi SKCMPeccus 4eCMOCOMArbHOrO NpoTENHA Ha MOBEPXHOCTU
KNeToK 3p03MBHOro Aedekta anmaepMuca;

r-o — cpesbl paHee MOPaXeHHbIX Y4acTKOB KOXM OOMbHbIX, cTpadatolwmx 6onesHbio Xennu-Xennu: HepaBHOMepHas
3KCNpeccus 4eCMOCOMaribHOro NPOTENHA B MEXKIETOYHbLIX NPOCTPAHCTBAX 3NUAepMmUca C yHacTkamu BblipaXkeHHOW
€ero akcnpeccuen B 6asansHOM crnoe () 1 Ha NOBEPXHOCTU (B LMTOMMA3Me) KEPaATUHOLMTOB, akaHTONUTUYECKMX KIe-
TOK B MeCTe akaHTonutu3a (a).
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PucyHok 5.9. KprocTaTHbIl cpe3 KoXu npakTU4eckn 340poBoro yenoseka. O6paboTka MOHOKMOHaNbHBIMW aHTUTe-
namu K umtokepaTtuHy 5. Henpsimon meton ummyHodntoopecueHumun. x 400. Peakuus B 30He LMUTONNAa3Mbl KETOK
©asanbHoro cnos anvaepmuca.

B r

PucyHok 5.10. CuHTe3 uutokepatmHa 5 knetkamu anugepmuca npu 6onesHn Xennu-Xennu. Obpabotka MOHOKIO-
HanbHbLIMW aHTUTENaMK1 K LMTokepaTuHy 5. Henpsamon meton ummyHodnoopecueHuun. x 400.

a — KpPUOCTaTHbIN Cpe3 KMMHWYECKUE MHTAKTHOrO yvacTka Koxu bonbHow GonesHbio Xennu-Xewnu. Ha coHe Hop-
MarnbHOro CMHTE3a UMToKepatTuHa 5 oTMevaeTcs MecTaMu BblpaXkeHHash UMMYHOMIIOOPECLIEHTTasi peakLns Ha HUX-
HeM nontoce Krnetok GasanbHOro Cnosi CO CKOMMEeHUEM LUUTOKepaTMH 5 NonoXxutenbHOro mMaTepuana nog porosbiM
croem;

6-r — KpMOCTaTHbIE CPE3bI C MOPAXEHHbIX Y4ACTKOB KOXM BONbHbIX, CTpadatolwmx 6onesHbto Xennu-Xennu: 6 — akc-
npeccus LMTokepaTMHa B LUToMNasme Knetok 6asansHoro n audpdepeHUmMpoBaHHbIX CNOEB aNMAEpMUca B pesyrb-
TaTe HapyweHus andhepPEHLNPOBKN KIETOYHBIX SIEMEHTOB U «CO3PEBAHUSA» KEPaTUHA; B — LIUTOKEPATUH OTMeYa-
€TCA B 94pax KIMNEeTOYHbIX 3NIEMEHTOB BCEX CIIOEB ANUAEPMUCA; T — COXPAHEHME CMHTE3a LUMTOKEpPATUHA B 3€PHUCTOM
CInoe €O CKoMnfeHmeM cneumndunyeckoro Matepuana npocnonkaMmm B pOrosom Crioe.
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PucyHok 5.11. CuHTes uutokepatuHa 5 kepatuHoumTamu anungepmuca. O6paboTka MOHOKMOHaNbHbIMW aHTUTENamm
K umTokepaTuHy 5. Henpsmon metoa nmmyHodnoopecueHumm. x 400.

a-B — KPMOCTaTHbIN CPe3 KOXM 300POBOro poACTBeHHMKA 60MnbHOM 6onesHblo Xennu-Xennu: a — CMHTe3 LUTokepaTtu-
Ha C BOBMEYEHNEM 30HbI AePMO-3aMANLAEPManbHOr0 COeANHEHNS U SAEP KINEeTOYHbIX 3NIEMEHTOB BCEX CMOEB anuaep-
Muca; 6 — akcnpeccust LMTOKepaTMHa B LUTOMMa3MKe akaHTONMUTUYECKMX KNEeTOK; B — COXPaHeHMe CnHTesa LuuTokepa-
TWMHa Ha ypoBHe 6a3anbHon MeMmbpaHbl anMgepMuca;

r — KPMOCTaTHBIV Cpe3 paHee NMOPaKEHHOro yyYacTka Koxu 6onbHoro 6onesHbto Xennu-Xennu. OcnabneHne cuHTesa
LuMTOKepaTuHa B KreTkax 6a3anbHoro crnosi BNoTb 40 ero OTCYTCTBUS B HAX Y COXPaHeHWe CUHTe3a LuTokepaTuHa B
30He AepMO-anvaepMarnbHOro CoeANHEHNS CO CKOMMEHMEM crneundnyeckoro matepuana cnosiMim B pOroBOM Croe.
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3AK/IIOYEHUE

bonesnp Xeinu-Xeimm — 3TO HACIEICTBEHHBIN BE3UKYJI0-OyIUIC3HBINA Jep-
MaTo03, MepelaroIMics ayTOCOMHO-TOMUHAHTHBIM IYyTEM C Pa3jIM4YHON IeHeTHYe-
CKOM MEHETPAaTHOCTHIO. JJOCTUTHYThIE 3a MOCIEIHUE TO/Abl YCIEXH M0 M3YYECHUIO
TCHETUYECKUX MPUYMH U MOJICKYJSIPHBIX MEXaHW3MOB 3a00JIEBaHMS IPOJAEMOH-
CTPUPOBAJIN BAXKHYIO POJIb BHYTPUKIIETOUHOTO KalblMs B PETYJISLIUA MEKKIETOY-
HBIX B3aMMOJEUCTBUM B snmaepmuce. [Ipeamonararor, 4to yBelIMUYeHHE KOHIIECH-
TpaIuy IUTO30JIBHOTO KAJIBITUS U YMEHBIIICHUE €€ B anmnapare [ 0JIbKy TPUBOINUT
K CHW)KCHHIO TJIMKO3UJIMPOBAHUS W HEMPABWIBHOMY (JAe(EKTHOMY) PACHOJIOXKe-
HUIO MOJICKYJI MEXKIJIETOUHOM aare3uu (1eCMOCOMaJIbHbIE MMPOTEUHBI) AUAEPMUCA
[113, 176]. Pe3yapTaToM MOCIEIHErO SBISETCS MOBPEXKICHUE IECMOCOMATIBHOIO
amnmnapara, MpUBOJSIIET0 K Pa3BUTHI0 OCHOBHOI'O TMCTOMATOJIOTUYECKOIO MPU3HA-
Ka Oose3nn Xenmu-Xeim — akaaTonusy [56, 59, 113, 122, 123, 138, 224]. Tem He
MeHee, TouHast mpuunHa myTairuu reHa ATP2C1, koTtopblit 0TBeYaeT 3a MeTadoJIH-
YECKHE PacCTPOMCTBA, KaK Ha KJIETOUHOM, TaK U CYOKJIETOYHOM YPOBHSIX, OCTACTCSA
HesicHOM. OTCYyTCTBHE KOPPENSIMU KIMHUYECKON KapTHHBI U THUIA MyTalluu, a
Takxe, B OOJBIIMHCTBE CIIy4aeB, CEMEWHON MPEeApacroyOKEHHOCTH TO3BOJISIET
MPEANOJIOKUTh CYIIECTBOBAaHUE JOMOJHUTEIbHBIX MATOTCHETHYECKUX (MEeXaHH4e-
CKHMX, (DU3UYCCKHX, TOKCHYECKHX, aJUIEPrHYeCcKuX, OaKTepHalbHBIX) (PaKTOpOB,
criocoOcTByrOIMX MaHudecTanuu 6osie3Hu. Hekoropsie 3 3Tux PakTopoB, BKIIO-
4yasi IMMYHHBIA OTBET, MOTYT TaKXe SBISITHCS MPUYUHON MyTaruu rera. Otmede-
HO, YTO TOPMOHAJIBHBIA CTATYC U dMUTEeHEeTHYECKHe (aKkToOphl (Harmpumep, Jiekap-
CTBEHHBIC TIpernapaThl, AJJIEPTCHbI) OKa3bIBAIOT CYIIECTBEHHOE BIMSIHUE HA KJIUHHU-
yeckue nposiieHus Oonesnn Xeinu-Xeinu [48, 58, 109]. PasHooOpa3ue KinHU-
YeCKUX IPOSIBJICHUN O0Je3HN XeIn-Xeiu, BOBIICUCHHE B MPOIECC aTUITHYHBIX
MecT (cau3ucTasi 000J04Ka) M OTCYTCTBUE B aHAMHE3€ HaCeICTBEHHOM mpepac-
MOJIOKEHHOCTH TpeOyeT yriayOJEeHHOTO HM3YyYEHHs] MOJICKYJISPHO-OMOJIOTUYECKHIX
MPOIIECCOB M PACIIUPEHUE KIMHUYECKUX 3HAHUHN MO JAaHHOMY HACJIEICTBEHHOMY

OyJIJIE3BHOMY JIepMaTo3y.
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VY4YuThiBas BBIICOMMCAHHOE, MBI TIOTIBITAINCH U3YYUTh POJIb UMMYHOTII00Y-
JMHOB M KOMIIOHEHTa KOMIUJIEMEHTa B pa3BUTHUU O0yie3HH Xeinu-Xennu, a Takke
Ha MOJIEKYJISIPHO-OMOJIOTUYECKOM YPOBHE C MOMOIIbI0 MOHOKJIOHAIBHBIX aHTUTEI
K QHTUTEHAM Pa3JIMYHBIX TKAHEBBIX CTPYKTYp SMUAEPMHUCA HUCCIENI0BATh HEKOTO-
pble CTOPOHBI MATOreHe3a JAHHOIO 3a00JIeBaHUS M TEM CaMbIM HAWTH JOMOJIHU-
TeJIbHBIE KPUTEPUH, TTO3BOJISIONIUE TPOBECTU TU(DPEepEeHIINATIBHYIO TUATHOCTHUKY.

Kak yka3aHo B COOTBETCTBYIOIIMX pa3jenax, paboTa BHIIIOJIHEHA Ha OCHOBa-
HUU PETPOCIEKTUBHOTO aHaJIn3a UCTOPHUI OoJie3HH 36 MalreHToB, MPOCIEKTUBHO-
ro KIMHUYECKOTO HCCIIECIOBAaHMS W HW3yYeHHs OHMOJOTHYecKOro matepuana 24
OOJBHBIX, CTpaJarOIIMX 00yie3HbI0 Xeinu-Xelnu. B kauecTBe KOHTPOJIS UCIOJIb-
30BaHbl OMOMTATHI KOXKHU M CHIBOPOTKU OOJBHBIX PA3UYHBIMH KOXXHBIMHU TMATOJIO-
THUSIMU B TIPAKTUYECKH 370POBBIX JIUIl, B TOM YHCJIC 30POBBIX POJACTBEHHUKOB T1a-
MeHTKH. [lo HalMM JaHHBIM CpeM TOCHUTATU3UPOBAHHBIX OOJIBHBIX, CTPaJlato-
X 0oJsie3Hbr0 Xeinu-Xennu, npeodiaaain KEeHITUHBI B Bo3pacTe oT 31 roaa a0
40 ner (38,1% oT1 o61miero unciaa OOJBHBIX KEHCKOTO MOJia) U MY>KUYHMHBI B BO3-
pacte ot 41 roga no 50 net (46,7% ot oO1ero yucia OOJBHBIX MYKCKOTO T0JIa).
[Tpu 5TOM >KEHIIMHBI CTPaJaid JaHHBIM T€HOJEPMATO30M Yallle, B COOTHOIICHUU
1,4:1. V nonasmnstorniero 60asmuHCTBA (38,9%) 6071bHBIX TUArHO3 OB BBICTaBJICH
B TECUCHHE MEPBBIX 5 JIET MOCJIEe Hayaia MOsBJICHUS MEPBhIX MPU3HAKOB 3a00JeBa-
HUSI, YTO MPUBEJIO0 K MOMEHTY 00CIeIOBaHMs K PaCIPOCTPAHEHUIO TATOJIOTHIECKO-
ro mpoliecca ¢ MpeuMyIIecTBeHHbIM (66,7%) BOBICUEHHEM KOXKHOTO MOKPOBA OJ1-
HOBPEMEHHO pa3HbIX aHAaTOMHUYECKMX oOnacteld Tena. Haumbonee uzmoOneHHOU
JOKanu3aluuend maToJIOTMYECKOro IMmpoliecca sBUIach Koka B 00JACTH €CTECTBEH-
HBIX cKIanokK (88,9%, p<0,05), TynoBumia (66,7%) u 3aqHEO0KOBOI MTOBEPXHOCTH
men (52,8%). Y XKeHIIMH Koka B 00JIaCTH €CTECTBEHHBIX CKJIaJ0K ObLia BOBJICUE-
Ha B 100% ciyuaes (p=0,0121), BoBieueHrne KOXKHU B 00JACTH II€W HAOIIOJAIOCH
game (60%) y MyX4uuH, 00JacTh TYJIOBMINIA TOpa)kajach B PaBHOW CTEMEHU Y
npeacraBuTened oooux nojos (1o 66,7% coorBeTcTBEHHO). [Ipy 3TOM HA MOMEHT
MaHH(]ecTauy BHICHIITAHMS Yallle JTIOKATN30BaIUCh Ha KOKE B 00JIACTH €CTECTBEH-

HBIX CKJIaJ0K, TyJoBuIa (1o 52,8% COOTBETCTBEHHO) U KoHeuHocTen (41,7%). VY
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JKEHIIIUH B TEPBYIO OUYEpeIbh BOBJICKAIUCh B MATOJOTUYECKHUHA MPOIECC 00JIaCTh
tynoumia (57,1%) u ecrectBennbie ckiaaku (47,6%), a y My>KUYWH — €CTECTBEH-
Hble ckiaaku (60%), mes (53,8%, p=0,0314) u tynosuiue (46,7%).

Hanbonee xapakTepHbIMU MNEPBUYHBIMU MOPQPOJIOTHYECKUMHU DJIEMEHTaMU
npu ManudecTanuu 6one3Hu Xeinu-Xeinu spisuiuch my3bipbku (77,8%, p<0,05)
u sputemato3nsie miaTHa (30,6%), conmpoBokaatomumecs 3ynoM B 27,8% cirydaes.
[Tpu »Tom pannee Haudano (o 30 meT) 3a0oeBaHUs OBUTO MPHUCYIE KaK MY>KUH-
HaM, Tak 1 xeHIuHaM (46,7% u 33,3% COOTBETCTBEHHO).

OcHOBHOI TIMK 3a00JIEBaEMOCTH TPUXOAWICS Ha Bo3pact 31-40 ser, 4uTo
COBIAJACT ¢ MHEHHEM MHOTHX aBTOopoB [48, 58]. OmHako B MoMeHT MaHU(pecTa-
[IMU HU B OJTHOM ciiy4ae 00s1e3Hbp Xeim-Xeinu He Obuia 3anogo3pena. [latonoru-
YecKkuil mpouecc ObUI pacieHeH Kak sk3ema (19,4% cnywas), repnetudopMHBINA
nepmatut Hropunra (13,9% ciygas), nuonepmus (11,1% ciyqas). Pexe — ayro-
MMMYyHHas My3blpyaTka, Oosie3Hb Jlapwe, Heilpogepmur, aepmatut (o 5,6% ciy-
yasi COOTBETCTBEHHO); Oyiuie3Hass opMa KpacHOTO IJIOCKOTO Julas, CyOKOpHe-
IBHBIA MYCTYJI€3, MUKO3 TJAJKON KOXKU, OIMOSICHIBAIOIIMN JIUIIAN, QOJUTUKYIISP-
HbI kepato3 Kupne (mo 2,8% ciywas). MlHOorga matojgornyeckuid mporecc pac-
CMaTpHUBAJICS KaK IEpPMaTUT WIH JIepMaTO3 HESICHOTO TeHe3a. B mpoiiecce pa3BuTus
XPOHUYECKOTO MpoIlecca KIMHUYECKasi KapTuHa npuodperarna 6ojiee BbIpaKeHHBIN
noAMMOP(PU3M C TPOSIBJICHHEM MAaTOTHOMOHUYHOIO TMpU3HaKa OoJie3HU XeWsu-
Xeinu: UHPWIBTPUPOBAHHBIE Ovyary (OJSIIKKA) ¢ UCTICIPEHHOM MX MOBEPXHOCTHIO
IIyOOKUMH M3BWIMCTBIMU TpeIIMHAMU («U3BWIMHBI Mo3ra»). [IpucyrcTBue nas-
HOT'O KJIMHUYECKOT0 MPHU3HAKA MO3BOJISUIO JUArHOCTUPOBATH Y OOJILHOTO 00JIe3Hb
Xeinm-Xeinu, Ho, Kak BbIIIE ObUIO yKa3aHo, CIycTs Tojbl (0T 1-5 et u 6onee).

B ognom cnyuae (2,5%) pacnpocTpaHeHHE MaTOJOTHYECKOro Ipoiiecca o
KOXXHOMY TTOKPOBY COTIPOBOXKIAJIOCH MMOPAKEHUEM CIIHM3UCTBIX 000JI0UEK, UTO CBH-
JIETENHCTBYET O HAIMYUU TATOJIOTUM C BOBJICUCHHEM B MPOIIECC Pa3HBIX OPTaHOB,

BBICTJIAHHBIX MHOTOCJIOMHBIM IUIOCKUM 3miuTennemM [958, 94, 99, 127, 191, 204, 228,

235].
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Cpenu cyOBEeKTHUBHBIX OITYIEHUN Ha (JOHE TeHEepaTU3alUN MaTOJIOTUIECKO-
ro Tpoliecca 3y1 ¥ OOJE3HEHHOCTh B MECTaxX BBICHIMaHUi ObT oT™MeueH B 91,7% u
48,5% cnyuaes, coorBeTcTBeHHO. PeHoMeH Hukonbckoro (KpaeBoil) BBISBICH B
11,1% cnyuaeB, penomen KeGuepa — B 27,8% ciydaes.

JIJist yTOUHEeHHsSI M TOJATBEPKACHUS KIMHUYECKOTO JMarHo3a, Kak oTMeda-
JIOCh BBIIIIE, UCIIOIB30BAIN IIUTOJIOTMYECKUI M THCTOJOTUYECKUNA METOJbI HCClie-
noBanus. [lpu HUTOIOTMUECKOM HCCIIEIOBAHUM Ma3KOB-OTIIEUYATKOB CO JHA 3PO-
3UM aKaHTOJIMTUYECKHUE KIIETKH OBl 0OHapykeHbI B 55,6% ciydaeB. B 69% ciy-
YaeB BBIABJIICHA THUIMYHAA MAaToMopdosiorTuueckas KapTuHa OoJie3HH Xeim-
Xeinu, B Apyrux ciiydasx naroMmopdoiaoruueckas KapTuHa HallOMUHaIa TaKOBYIO
IIPU BYJIbI'APHOW ITy3bIPYATKE, U 3aKIFOYUTEIbHBIN AUArHO3 BBICTABIISLICS C YYETOM
AHAMHECTUYECKUX JAHHBIX U KJIMHUYECKOW KapTHUHBI.

N3BecTHO, 4TO TIpUuMHON Oo0je3HM Xenn-Xennu SBISIeTCS TeHETHYECKU
JETEPMUHUPOBAHHOE HAPYIIICHUE CUHTE3a WIIM CO3PEBaHUsI TOHODUOPUILIT KepaTH-
HOIIMTOB, MPHUBOJIAIIEE K TUCHYHKIIMU U THOETU JECMOCOM, YTO B CBOIO OUYepe/b
oOyciaBnuBaeT ociablieHne MEXKKJIETOYHBIX CBSI3€d M MPUBOAUT K aKaHTOJIU3Y
[59, 113, 122, 123]. OgHako HE BCE WICHBI CEMbU 00S3aTECIIbHO CTPAIAIOT 3TUM
nepmato3oM [7]. Tak, Mo HaIIMM JaHHBIM Cpeau 36-TH 00CIeNyeMbIX MalUeHTOB
cCeMelHbIl aHaMHe3 npociexuBaics B 61,1% (p<0,05) ciayuae. Cpenu poacTBeH-
HUKOB WJICHTHYHAS KJIMHUYECKasl KapTUHA HaOIroJanachk y MaTepu Wiu oTua (1o
36,4% ciyuaeB), y OpatbeB u/mm cectep (27,3% u 31,8% ciaydaeB cOOTBETCTBEH-
HO), y asaau u/uim tetu (13,6% u 9,1% ciiydaeB coorBeTcTBeHHO). [l0100HbBIE BBI-
CBIIMAHMS HAOJIOIAUCH Y ABOIOPOJHBIX POJACTBEHHUKOB nepBoro (4,5%) u TpeTbe-
ro (13,6%) nokonenuit, y crapmux (27,3%) n muagmmux (13,6%) npencraButeneit
ceMei 1o JuHuM OoJeroniero poaurens. [Ipu 3ToM 1aHHBIE BBICHIIIAHUS paccMaT-
PUBAIUCh KaK aJUIEPTUUECKHE JEPMAaTO3bl, THOMHUYKOBBIC WM TPUOKOBBIE 3a00-
JIEBaHUSI KOXH, MO MOBOAY KOTOPBIX POJCTBEHHUKH MAIMEHTOB IMOJIy4Yalyd COOT-
BETCTBYIOIIYIO TEPAIUIO, TOPOU IECATHICTUSIMU, HE PUHOCAIIYIO O0JIETYCHHUS.

HecMoTpst Ha TO, 4TO Cpeart OCHOBHBIX MPUYUHHBIX (DAKTOPOB B BO3ZHHUKHO-

BeHUU 00Jie3HU Xeln-Xeim BeisBIsA0T MyTaruu B rene ATP2C1, paznoobpasue
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KIIMHAYECKOW KapTUHBI U OTCYTCTBHE €€ KOPPEJSIUU C TUIIOM MyTaruu AedeKT-
HOTO TEHA TO3BOJISIET MPEIIOJIOXKUTh CYIIECTBOBAHKUE JTOTOJHUTEIBHBIX MATOTE-
Hetuueckux (axkropoB [70, 137]. ITo HamuM JaHHBIM BOSHHKHOBEHHE U 000CTpE-
Hue Oone3nn Xennu-Xeim MOXKeT ObITh CIPOBOIIMPOBAHO KAaK OJIHUM TPHUITEP-
HbIM (akTopoM, Tak u kKomOuHarueit (38,9%) nByx wiu Oonee daxropos. [Ipu
TOM (haKTOPBI, IPOBOLUPYIOIINE MATOJIOTUUECKH Mpoliecc, Ha MPOTSHKEHUH BCe-
ro Tmepuoja OOJIE3HH Yy OJHOTO M TOTO K€ IMAIMEHTa MOTJIA OBITh Pa3ITUYHBIMH.
Cpeau npuyuH, COCOOCTBYIOIIMX Hadally W/WiIM O00OCTpeHUI0 00je3Hu Xeunu-
Xeinn, HanboJiee 4acTO MAlMEHThl YKa3blBaId Ha cTpecc (25%), MEXaHUYECKYIO
TpaBMmaTu3aiuio (25%) u uncomnsuuio (19,4%). B 16,7% cinyyaeB 60JibHbIE CBS3bI-
BaJIM HA4aJi0 0OOCTPEHUs C MOTPEIIHOCTSIMHU B MUTAHUU (370yNOTpeOIeHUE alKO-
rojieM, IIOAaMHu LIUTPYCOBBIX KYJbTYp U aHAHACAMM, XKAPEHOW M OCTPON MUILEH).
B psne ciydyaeB manyieHThl YKa3bIBajdl Ha MOBBIIIEHHYIO MOTIMBOCTH U Mepeoxiia-
KIEHUE C TEPEHECEHHOM OCTPOM pecnupaTOpHOM BUPYCHOM HHpekmuen (1o
13,9%). Kpome Ttoro, obOpamiano Ha ceOs BHMMaHue Hamuume y psga (38,9%)
OOJBHBIX, CTPANAIONINX 00JIe3HBI0 Xein-Xelu, OTATOIIEHHOTO ajieproaHaMHe-
3a, TIOPOH C TSOKEITBIMU KIMHUYECKUMH TposiBlieHussMH (0Tek KBHHKE, TOKCHaep-
MU, XpOHWYeCcKas KpamuBHHUIA). Cpely ajyiepreHOB MAlMeHThl yKa3bIBaJd Ha
cpenctBa mapproMepHO-KOCMETHYECKOW MPOAYKIIMM U OBITOBOM XHMHH, JIATEKC;
MBUTBIY PACTEHUA W YKYCHl HACEKOMBIX; JICKAPCTBEHHBIE MperapaThl (AaHTHOMOTH-
KU, CyJb(aHWIaMHIbl, aHAJIBTETUKNA, BUTAMUHBI TPYIIBI B, cia3MonuTuku, anTH-
JIETIPECCaHTBhI).

KommiekcHoe oOcienoBaHue OOJIbHBIX, CTpaJarouux Oo0je3Hblo Xeinu-
Xeinu, TpoJIeMOHCTPUPOBAJIO, yTO B OonbITUHCTBE (52,8%) cinyuyaeB 3a00JieBaHNe
poTeKaeT Ha (OHE IMATOJIOTHU CO CTOPOHBI BHYTPEHHUX OPraHOB M IIEJBIX CH-
crem. IIpu 3toM B 36,8% ciiydaeB oTMeueHa cOYeTaHHAs! NATOJIOTHUSI CO CTOPOHBI
KEITYTOUHO-KUIIIEIHOTO TPAKTA U CepIeYHO-cOCynucToi cuctembl. Cpenu 3abore-
BaHHWH CEPJICYHO-COCYIUCTON CHCTEMBI HanOOJee 4acTO JTUArHOCTHUPYIOT THIEP-
ToHHYecKyro 0osie3nb (P<0,05); co CTOPOHBI JKETYAOYHO-KUIIIEYHOT'O TPaKTa — Ta-

CTPUT, MTAHKPEATUT U FeNaTUThI, BKItOUas CMEIIaHHOro reHe3a. Habmonarores us-
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MEHEHHUS U CO CTOPOHBI HEPBHOM, dHIOKPUHHOW M MOYEBBLIEINUTEIBHOU CUCTEM,
OpPTaHOB 3PEHUS U CIyXa, JbIXaTeJbHBIX MyTEH U OMOPHO-ABUTAaTEILHOIO almapa-
ta. B 8,3% cnydaeB BbIsIBIIEHA acCOLMAIIMS 3TOTO HACIEACTBEHHOTO OYJIJIE3HOTO
JepMaro3a ¢ IPYrMMH ayTOMMMYHHBIMHU 3a00J€BaHUSIMH U MMMYHOIATOJIOTHYE-
CKUMH COCTOSTHUSIMU, TAKUMH KaK ayTOUMMYHHBIN TUPEOUAUT, caxapHbiid quader |
TUIA U OpoHXHalIbHAs acTMa. Y oaHou (2,8%) manuMeHTKH KIMHUYecKash KapTuHa
Oone3nn Xennu-Xelnm pa3Bmiach Ha (JOHE HEOIIACTHYECKOTO Tpoliecca (aIeHo-
Ma-MHEJIOJIUIIOMA C MOCIEAYIONIEH HIOCKOMUYECKOW PETPONEPUTOHEAIBHON al-
pEHAIBKTOMHUEN ¢ onmyxoibio). Kak paHee oTMedasioch, BBICKa3bIBA€TCS MBICIb O
BO3MOXHOUW posn MyTtauuu rena ATP2C1, xomupyroiiero Ca2+-TpchnopTHy}0
AT®azy (SPCA1), cunTe3upyemyro KJIeTKaMHU TKaHU BCEX OpraHoB, B (popmupo-
BaHUM SKCTPAKYTAHHOTO MATOJIOTMUECKOro ()EHOTHIA, KOTOPBIA HaOIIOAaeTcs B
TSDKEINBIX citydasx Oojye3nu Xewnu-Xeim [19, 39, 204]. s Toro 4toOnl MOJ-
TBEPJUTH WA ONMPOBEPTHYTH JAHHOE MPEANOJI0KEeHUE, HEOOXOIUM JalbHEHIIIHIA
cOOp JaHHBIX 00 aHAJOTMYHBIX JOKYMEHTAJIbHO 3apETrMCTPUPOBAHHBIX KIWHUYE-
CKHX CITy4dasiX.

[Tpu u3yuenun ponu 1gG B pa3Butum Gone3nn Xennu-Xeunu ¢ MOMOIIBI0
HEMpsIMOTO (KJIACCUYECKOTO U MOJU(PHUIIMPOBAHHOTO) METOAa UMMYHO(II00pEec-
nennuu B 81,3% (p<0,0005) cnyuaeB BoisBiACHBI HUpKyaupyomue 1gG k anTHre-
HaM J€CMOCOMAJIbHOTO anmnapara MHOTOCIOMHOIO MJIOCKOT0 3MUTENHS, a TaKkKe K
Py TKAaHEBBIX KOMIIOHEHTOB SMHUAECPMHUCA U AEPMBbI (SIA€pHbIE KOMIIOHEHTHI Ke-
paTUHOLIMTOB, Oa3aibHas MeMOpaHa SHUIEpPMHCA U BOJOCSHBIX (DOJUIMKYJIIOB,
KOMIOHEHTHI PETUKYJISIPHOTO CJIOSI, U30TPOIHbBIC AUCKU TJIAJIKOM MyCKyJaTapbl U
OHAOTETUN KanWUIIpOB KOk ). KpoMe OCHOBHBIX MAaTOT€HETUYECKUX aHTUTEN 00-
HapY>KEHbI JOMOJHUTEIbHbIE AHTUTEIa K aHTUT€HAM HEKOTOPBIX CTPYKTYp cepaua
(capkosieMMa U CapKOMEPBI KapIMOMHUOLIMTOB, SHAOTEINNA KalWJUISIPOB MUOKAP/Ia).
Takol MUPOKU CIIEKTP aHTUTET KO MHOTUM CTPYKTypaMm OPraHoOB M TKaHEH 00b-
SCHSIET TeHEepAM3alMI0 KOKHOTO MPOLEecca C BO3MOXKHBIM Pa3BUTHEM 3KCTPAKY-

TaHHBIX MOPAKEHHUN y OOJBHBIX, CTPAJAIONINX 00JIe3HBI0 Xelnu-Xennu. Bee ato
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TpeOyeT najabHeHIIero n3y4eHus JaHHOM NaTOJOTHH C IENIbI0 pa3pabOTKU MmaTore-
HETUYECKA 0OOCHOBAHHBIX CXEM JICUCHUSI.

[Ipu uccnenoBaHUM KPUOCTATHBIX CPE30B PA3IMYHBIX y4aCTKOB KOXH (IO-
paKCHHBINA, NUHTAKTHBIA U B MECTE OBIBIIMX BBICHIIAHUIN) OOJBHBIX, CTPAAIOIITIX
0oJie3HpI0 Xen-Xeinu, ¢ MOMOIIbI MOJU(PHUIIMPOBAHHOIO MPSMOr0 METOJa
UMMYHOQTIOOpECHICHIINK BbisiBlieHa ¢Gukcanus 1gG B MEXKIECTOUHOM CBS3bIBAIO-
niei cyocranmum smmaepmuca B 83,3% (p<0,0005) ciyuaes. Ilpu 3TOM He3aBUCH-
MO OT MeECTa MPOBEACHHS MyHKIHOHHOW OMONCHM B UCCIEAYEMbIX MaTepHuaiax
oTMeyasiach Moposiornueckas KapTHHA, XapakTepHas IJs JaHHOTO OyIJIe3HOTO
reHOoJIepMaTo3a (aKaHTOJIU3, BHYTPUANIHUAEPMAIIbHbIE eI W/ WK y3bipH). Haps-
Jy ¢ OCHOBHBIM KJIACCOM MMMYHOTIOOyIuHA G mpsIMbIM METOJ0M UMMYHOQITI00-
PECLICHIINU B PA3JIMYHBIX CTPYKTypax SMUJAEpPMHUCA U JACPMbI Y OOJIbHBIX, CTpaja-
I0IUX 00JIe3HbI0 XeMn-Xensu, BhIsIBICHBI UMMYHOTJIOOYJIMHBI IPYTUX KIACCOB
(A, M), pannuit komrnoHeHT KomIuiemMeHTa (C3 KOMIOHEHT KOMILIeMeHTa) U (huob-
PUHO3HBIN 3KCCyIaT. DTO MOXKHO OOBSCHUTH JAEHCTBUEM COITYTCTBYIOLIMX AHTH-
TE€J, KOTOPbIE MOTYT SIBIIITHCSI OTATOIIAIOIIUMHI OCHOBHOE 3a0oJieBaHue (pakTopa-
MU U OBITh NIPUYMHOMN IITyOOKHX HapylIeHUH B cUcTeMe romeocrasa. Tak, gukca-
uus C3 KOMIIOHEHTa KOMIUIEMEHTA BBISIBIIEHA HE TOJBKO B MECTax JIOKAJIU3ALUU
aHTUTEJN, HO U BHE 30HbI aHTUTEHOB-MHUIIICHEH, B 30HE 0a3aIbHON MEeMOpaHbI AIU-
JepMuca. OTO CBUIETEIBCTBYET O CIIOKHBIX IIPOLIECCAX Pa3BUTHS JTaHHOTO
HACJIEICTBEHHOTO OYJUIE3HOTO JIepMaTo3a C aKTUBAIMEH CUCTEMbl KOMILJIEMEHTA.

[TonyueHHbie pe3yJbTaThl UMMYHOJIOTHYECKUX U UMMYHOMOP(OIOTHIECKUX
MCCIICIOBAHUM, pacuupsisl KIMHUYECKUE 3HAHUSL C TOYKU 3PEHUS] UMMYHONIATOJI0-
TMYECKUX MPOIIECCOB, CIIOCOOCTBYIOT pa3pabOTKe JOMOJIHUTEIBHBIX TUArHOCTHYEC-
CKMX TIpU3HAKOB OoJie3Hu Xeinu-Xennu. Tak, nupkynupyromue u GUKCUpPOBaH-
Heie |gG Kk aHTHreHaM IeCMOCOMAJIBHOTO amiapaTa MHOTOCIOWHOTO IJIOCKOTO
SIUTEINUS CIYKAT HE TOJIBKO JIOMOJTHUTEIbHBIMU JAUArHOCTUUYECKUMH KPUTEPUSIMU
npu npoBeneHUU U hepeHIMaTbHON TUATHOCTUKHU CII0XXHO JUATHOCTHUPYEMBIX

ciydaeB 0oyie3HU XeWnu-Xeniau, HO M MPEeIUKTOpaMU JTaHHOTO OyJIJIE3HOTO JIep-
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MaT03a y KIMHUYECKH 3/IOPOBBIX POJCTBEHHUKOB OOJBHBIX MPU HATWYUHN CEMEH-
HOT'O aHAMHE3A.

Hampumep, cpean obcneyeMbIx 310pOBBIX POJACTBEHHUKOB OOJILHOM, CTpa-
narorei 6osie3HpIo0 Xewm-Xennu, Manudectamusi ceMeHHON J0OpOKaYeCTBEHHOM
XpOHUYECKOH my3bIpuaTku ['yxepo-Xeinu-Xelau Ha KoKe B 00J1aCTH €CTECTBEH-
HBIX CKJIQJIOK U 33JHEl MOBEPXHOCTH Ilier HabJto/1ajnack y poaHOro Opara mnamu-
€HTKM CIYyCTS 2 roja IOCJe MPOBEAECHHBIX UCCIEAOBAHUMN, MTPOAEMOHCTPUPOBAB-
IIMX y HEro paHee MPUCYTCTBUE B CHIBOPOTKE M TKaHM crienuduueckux 1gG k an-
TUT€HAM MEXKKJIETOUYHOW CBSI3bIBAIONIEH CYOCTaHIIMU SNUAEpMHUCcA. IJTO CBUJE-
TEJIbCTBYET O TOM, YTO aKTUBHOCTH JIATEHTHO MPOTEKAIOIIETO MMMYHOIATOJIOT U-
YECKOTO IpOoLecCa MPU I'eHETUYECKU JETEPMUHUPOBAHHOM COCTOSIHUM IPOUCXO-
JIAT, KaK BbIIIE ObLJIO OTMEYEHO, 0] ACHCTBUEM JOMOJIHUTEIIbHBIX MaTOTCHETHYE-
ckux (akropos [4, 49, 88, 137].

[Ipy KcnosIb30BaHUMM MOHOKJIOHAJIBHBIX AHTUTEN K aHTHUT€HAM psiJa TKaHe-
BBIX CTPYKTYP KOXHM (KaJTr€pUHOBBINA KOMIUIEKC, TUIAKOTJIOOWH, JeCMOIUIakuH |,
[UTOKEPTATUH 5) C IEJbI0 M3YYECHHS] MOJEKYISIPHO-OMOJIOTMYECKUX CIIBUTOB B
TKaHAX MpU 0osie3Hn Xehnu-Xennu ObUTM OTMEYEHBI Psifi OCOOEHHOCTEH Jid TOU
natosiornu. [Ipu uccnemoBaHuM MOJEKyN anare3uil (KaJrepuHOBBIA KOMILIEKC,
MJIaKOTIIOONH, MecMorutakuH |) mecMocomanbHOTO ammapara SHujepMuca B pas-
JUYHBIX YYaCTKaxX KO>XHOTO MOKpPOBa OOJBHBIX, CTPAJAIOMIUX OOJE3HbIO XeHiu-
Xennu, OTMEYEHO HApYLICHUE IKCIPECCUU U3YyYAEMBIX MOJIEKYJ KIETOYHBIX aJre-
3UM BIUIOTh JI0 MX MCUYE3HOBEHMS C MAPATOKCATBbHO BBIPAKEHHBIM MPOSIBICHUEM B
MecTax (HOpMUPOBaHUS MY3BIPEH, IPO3UBHBIX ACHEKTOB U HE THUIMUYHBIX JJISI UX
Jokanu3anuu (IUTOoIIIa3Ma, BOKPYT W/UIU BHYTPHU siiep KEPaTUHOIUTOB, CKOTLIE-
HUE B POrOBOM CJIO€ M Ha TOBEPXHOCTHU KOXkM). [Ipu 3TOM Haubonee riomybokue Mo-
JICKYJISIPHO-OMOJIOTUYECKHE U3MEHEHUSI ObUTM OTMEUYEHBI C MOJIEKYJIaMU KaJrepu-
HOBOI'O KOMILJIEKCA: TTOJIHOE TIO/IABJICHUE SKCIPECCUH B KIIMHUYECKA UHTAKTHBIX U
paHee TMOPaKEHHBIX y4YacTKax KOXXHM OOJIBHBIX, CTpaJaroniux 0o0yie3Hb0 Xenmu-
Xeiinu. [TogoOHbIE MONEKYISIPHO-OMOIOTUYECKUE SBICHUS MPOJEMOHCTPUPOBAHBI

IIPU UCCIEAOBAHUM KOXKHU 3JJ0POBBIX POJACTBEHHUKOB OosibHOM Xeinu-Xeitnu. Bee
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ATO CBUETEIHCTBYET O BOBJICUCHUH NIPH JAHHOW MATOJOTUU B OOIINN MMMYHOIIA-
TOJOTUYECKUHN MPOLIECC MIUPOKOTO Kpyra MOJIEKYd aJre3uu, BXOJAIIMX B COCTaB
CUCTEMBI MEXKKIIETOYHBIX COCIMHEHUN. JTO MOATBEPKIAAETCA UCCIEAOBAHUAMU U
psina apyrux aBTopoB [42, 49, 135, 234].

B pesynbTaTe MOJIeKyJISIpHO-OUONIOTHYECKUX CIBUTOB MPOTEHMHOBOIO KOM-
IJIEKCa «KaJATrepUH-TUIAKOTIIOOMH-IECMOIUIAKUHY», BEPOSITHO, MPOUCXOAUT Hapy-
IeHue mporeccoB mpoaudepanun u qudGEepeHIupPOBKH KEPATUHOIUTOB. DTOMY
CBUJICTEIBCTBYIOT U3MEHEHUS JOKAIM3allMUd LIUTOKEpAaTUHA 5 B KOXKE Kak O0Jib-
HBIX, CTPAJAIONUX 00JIe3HBI0 Xehnu-Xer, Tak U «3J0POBBIX» JIHUI], TCHETHYIC-
CKH TIPEIPaCcOIOKEHHBIX K 3TOMY 3a00JieBaHUIO. BhIsiBIIeHa KapThHA OT «UCTO-
HICHUS» CUHTE3a JIaHHOTO IUTOKEpPAaTHUHA JI0 €ro «BO30YKJIEHUS» C U3BPAIICHHON
AKCTpEecCUel KepaTHA BOKPYT W/WUIM BHYTPHU sijiep kepaTtuHonuToB. [locnemnee
SBJICHHE — JEMOHCTpAllUS CEPhE3HBIX META0OJUYECKUX HapyIICHUH B KIETKax
AMUAEpMHCA TIPU JAaHHOM HACJIEICTBEHHOM OYJUIe3HOM Jepmarose. BhisBieHHbBIE
HapyIICHUSI AKCIPECCUU TAKXKE CIyXKaT JOMOJHUTENIbHBIM U} hepeHIrnaibHO-
JTMArHOCTUYECKUM MPU3HAKOM 3a00JIeBaHUSI.

Takum o0pa3oM, TaHHOE MCCIIEIOBAHUE JEMOHCTPUPYET CI0KHBIE UMMYHO-
MATOJIOTUYECKUE TIPOIECChl B Pa3BUTHH 00Je3HH Xeunn-Xesn ¢ BOBJICUEHUEM
Pa3JIMUHBIX CTPYKTYp TKAHEH KOKHM U MHOKapAa. BoBiieueHre 0THOBPEMEHHO pa3-
HBbIX aHTUTECHOB-MUILICHEH TMPUBOIUT K pPa3HOOOPA3UI0 KIMHUYECKUX MPOSIBICHUN
00JIe3HU C BO3MOXKHBIM JKCTPAKyTaHHBIM MOPAKEHUEM psAZla OPTaHOB U CUCTEM.
[Tocnennee sBigeTcst 000CHOBAHKEM HEOOXOJIMMOCTH TIIATEILHOTO 00CIIEIOBAaHUS
MAlMEHTOB C 1EJbI0 HUCKIIOYEHHUS JIATEHTHO MPOTEKAIOMUX BOCHAIUTEIbHBIX,
ayTOMMMYHHBIX WM HEOIUIACTUYECKUX MPOLECCOB B OpraHu3Me uenoBeka. Kpome
TOTO, IIMPOKUHN CIIEKTP KIMHUYECKUX MPOSBIECHUHN Oone3nn Xeinn-Xeinn tpely-
€T MOCTAaHOBKM TOYHOTO JIMarHo3a ¢ MCIOJIb30BAHHUEM COBPEMEHHBIX MOJIEKYJISp-
HO-OMOJIOTUYECKUX METOJOB MCCJICIOBAHMSI, BKIIFOYAsT METOABI MPSIMON U Hempsi-

MO UMMYHO(IIFOOPECIEHIINU.
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BbBIBOJbI

1. B crpykType nmanueHToB, rocrnurtanuzupoBaHHeix B ['BY3 MO MOHUKHU
uM. M.®. Bragumupckoro 3a mepuon ¢ 1993 mo 2016 rr., 6onesnpro Xeinu-
Xeinn CcTpajaroT yalle KEHIIUHBI (COOTHONIEHUE KEHIIMH K Myx4yuHaMm 1,4:1).
Manudecranust 00JIe3HU Yy )KSHIIMH HAYUHACTCS C MOPAXKEHUS KOKHU 00JIacTH TYy-
nosuma (57,1%), a y My>K4uH — eCTeCTBEHHbIX cKJafok (60%). Haubonee xapak-
TEPHBIMH TEPBUYHBIMU MOP(HOJIOTHICCKUMH JIEMEHTaMH NMPU MaHU(DECTAIUN SB-
asitotest my3bipbku (77,8%) u aputemaro3nbie natHa (30,6%). B kauectBe Tpur-
TEpHBIX (PAKTOPOB HaIlle BBICTYMAIOT MCHUXO0-3MOIIMOHAIBHOE TEePEHANPSHKCHUE U
MexaHuueckas TpaBMatuzauus (mo 25%), uncomsauus (19,4%) u nmorpenrHocTu B
nutanuu (16,7%). Ha MOMEHT rocnuTalu3aluu MaTOJOTMYECKU Tpoliecc mpe-
UMYIIECTBEHHO (66,7%) HOCUT paclpOCTpaHEHHBINH XapaKTep C MOPaXKEHUEM He-
CKOJIBKHMX aHATOMHUYECKHX oOsactei. OTcyTCTBUE Crien(PUUecKoro KIMHUYECKOTO
npu3Haka 00Je3Hu Xenn-XeWau B MOMEHT ee MaHudecTtanuu B OOJBITUHCTBE
(38,9%) ciyyaeB yUTMHSCT CPOKH ITOCTABKHA TOYHOTO JTUArHO3A.

2. YcraHoBieHO, 4TO Mpu OoJie3HH XeEWu-Xelau MaToreHeTUYeCKHu 3Ha4Yu-
MyIO0 pojib UrparoT uupkyaupytomme (81,3%, p<0,0005) u duxcupoBaHHbIC
(83,3%, p<0,0005) IgG x aHTUTEHAM HE TOJBKO CUCTEMBI JECMOCOMAJILHOTO ariia-
paTa, HO U K psily aHTUTE€HOB MHOTUX CTPYKTYp OPTaHOB U CUCTEM.

3. BrIsBIIeHO HapylIeHUE SKCIPECCUHA aHTUTEHOB JECMOCOMAJILHOTO armmapara
(KaJrepruHOBBIN KOMILIEKC, MIAKOTIO0WH, IECMOCOMAIIbHBIN MPOTEHH) U IIUTOCKE-
jeTa (MUTOKepaTHHA S5) BILIOTH 10 MX MCYC3HOBEHHUS C MapaJoKCaIbHO BBIPaKCH-
HBIM TIPOSIBJICHHEM B MecTax (DOpMUPOBaAHMS Ty3bIPEH, SPO3UBHBIX TEPEKTOB U HE
TUTIAYHBIX JIJIS UX JIOKaIM3anuu (IMTOTIIa3Ma, BOKPYT W/WIA BHYTPH siep Kepa-
TUHOLMTOB, CKOIUIECHHE B POTOBOM CJIO€ W Ha MOBEpPXHOCTH KOxkH) (p<0,05). Ilpu
ATOM HambOoJiee TIIyOOKHE MOJICKYJISIPHO-OMOJOTUYECKUE U3MEHEHHUSI OTMEUCHBI C
MOJIEKYJIaMH KaJIFEPUHOBOTO KOMITJIEKCA: TTOJTHOE TO/IaBJIEHNE DKCITPECCUH B KITH-
HUYCCKA MHTAKTHBIX U PaHEe MOPaKCHHBIX ydacTKaxX KoKu OonbHBIX. [1omo00HbBIE
SIBJICHUSI TIPOJIEMOHCTPHUPOBAHBI MPU UCCIICOBAHUU KOKU 37IOPOBBIX POJICTBCHHU-

KoB 6oabHOM (p<0,05).
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4, BrisiBiieHre nupKynupyomux u GukcupoBaHHbIX [gG K aHTUTEHAM 1eCMO-
COMAaJIBHOI'O ammapara, HUpKyJaupyromux [gG kK aHTUreHaMm MUOKapa U €ro KoM-
MTOHEHTOB, HAPYIIEHUS SKCIIPECCUU JECMOCOMAJIBHOTO anmnapara 1 IIUTOCKEeTa
MOTYT OBITh UCITOJIH30BAHBI B KAYECTBE JUATHOCTUYECKUX KpuTepreB npu qudde-
PEHIMAIBHOM IMAarHOCTHKE 00JIe3HU XeUn-Xeinm, a Takke CIIY)KUTh MPEIUKTO-
paMu JaHHOTO OYJIE3HOTO JIepMaTo3a MpHU OTCYTCTBUM KIMHUYECKUX MPOSBICHUN
OOJIE3HH U HAJTMYUHU CEMEMHOIO OTATOLIEHHOTO aHaMHE3a [0 OTHOLIEHUIO K HEW.
IHPAKTUYECKHUE PEKOMEHJIALINU

PexomenayeTcst mpoBOIUTE COOp aHAMHE3a MALIMEHTOB C YYETOM BbISIBIICHHS
BO3MOYKHBIX TPUITEPHBIX (PAKTOPOB U CEMEMHOM MPEAPACIIONOKEHHOCTH.

B nmarnoctuke cinoxHo mauddepeHIupyeMbix ciaydaeB OoJje3Hu Xennu-
Xelnu YW HEOJHO3HAYHOW MAaTOTHCTOJOTHMYECKOW KapTUHE PEKOMEHIYETCS HC-
M0JI30BATh MPSMON U HEMPSIMON METOAbl UMMYHO(DIIOOPECHEHIINU (2 TaKkKe UX
MOAU(UKAIIMK) JJI BBISBICHUS HUPKYJIUPYIONIUX U (UKCUPOBAHHBIX AHTUTEN K
AHTUTEHaM JIECMOCOMAJIBHOTO anmnapara MHOTOCJIOMHOIO IUIOCKOTO JIHTENHS KO-
KU U MUOKap/a, a TakKe MOJICKYJISIPHO-OMOJIOTMYECKON KapTUHBI C 1EJbI0 MOJ-
TBEPIKJICHHS THArHO3a.

BrisBiienne y 601bHOTO, CTpaaaroniero 6one3npo Xein-Xenu, upKyu-
PYIOIIMX UMMYHOTJIO0YIMHOB Kjacca G K aHTUT€HaM MUOKapja U €ero KOMIIOHEH-
TOB B BbICOKMX TUTpax (1:80 — 1:1280) siBisieTcss 000CHOBaHUEM 71l IPOBEICHUS
o0ceI0OBaHMs CEeplIEYHO-COCYAUCTON CUCTEMBI C LEJIbI0 UCKITIOYEHHSI BOZMOXKHOMN
MIaTOJIOTHH.

JIns mporHO3upoOBaHUsl pa3BUTHA OoJie3HU Xelnu-XeWnu y KIMHHUYECKU
3JI0POBBIX POJICTBEHHUKOB TMAIlMEHTOB, CTPAJAIONIUX JaHHBIM 3a00JIeBaHHEM, pe-
KOMEHJIyeTCsl UCCIIEA0BaHNE UX OMOJOTMYECKUX MaTeprasoB (CBIBOPOTKU U OHOTI-

Tara KO)I(I/I) MCTOAJaMH MCUYCHBIX aHTHUTCII.
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