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BBenenue

[Ty3bipHBIE TIepMaATO3BI TPEICTABIAIOT COO0W OHY M3 HaWbOOJee CIOXKHBIX H
KIIMHAYECKA DPA3HOPOAHBIX TPYII 3a00JICBaHUN KOXH W CIM3HCTBIX 000JOYEK.
Hecmotpst Ha oOmIHOCTH Beaymiero Mop(}oiaoruueckoro 3JIeMeHTa — Iy3bIps WM
My3bIpbKa, — JaHHBIE COCTOSHUS CYIIECTBEHHO PAa3IMYaIOTCs 110 YPOBHIO PACCIOCHUS
KOXH, TATOTCHETHYCCKUM MEXaHW3MaM, HMMMYHOJOTHYECKHM OCOOCHHOCTSIM,
NPOTHO3y M TepamneBTHUeCKoH TakThuke. OOBEAMHEHHE WX HCKIIOYUTEIBHO TI0
KIMHAYECKOMY TPHU3HAKy Iy3bIpeoOpa3oBaHus HE OTpa)xaeT TIyOMHBI U
MHOT000pa3usl JIeXKauX B OCHOBE IIPOLIECCOB.

CoBpeMeHHbIE TPEJICTABICHUS O MAaTOT€HE3€ MO3BOJMIA YETKO Pa3rpaHUuUTh
AKaHTOJIUTHUYECKUE (BHYTpUATIUIEPMAIILHBIE), cyOsmuepMalibHbIE,
UMMYHOKOMIUIEKCHBIE, HACJIEICTBEHHbIC, MH(PEKIIMOHHBIE U TOKCHUKO-aJIEPTUUECKHE
(hOpMBI TTy3BIPHBIX MOPAKEHUH KOXKHU. DTH TPYIIHI MPUHIIUTIAATBEHO PA3THYAI0TCS TI0
YPOBHIO MOBPEXKICHUS KOKHBIX CTPYKTYP ¥l MEXaHU3MaM (hOPMHUPOBAHUS ITy3BIPS, YTO
oTpesensieT 0COOCHHOCTH AMATHOCTUKH M JIeyeHHs. BMecTe ¢ TeM B MpakTH4YeCcKOu
NEATENHPHOCTH Bpadya MMEHHO HAJIMYWE ITY3BIPHBIX JJIEMEHTOB HEPEIKO SBIISCTCS
MIEPBBIM M 0OBCIUHSIONTUM KIMHUYSCKUM OPHCHTHPOM.

Hacrosmiee ydeOHOE mMOCOOME MOCTPOEHO Ha MPUHIMIE CUCTEMATH3aLUU
My3bIPHBIX JIEPMATO30B IO MAaTOT€HETUYECKOMY U MOP(OJIOTrHYeCKOMY MpU3HAKaM
IPU COXPAaHEHUH KIMHUYECKON NEJIOCTHOCTH JaHHOW rpymmbl 3a0oneBaHui. Mbl
CTPEMIJIUCH TMPEJCTaBUTh MaTepHal TakKuM oOpa3oM, 4TOOBI MPOJIEMOHCTPUPOBATH
KaK pasiuuusi B MEXaHM3Max DPa3BUTUS MY3bIPsA, TaK U OOIIHOCTh KIMHHYECKUX
MPOSIBJIICHUM, TPEOYIOMNUX AJITOPUTMHUECKOTO MOAXOJa K JHUATHOCTUKE U TEPArTHH.
Ocoboe BHHMAaHHE YAEIEHO aHATOMO-TUCTOJIOTUYECKUM OCHOBaM
my3bIpeo0pa3oBaHNsi, UMMYHOIATOI€HE3Y, COBPEMEHHBIM METOJaM JIabopaTOpHOU
BepU(UKAITUY ¥ TIPUHIIAIIAM PAIIMOHATHHOW TepaIuy.

Takum 06pa3zom, 00beAUHSIA pa3HOPOIHBIE 110 MATOTeHE3y 3a00JIEeBaHUS B paMKax
oO1el KIMHUYECKOW NpoOJieMbl My3bIPHBIX MOPAKEHUN KOXKH, TOCOOME HAIIPaBIEHO
Ha (QOpMHUPOBaHHE Yy OOYYAIOIIUXCS CHCTEMHOTO KJIMHHYECKOTO MBIIUICHUS U
MOHUMAaHUS JOTUKU TUArHOCTUYECKOI0 MOUCKA MPHU JaHHOU IpyIIe JepMaTo30B.



I'maBa 1. AHATOMO-THCTOJI0THYECKHE OCHOBBI IY3bIPHBIX 1€PMATO30B

[Ty3pipHBIE  AEpMaATO3bl  NPEACTABISIOT COOOH  TETEPOTeHHYIO  TIPYIITY
3a00/eBaHUi, B OCHOBE KOTOPBIX JIGKUT HApyUICHHE MEXKJIETOUHbIX U
JNEPMOINUIAEPMATIbHBIX KOHTAKTOB KOH. [[OHMMaHue yIbTpacTpyKTyphl SIUAEpPMHUCA
U JEPMODIIUIEPMAIBLHOIO COCAUHEHHUS SBIISIETCA KIIFOUEBBIM JUIsi UHTEPIIpETaLUU
KJIMHUYECKOM KapTUHBI, MOP(OJOTUYECKUX W3MEHEHUW M JaHHBIX HPSIMOU
UMMYHO(ITYOpPECLICHIINH.

1.1. MeKKJIeTOYHbIE KOHTAKTHI AMHIEPMHUCa

1.1.1. Tlecmocombi: cmpoenue u (pyHKUUOHAIbHAA OP2AHUZAUUA

JlecMOCOMBI — 3TO  CHCIHMAIM3UPOBAHHBIC MEXKKJICTOUHBIC —aJITC3MBHBIC
CTPYKTYpPBI 3IUACPMKCA, OOCCIICYMBAIOIINE MPOYHOEC MEXAHHMUYECKOE CIICTICHHE
KEPATHHOILUTOB MEXKIY COOOH M YCTOMYMBOCTh KOXKU K PACTSHKCHHIO U cABUrY. OHH
COCJIMHSIOT MUTOCKENIET (KepaTHMHOBBIC IMPOMEKYTOUYHBIE (PHIAMEHTBI) COCEIHHX
KJIETOK M MTPAIOT KITFOUEBYIO POJIb B MOACPYKAHUH IIEIOCTHOCTH MUACPMHUCA.

CTpyKTypHO  J€CMOCOMa  COCTOMT M3  TpaHCMEMOpaHHBIX  OENKOB,
BHYTPHMKJIETOYHON IUIOTHON IUIACTMHKM M KEPATHHOBBIX (PHIAMEHTOB, (QOPMHPYS
CIMHBIN MeXaHUYeCKH YCTOMYMBBIA KoMIuieke [Stanley, 1989].

JleCcMOCOMBI ~ SIBJISIFOTCSL ~ CIOXKHBIMH ~ MEKKIETOYHBIMH  ar€3MBHBIMH
CTPYKTYpPaMH, COCTOSIIIUMH M3 TPaHCMEMOpAHHBIX  aAre€3MBHBIX  MOJIEKYII,
BHYTPHMKJIETOYHBIX aJallTEPHBIX M SKOPHBIX OEJIKOB, 4 TAKIKE DJIEMEHTOB LIUTOCKEIETA
KEePaTHHOUUTOB. KX MpPOCTpaHCTBEHHAs OpraHU3allks W B3aMMOPACIIOJIOXKCHHE

OCHOBHBIX KOMIIOHEHTOB IIPEICTABJICHBI Ha puc. 1.1.
MexxknetouHoe
NPOCTPaAHCTBO
BHyTpuknetouHoe BHyTpukneTouHoe
NPOCTPaHCTBO NMPOCTPaHCTBO
HdecmokonnuH HdecmorneuH
iy =
\ //
/ .l,’f\\ Mnakorno6buH (y-kaTeHuH)
—~ VNS

\\—\\ // ]})’ /L\] , / /,

S - o /¢<//

= 3 b

7 ) /Lu,w( \S

{ N

/ 0050
/ /\(//( /
/
KepaTtuHoBble / \
punameHTb MnakornobuH

Mnakopunun

(y-xaTeHuH)

L
KnetouHas
membpaHa

Puc. 1.1. Ctpoenne necMocomMbl B dnujaepMuce. CxeMa HIUTIOCTPUPYET OPTaHU3AIHIO
ACCMOCOMBI — CIICHUAIU3UPOBAHHOT'O MEXKKIIECTOYHOT'O AArC3UBHOI'O KOMIIJIICKCA,
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o0ecreynBaroIero NpoyHoe CIEMJICHHE KepaTHMHOLMTOB. TpaHcMeMOpaHHbIE aJre3uBHbIE OeNKU
JIECMOIJIEUH U JIECMOKOJUIMH ~(OPMHUPYIOT MEXKJIETOYHbIE KOHTAaKThl B  MEXKIETOYHOM
npoctpaHcTBe. CO CTOPOHBI BHYTPUKIJIETOUHOIO MPOCTPAHCTBA OHU CBS3aHBI C JECMOCOMAJILHON
IUTOTHOM MJIACTUHKOM, MPEICTaBICHHOMN MJIaKOTJI00MHOM (Y-KaTEeHUHOM) U MJIaKO(PUIMHOM, KOTOpbIE
00eCTeynBarOT MPHUKPEIUIEHHE KEPAaTMHOBBIX MPOMEXKYTOUYHBIX (DMIIAMEHTOB IUTOCKeseTa. Takas
OpraHu3alys JAECMOCOMBI ONpEAEseT MEXaHMYECKYI0 MPOYHOCTh AMHUIAEPMHUCA U YCTOMUMBOCTh
KOXH K pacCTSDKEHUIO U CABUTY.

KitoueBbIMH  TpaHCMEMOpPAaHHBIMH KOMITOHGHTAMH JIECMOCOMBI  SIBJISTFOTCS
necmoraeunsl (Desmogleins, DSG) — kanbluii-3aBUCHMBIE aJTr€3UBHBIE MOJIEKYJIbI
ceMeilcTBa KaArepuHoB. B smuaepmuice 3KCHpeccHs pa3iMuHbIX  U30(opM
JIECMOTJIEMHOB HOCHUT cioecnenuduunbiii  xapakrep: DSG1l mnpeumyrecTBeHHO
AKCIPECCUPYETCS B BEPXHUX CIIOAX dMMHUACPMHUCcA, Toraa kak DSG3 — B HHIKHUX CIIOSX
AMHUIEPMHICA H CIU3UCTBIX 00osoukax [Amagai, 2012]. lecMoriienHbl 00eCIIeYuBaOT
KOHTAKT «KJIETKa—KJIETKa» ¥ IPOYHOE CIICTUICHHE MEMOPAH COCETHUX KEPATUHOIIUTOB.
Wx anresuBHass GyHKIHS HAPSIMYIO 3aBUCUT OT KOHIICHTPAIIUU MOHOB KaJbIUAS BO
BHeKJieTouHoU cpene [Waschke, 2008].

JlecMOTTIEUHBI ¥ IECMOKOJUTMHBI COBMECTHO (POPMUPYIOT KaJIbIIUA-3aBUCUMBIH
MEXKJIETOUHBIH  aAre3WBHBIA ~ KOMIUIGKC,  OOECTICUMBAIONIMN  TPOYHOCTH
JECMOCOMAJIHBIX KOHTaKTOB MeEXAy KeparuHouutamu [Amagai, 2012; Waschke,
2008]. Hapymienue ux CTpyKTYpbl Win (GyHKIIMH MPUBOJUT K YTpaTe MEKKICTOYHOM
aJre3uu v pa3BUTHUIO akaHToiu3a [Stanley, 1989].

Co  CTOpOHBI  BHYTPHUKJIETOYHOTO  TMPOCTPAHCTBA  TpaHCMEMOpaHHBIE
KOMIIOHEHTBI JIECMOCOMBI CBSI3aHBI C IUIOTHOW BHYTPUKJIETOYHOW IUIACTUHKOMW IIPH
y4acTUM TUIaKOTJI00MHA (y-KaTeHWHA) — aJanTepHOro Oeyika, 00eCleYynBaroIIero
CBSI3b AJITE3UBHBIX MOJIEKYJ C BHYTPUKICTOYHBIMHA CTPYKTYPaMHU M y9aCTBYIOIIETO B
mexaHocurnajauare [Waschke, 2008]. B cocraB mecMocoMalibHOM OJISIIKH TaKKe
BXOJIUT TUIAKO(DWIIMH, KOTOPBIA CTAOWIM3UPYET JAECMOCOMAIBHBIA KOMIUICKC U
YCHIIMBaeT MEXKKIIeTOuHYt0 aaresuto [Stanley, 1989; Waschke, 2008].

[{leHTpaIbHBIM SIKOPHBIM 3JIEMEHTOM JIECCMOCOMBI SIBJISICTCSI JIECMOIIJIAKHH,
00eCIIeYnBaOIIMK TTPUKPEIVICHUE KEPATHHOBBIX IMPOMEKYTOUYHBIX (DHIIAMEHTOB K
necMocoManbHor Osimike (puc. 1.1). bmarogaps aTomy ocyiecTBisieTcs Tepenaya
MEXaHUYECKOM HAarpy3ku OT MEXKKJIETOYHBIX KOHTAaKTOB HA  I[UTOCKEJET
KEpaTUHOIIUTOB M € paBHOMEpPHOE paclpe/ieIeHUE BHYTPU KICTKH U MEKIY
COCEIHUMHM KJIETKaMU STHUAEPMHUCA.

KepatnHoBble TpOMeXyTOuHbIE (UIAMEHTHI 3aBEPIIAIOT  CTPYKTYPHYIO
OpraHU3alMI0 JECMOCOMAILHOTO KOMILIEKCa, (POpMUPYS MEXaHHMUECKH KapkKac
KEepaTUHOIMTA M 00eCTIeUnBasi yCTOWYUBOCTD IMHUIACPMHUCA K PACTSHKEHUIO U CJIBUTY.

Ponb kanvyuesozo comeocmaza 6 pyHKYUOHUPOBAHUU OECMOCOM

dopMupoBaHue M CTaOUIBLHOCTH JIECMOCOMAJBHOTO ammapara SMuiepMuca
TECHO CBSI3aHBI C KAIBIIMEBBIM TOMEOCTa30M. VIOHBI KAJIBIIHS SIBIISTFOTCS HEOOXOUMBIM
dbakTopoM IS aKTUBAlMA KaATEPUH-OMOCPEAOBAHHOW aJIe3Wd, TMOICPKAHUS
KOH()OPMAITMOHHONW CTA0MIBHOCTH JIECMOTJIEHHOB W JCCMOKOJIJTMHOB, a TaKXKeE IS
COOPKH JIECMOCOMATBHBIX KOMIUICKCOB.

Perynanusi BHYTPUKIECTOUYHON KOHIICHTPAIMKM KaJIbIMS B KEPATHHOIIUTAX
OCYIIECTBJISIETCS C y9aCTHEM KaJbIIUEBBIX HACOCOB M KaHAJIOB dHIOIIJIa3MaTHIECKOTO
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peTUKYyJTyMa, OOecleyuBalouMX OalaHC MEXAY BHYTPUKIETOUHBIMH JIETIO H
nuTo3osieM. HapymieHne kanpnueBOro oOMEHa MNPUBOJUT K JAECTAOMIIM3ALMH
IIECMOCOM, CHHXXEHUIO IIPOYHOCTU MEXKKJICTOYHBIX KOHTAaKTOB M Pa3BUTHUIO
AKaHTOJIM3a Ja)ke IPU OTCYTCTBUU ayTOUMMYHHOI'O [IOBPEXKICHMUS.

JIaHHBIM MEXaHU3M HMeEeT MNPUHLUIHUAIBHOE 3HA4YeHUE Uil IIOHMUMaHWS
NaToreHe3a HacJIeACTBEHHBIX aKaHTOIUTHYECKUX JE€PMATO30B, B YHACTHOCTHU OOJIE3HU
Xennu—Xewn, npu KOTOPOM IEPBUYHOE HAPYILICHUE KaJbLUEBOIO TIOMEOCTa3a

KCPATUHOLOUTOB IPUBOAUT K BTOPHUYHOMY ,Z[e(bCKTy ACCMOCOMAJIBHOT'O aIlllapara
[Waschke, 2008].

1.1.2. Kopneooecmocompl: cmpoenue U  KIUHUKO-NAMO2EHEMUYECKOE
3HayeHue

Kopneonecmocombl IPEICTaBISIIOT coboii CHCIIMATU3UPOBAHHBIC
MEKKJICTOYHbIC KOHTAKTBI, JIOKAJIM30BAHHBIC WCKJIIOYUTEILHO B POTOBOM CJIOC
snuaepmuca. OHH ABIAIOTCA MOIUGUIIMPOBAHHBIME JECMOCOMAaMH U 00ECTIEYUBAIOT
BPEMEHHYIO aJre3ui0 MEXJIy KOPHEOIMTaMH, HEOOXOAMMYIO HJs TMOAJAEp KaHUS
[IEJIOCTHOCTH POTOBOTO CIIOSI U KOHTPOJIHPYEMOH JI€CKBAMAIHH.

B mnpomecce TepmunanpHOU audQepeHIMpOBKH KEPATHHOIUTOB CTPYKTypa
KOPHEOJIECMOCOM  TIpEeTeprieBacT 3HAa4YMTENbHBIE U3MEHeHus. B wux cocrase
OTCYTCTBYIOT BHYTPUKIETOUYHBIC KOMIIOHEHTHI KIJIACCUYECKOW JI€CMOCOMATbHOM
OJISITIIKY, BKITFOUAs IECMOIIJIAKWH, TUTAKOTIIOONH U TUTAKO(MIIMH, a TAK)KE KePaTHHOBBIS
IIPOMEKYTOUHBIC (PMITAMEHTHI, 9YTO OTPAXKACT YTPATy IUTOCKEIETHON OpraHU3aIluy B
KopHeonuTax. (OCHOBHBIMH  QJIC3WBHBIMH  KOMIIOHCHTAMH  KOPHEOJIECMOCOM
ocTaloTCs MOIU(HUIMPOBAHHBIE TpaHCMEMOpaHHBIE OCJIKH, MPEUMYIIESCTBEHHO
necmorsienH 1 (DSG1) u necmoxommun 1 (DSC1).

KrntoueByto ponb B peryiasiquu CTaOMJIBHOCTH KOPHEOJAECMOCOM HIPAeT
JUMHAIHBIA MaTPUKC POTOBOTO CJIOSA, MPEACTABICHHBI B OCHOBHOM II€paMHUIaMH,
XOJIECTEPUHOM M CBOOOIHBIMH KUPHBIMHU KHCIOTaMH. KOpHE01eCMOCOMBI BCTPOEHBI
B MEKKJICTOYHBIC JTUMTUIHBIE JTaMEJUTbI, U UX pacileruieHne (pyHKIIMOHAIBHO CBA3aHO
C pEMOJICITUPOBAHUEM JIMITUHOTO OKpYKeHus kopHeoruToB [Elias, 2005].

Paspyienne KOpHEOIECMOCOM SIBIISIETCS CTPOTO PETYJIMPYEMBIM MPOIIECCOM U
OCYIIECTBIISIETCS TIOCPEICTBOM TMPOTEOTMTUYECKOTO PACHICTIIICHUS aJIM€3UBHBIX
0enmkoB. BaxxHyI0 poJib B 3TOM TIPOIIECCE UTPAET XOJICCTEPUHCYIb(AT, KOHIIEHTPAIIHS
KOTOPOTO BJIHMSCT HA aKTUBHOCTB JMHJICPMAIBHBIX CEPUHOBBIX MpoTteas. KonmmuecTBo
XOJIeCTepUHCYIb(daTa B pOTOBOM cioe peryiaupyercs dbepmenTOM
xoJnectepuHcyib(darazoit (steroid sulfatase), obecmeumBaromeil €ro merpanamuro
[Elias, 2005; Rawlings, 2006].

CHMXEHHEe aKTUBHOCTH XOJECTePUHCYIb(aTa3bl NMPUBOJUT K HAKOILICHUIO
X0JIeCTepUHCYJIb(aTa, MOBHIIIEHHON CTAOUIBHOCTH KOPHEOAECMOCOM M 3aMEJICHUIO
JeCKBaMalliy, TOTJa  KaKk  YCWJIEHHOE  pacllelyieHHe  KOPHEOAECMOCOM
COTIPOBOXAAETCA CHIDKEHHEM MEXKOPHEOIUTApHOU aare3un u (OopMUPOBAHHUEM
MOBEPXHOCTHBIX ITy3bIpedd u 3po3uii [Rawlings, 2006]. /lanHblli MEXaHU3M HMEET
BAXHOC 3HAYCHHE /Il TOHWMAHUS [aTOTeHe3a IOBEPXHOCTHBIX ITY3BIPHBIX
JEPMATO30B U COCTOSTHUM, CONMPOBOXKAAIOUIUXCS HApPYLIEHUEM OapbepHON (DyHKIMU
KOXHU.
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Takum 00pazoM, KOPHEOAECMOCOMBI MPEICTABISIOT COOOW ITUHAMHYECKHUE
CTPYKTYPBI, CTa0MIILHOCTh KOTOPBIX OIPENENISIeTCS B3aMMOJCHCTBHEM aJTre3MBHBIX
O€JKOB, JIMIUIHOTO MAaTPUKCA POTOBOTO CJOS W (HDEPMEHTATHBHON pETyJISIUH,
BKJTIOYAsi aKTUBHOCTh XOJIECTEPUHCYIb(aTas3bl. HapylieHne 3TuX mporeccoB JIKHT B
OCHOBE IMOBEPXHOCTHBIX (DOPM pacciaoeHus SMUACPMUCA U JODKHO YUUTHIBATHCS TIPU
muddepeHIaTbHON AMarHOCTHKE My3bIpHBIX AepMmaro3oB [Elias, 2005; Rawlings,
2006].

1.2. OO0wmasi opranuzanms JepMOINHAEPMAIBLHOTO CoeIMHEHUS

JlepmoanuaepmanbHoe  coeauHenre  (dermoepidermal  junction, DEJ)
MPEICTaBIACT COOOW CHEIUATU3UPOBAHHYIO CTPYKTYPHO-(DYHKIIMOHAIBHYIO 30HY,
00€eCIeunBaOIIYI0 TMPOYHYIO CBSI3b MEXAY OJMUACPMHUCOM U JIEPMOHM, a TaKKe
YYaCTBYIOIIYIO B PETYJISIIINK KJICTOYHOU aare3nu, 1udGpepeHnnpoBKH KEPATUHOIIUTOB
U MEXaHW4YeCKOW ycroiumBocTu KOxkH [Stanley, 1989]. CxemaTudeckoe cTpoeHHe
JIEPMOSITUIEPMAITBHOTO COSAMHEHUS ¥ KJIIOYEBBIX AJTI€3WBHBIX KOMILUICKCOB
IpeaCcTaBiIeHo Ha puc. 1.2.

—f—— KepatuHosbie
NPOMEXYTOUHbIE
dbunameHTbI

MnekTuH

BP180

= i Y oL =] (xonnaren XVII, BPAG2)

KneTouHas MeMBpaHa — se— L-

BasanbHas MmembpaH

- Ceetnasa nnactuHka

CeeTnas nnacTuHka (lamina lucida)

(lamina lucida)
MnoTHaa nnacTuHka

(lamina densa)
bazansHas membpaHa

Konnaren VIl Tuna
(skopHbie pubpuwnnb

Oepma

Puc. 1.2. lepmodnuaepMaibHOe cOeTUHEHHE  CTPOEHHE FreMU1eCMOCOMBI. Cxema
WUTIOCTPUPYET NpUKpEIUieHHe 0a3aabHbIX KepaTHHOLMTOB K 0a3ajabHOM MeMOpaHe MOCpeICTBOM
reMHIECMOCOMAaJIbHOIO KOMIUIekca. KepaTMHOBBIE NpoMeXyTOuHbIE (DUIAMEHTHI CBSI3aHBI C
TeMHIECMOCOMOI uepe3 BHYTpHUKJIeTouHble sikopHble Oenku BP230 (BPAGI) u muexkTuH.
TpancmeMOpaHHbIe KOMIIOHEHTHI MpeCTaBleHbl HHTErpuHOM 064 n komutareHom XVII (BP180,
BPAG?2), nokanuzoBaHHbIM B 00Jactu cBetiio mactunku (lamina lucida). bazansHas memOpana
BKJIIOYAET CBETIIYIO U MIoTHYO ruiacTuHky (lamina lucida u lamina densa); cBs3b ¢ nmoanexkarmeit
JIepMOM OCYILIECTBIISIETCS TOCPEICTBOM SIKOPHBIX (puOpuiL1, 00pazoBaHHbIX KojutareHoM VII Tuna.
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DEJ BbIonHsSET HE TOABKO MEXaHWYECKYIO, HO M 0aphepHYI0 M CHTHAJIBHYIO
byHKIINUH, STBISACH KIFOUYEBOW aHATOMHYECKOW 00JaCThIO, BOBJICUEHHON B MATOTCHES
cyOamuaepMabHBIX My3BIPHBIX AepMaTo3oB [Borradori, 2001]. Kak moka3ano Ha puc.
1.2, cBs3p dmmIEepMuUcCa ¢ JEPMOM 00SCTICUMBACTCS CUCTEMOM CIEIUaTN3UPOBAHHBIX
OCJIKOB M BHEKJIETOYHOTO MaTpuKca, (OPMUPYIOUIMX HEMPEPHIBHBIA are3WBHBIM
KOHTHHYYM.

CTpyKTypHO JI€pMO3NHUAECPMATIBLHOE COEAMHEHUE BKIIOYAET HECKOJIBKO
MOCJIEIOBATEIbHO OPraHU30BAaHHBIX KOMIIOHEHTOB: 0a3ajibHble KEPaTUHOIUTHI,
0azanbHyI0 MeMOpaHy M MOJJIeXalIhe CTPYKTYphl Aepmbl. Ha yiapTpacTpykTypHOM
ypoBHe B coctaBe DEJ BoiensitoT cBemiyto ruactudky (lamina lucida), miotHyro
wiactiaky (lamina densa) u cyOiaMuUHApHYIO 30HY, COACPIKAIIYI0 SKOPHBIC
bubpWILIBI, CBA3BIBatOINE Oa3alibHYI0 MeMOpaHny ¢ AepMoii [Stanley, 1989; Waschke,
2008], 9TO HATJIAIHO OTPaXKEHO Ha puc. 1.2.

bazanbHas mMemOpaHa ABIIeTCS LEHTpPajdbHbIM 31eMeHToM DEJ u ciyxut
AHATOMHUYECKON M ()YyHKLIMOHAJIBHOW IpaHULEN MEXIy 3MHUIEPMUCOM U Aepmoid. OHa
IPEICTaBIEHa BbICOKOOPTraHW30BAHHOW CEThIO MOJEKYJ BHEKJIETOYHOI'O MaTpHUKca,
BKJIFOYAIOIIEH TaMUHUH-332, HUIOTEH, TIepJIeKaH, a Takxe komtareHsl [V u VII tunos.
OTU CTPYKTYphI 00€CIeUnBaIOT ONMOPY J1s 0a3aJIbHBIX KEPATUHOLIUTOB U (HOPMUPYIOT
OCHOBY JIJIS PUKpPEIUICHUs dnujiepMuca k aepme (puc. 3.1) [Borradori, 2001].

CBs3b 0a3ajbHBIX KEPATMHOILMTOB C 0a3alibHOM MEMOpaHON OCYIIECTBIISETCS
MOCPEACTBOM CIELUATU3UPOBAHHBIX AJM€3UBHBIX KOMIUIEKCOB — TE€MHUIECMOCOM.
Kak Bumno Ha puc.l.2, reMuecCMOCOMBI BKJIIOYAIOT BHYTPUKIETOUHBIE SKOPHBIC
oenku (BP230, miextuH), TpaHcMeMOpaHHBIE KOMIIOHEHTHI (MHTETpuUH 0634,
kowtareH XVII/BP180) u BHekneTouHble JWraHibpl Oa3aibHOW MeMOpaHBI. OTH
CTPYKTYpPbl MPUHIIMIUATIBLHO OTJIMYAIOTCA OT JIECMOCOM U OOECIEUYMBAIOT MPOYHOE
MPUKPEIUICHUE SIUJIEPMUCA K BHEKIETOYHOMY MATPUKCY JI€PMBbI, MpeaoTBpalias
paccnoenue koxku Ha ypoBHe DEJ [Stanley, 1989; Waschke, 2008].

C KIMHUYECKON TOYKU 3PEHUS JCPMOIMUACPMAIBHOE COCAUHEHUE SIBISCTCS
OCHOBHOM MUIIIEHBIO TIPU CYOAIUIEpMaIbHBIX MY3bIPHBIX AepMaTo3ax. [loBpexaeHue
komrioHeHToB DEJ mnpuBoguT Kk (opMUpOBaHHIO IUIOTHBIX CyORIUAEPMAaTbHBIX
y3bIpeid, XapaKkTepHBIX IS OyJIE3HOro neMmpuronia ¥ poJCTBEHHbBIX 3a00JI€BaHUIA.
YpoBeHb pacciaoeHus KOXKHU U JJOKAIH3aIMs MMMYHHBIX J1e1103UTOB B 30He DEJ nmerot
NPUHIIMIHAIBHOE 3HAuYeHUEe i MOPGOJIOTHYeCKOM U HUMMYHO(IYyOPECIICHTHON
nuarnoctuku (puc. 1.2) [Stanley, 1989].

Takum o00pazoMm, aepMOIIHAECPMAIBHOE COEAMHEHUE MPEACTaBIsAET COOOU
BBICOKOCIICIIMAIM3UPOBAHHYI0 ~ aHATOMO-(PYHKIIMOHAJIBHYIO ~ 30HY, HapyIlICHUE
CTPYKTYPHOM 1IEIOCTHOCTU KOTOPOU JIEKHUT B OCHOBE Pa3BUTHsI CyOITTHACPMAaTIbHBIX
My3bIPHBIX JEPMATO30B M OMpEesieT OCOOCHHOCTH HUX KIMHHUYECKOTO TEYCHHS U
nuarHoctuyeckux kpurepues [Borradori, 2001; Waschke, 2008].

1.3. T'eMuaecMoCOMBI: CTPOEHHE H KIHMHUYECKOE 3HAYeHUe
['emuecMOCOMBI  TIPEACTABISIIOT COOOM CHENMaIN3UpPOBAHHBIE AI€3UBHbIE
KOMILJIEKCHI, 00€CIEUNBAIOIINE MPOYHOE MPUKPEIIEHNE 0a3albHBIX KEPATUHOLIMTOB
sanuaepMuca K 0a3aabHON MEMOpaHe U MOJIeKAIUM CTPYKTypaM Jepmbl. B otiauune
OT JeCMOCOM, VYYacTBYIOIIMX B MEXKIETOYHOW aAre3ud, TIeMUJIeCMOCOMBI
12



ONOCPEAYIOT CBSI3b IIUTOCKENETa KEPATHHOLUWTA C BHEKJIETOYHBIM MATPUKCOM H
UTPalOT KIIOYEBYIO pOJIb B MOAJEPKAHUM MEXAHUYECKOM YCTOMYMBOCTH KOXKHU
[Borradori, 2015; Walko, 2015].

CrpoeHre reMuIeCMOCOMBI U €€ MPOCTPAHCTBEHHAs OPraHU3allMsl B COCTaBE
JIEPMODTIHIEPMAIIEHOTO COSAMHEHHUs TpeacTaBieHbl Ha puc. 1.3.. BHyTpukierouno
KEepaTUHOBBIE IPOMEKYTOUYHBIE (buIamMeHThI MPUKPETUISIIOTCS K
reMUJECMOCOMaJIbHOMY KOMIUIEKCY ocpeIcTBOM sAkopHbIX O6enkoB BP230 (BPAGI)
U IUIEKTHHA, (GOPMUPYIOIINX BHYTPEHHIOI U Hapy)KHYIO IUIOTHBIE IUIACTUHKU. DTH
CTPYKTYpbl 00€CleUMBalOT IMepefadyy MEXaHMYEeCKOM Harpy3Kd OT LIMTOCKEJIeTa
0azanbpHOrO KepaTuHoLUTa K 0azanbHOM MeMmOpane [Walko, 2015].

CTPOEHME remmgecMocoMbl U AepMo3nngepmasibHOro coegmHeHus

U ' BhyTtperHas

MNOTHAA NNacTuHKa

MpomexyToYHbIA
(kepaTuHOBbLIN) hUnameHT

BP230 (BPAG1) MnekTuH

HapyxHas
______——N/I0THas NNacTMHKa

BP180 (konnarex XVII, BPAG2)

BHyTpeHHsas
NNOTHARA NNACTUHKA

]\|‘ \I (th l(\'lrlnl \(H it Hx\] jh

nH LA .||\le

’;" }'\“/1'13 .u} \[) i Mna3marmyeckas Membpana
A/ ¥/

}Eaaaanan membpana

AkopHbie drnameHTb BasanebHas membpana
namunnH-332 gl g LamunuH-1 i
- _/" - -
= basanbHas membpaa

AxkopHble Gubpunnbl
— konnareH VIl Tuna — AKOpHbie Gubpunnbl —
konnareH VIl tuna

Hepma

Puc. 1.3. CtpoeHue remMHaecMOCOMBbI. Cxema JIEMOHCTPHPYET IPHKDEILIEHHE
0a3ampHBIX KEPAaTHHOIMTOB K Oa3aJbHOW MeMOpaHe TIOCPEACTBOM TI'e€MHIECMOCOMAIbHOTO
KoMIuiekca. KepatnHoBbIe TpOMEXKyTOUHBIE (DUITAMEHTHI CBSI3aHBI ¢ TeMugecMocoMoit yepe3 BP230
¥ IJICKTHH; TpaHCMeMOpaHHbIe KOMITOHEHTBHI MTPEICTaBIeHbl HHTErpUHOM 0634 1 kosmarenom X VII
(BP180). CBs13b ¢ 1epMOli OCYIIECTBISETCS Yepe3 SKOPHbIC (GUOPHILIBI, 00pa30BaHHBIE KOJIJIAar€HOM
VII tuna.

TpancmemOpaHHBIE KOMIIOHEHTHI T€MHUIECMOCOMBI TTPEJCTABICHBl HHTETPUHOM
a6p4 u xommarenom XVII (BP180, BPAG2). UnTerpun a6B4 obecrieunBaeT NpoyHOE
B3aUMOJICHCTBUE KJIETKM C KOMIIOHEHTaMH 0Oa3ajibHON MeMOpaHBI, MPEXK/IE BCETO C
JaMMHUHOM-332, TOrJa Kak »JKCTpaUe/UIIOJIpHBIA goMeH kosutareHa XVII
Jokanu3yeTcst B 0bmactu cBetion actuaky (lamina lucida) u urpaet BaxxkHyto poJib
B CTaOWIHM3aluK JepMOdIHUACpMaIbHOro coenuHeHus [Borradori, 2015; Schmidt,
2016] (puc. 1.3.).

bazanbHast MemOpaHa, moOKa3aHHAasi HA CXeMe, COCTOUT U3 cBeToi (lamina lucida)
u miotHoi (lamina densa) MIACTHHOK M BKJIIOYACT JaMHUHUH-332, JTaMUHHH-1,
HUJOTeH | mepiiekaH. CBs3b OazaibHOM MeMOpaHbl € MOJJIeXaled Jaepmoit
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OCYIIECTBIISIETCSI TIOCPEACTBOM SIKOPHBIX (puOpmiui, o6pa3zoBaHHBIX KoymareHoMm VII
TUTIA, KOTOPbIE 00€CTeUnBAIOT (DUKCAIUIO SMHIEPMHUCA K JePMaIbHOMY MaTPUKCY
[Has, 2018].

C KJIMHUYECKON TOYKH 3PEHUS TEMHUIECMOCOMBI SIBIIIFOTCS KJIIFOYEBOUW MUILIEHBIO
npu CyOdMUISPMATBHBIX IY3BIPHBIX JEpMAaTo3ax, MPEeKIe BCETO MpU OyJIE3HOM
neMmpuronne. OCHOBHBIMH ayTOAHTUTCHAMHU TPH JAHHOM 3a00JICBAHHMH SIBIISIIOTCS
BP180 u BP230, k xoTopsiM (hopmupyrorcst ayroanturtena kiacca [gG. UmmyHHOe
MOBPEXKJICHUE ATUX CTPYKTYp NPHUBOJAUT K HAPYUICHUIO NMPUKPEIJICHUs 0a3albHbIX
KepaTUHOIIMTOB K  OazanbHOM  MeMmMOpaHe ¥ (OPMHUPOBAHHMIO  ILJIOTHOTO
cyOamuaepManbHOTO My3bIps 0e3 akanToiau3a [Schmidt, 2016; Amber, 2018].

[Tpu npsimoit UMMYHOGbITyOpECIIEHITUH JIJ1s1 OYIIIIE3HOTO TEM(UTOHIa XapaKTEPHO
auHeltHoe otnokenwe IgG  w/mnmm  kommoneHTa komruiemeHta C3  BHOMb
JEPMOSITUEPMAITBHOTO COCIUHEHUsS, YTO OTPAKAeT JIOKAIM3AIUI0 HMMYHHOTO
MOBPEXKJICHUS HAa YPOBHE TreMHujaecMocoMalibHOro komruiekca (puc. 1.3.) [Kridin,
2021].

Takum 0Opa3zoM, reMUIECMOCOMBI TIPEICTABIISIOT COO0H KITFOUEBBIE CTPYKTYPHO-
(GyHKIMOHATBHBIC 3JIEMEHTHI JACPMOATUACPMAIBHOTO COCIUHEHUS, HapYIICHUE
KOTOPBIX JIC)KHT B OCHOBE Pa3BUTHS CYOIMHACPMAIIBLHBIX Iy3bIPHBIX JIEPMATO30B U
omnpenensieT OCOOCHHOCTH HX Mopdojornyeckod U HUMMYHOQIYOPECIEHTHON
kaptusbl [Borradori, 2015; Has, 2018].

14



I'naga 2. Kinaccndukanusi ny3sIpHbIX 1€pMaTO30B

Knaccuduxkarus my3pIpHBIX J€pPMATO30B UMEET MPUHITUITHATBLHOE 3HAYCHUE IS
KIIMHAYECKONW TPAKTUKH, TIOCKOJIBKY ypOBEHb (OPMHPOBAHUS TY3BIPS W
MATOTEHETUYECKUI MEXaHU3M €T0 00pa30BaHUS HAMPSIMYIO OTIPEICIISIOT KITMHUIECKOES
TedeHUe 3a00/IeBaHUs, TUaTHOCTHYCCKYI0 TAaKTHKY W BBIOOD sieueHus. COBpeMEHHBIC
MOAXOAbl K KJIacCHU(UKAIIMK Ty3bIPHBIX JIEPMAaTO30B OCHOBAaHbI Ha COYCTAHUU
MOP(}OJIOTHYECKOTO, MATOTCHETHUECKOTO ¥ KIIMHUKO-MOP(OJIOTHYECKOT0 IPHHIIUIIOB,
YTO OTPa)KEHO B pabOTax OTEYECTBEHHBIX M 3apyOekHBIX aBTOpoB [Kershenovich u
coasT., 2014; Hashimoto u coaBrt., 2023; byToB u coast., 2013

2.1. Kinaccupukauusi my3bIpHBIX 1€PMATO30B MO YPOBHIO pacileneHus
KOKH

Kiaccudukanus o YPOBHIO paciernieHus KOXKH SIBJISICTCS
naToMop(OIOTHYECKH O0OCHOBAaHHOW M oOmenpuHiaTo. B €€ ocHOBe JEXKHUT
JOKIM3ALUS ITy3bIPsI OTHOCUTEIBHO CIIOEB 3MUAEPMHUCA U JIEPMO-IIUIEPMATBHOTO
coenquHeHud. JlaHHBIM TOAXOJ IIMPOKO MCIOJB3YETCS B  MEXAYHAPOIHBIX
KIaccupuKauax ayTOMMMYHHBIX IY3BIPHBIX JIPMATO30B U  HAIMOHAJIBHBIX
pykoBojicTBax [Kershenovich u coanr., 2014; Schmidt, Zillikens, 2013].

2.1.1. Buympujinuodepmanivnsvie (AKAHMOIUmMUYECKUE) RY3bIPHBLE 0EPMANO3bl

BrayTtpusnuaepmaibHbie y3bIPHBIE JIE€PMaTO3bl XapaKkTepU3yrTCs
dbopMHpoBaHUEeM TIy3bIps B TMpeaenax »HUACpMHCAa BCIEICTBUE HapYIICHUSA
MEXKJIETOUHON aJre3uu MeXIy KeparuHoruTamu (akaHToiu3a). OCHOBHBIM
NAaTOr€HETUYECKUM  MEXaHM3MOM  SIBJISIETCS ~ ayTOAHTUTENIbHOE  MOPAKEHUE
JIECMOCOMAJIbHBIX OEJIKOB, 00ECIICUNBAIOIINX CLETIICHUE U PMaIbHbIX KIETOK.

K manHO# Tpymnme OTHOCSTCS ayTOMMMYyHHBIE (GoOpMbl TeMduryca, BKIIOYas
nemduryc BYJIbIapHBIM, nemuryc JIMCTOBH/IHBIN, IgA-nemduryc,
NapaHeoIJIACTUYECKUN U BETETUPYIOIIHMA TEMPUTyC, a TaKKe Psii HACIEICTBEHHBIX U
YCJIOBHO aKaHTOJIUTHYECKuX epMato3oB [Kershenovich u coast., 2014; Hashimoto u
coaBrt., 2023].

KnvHauueckn BHYTpUAIUACPMANIbHBIE TY3BIPH  XapaKTEPU3YIOTCS  TOHKOM
MOKPBIIIKON, CKJIOHHOCTBIO K OBICTPOMY BCKPBITHIO M OOpa30BaHUIO 3PO3UH, YTO
00yCIJIOBIIMBACT TAXKEIOE TEUEHUE U BHICOKUI PUCK BTOPUYHBIX OCIIOKHEHUH.

2.1.2. Cy6anuodepmanvhbie ny3vipHble 0epManmo3bl

CyOanuepMaibHbie y3bIPHBIE JEPMATO3bl XapaKTepU3yoTcs GOpMUPOBAHUEM
My3bIpsS HIDKE DMUACPMHCA, HA YPOBHE JEPMO-IIUACPMAIBHOTO COCAMHEHUS WIIH
rryoke. [Ipu »TOM smmmepMuc OTClIaMBaeTcs IEIUKOM, 0€3 aKaHTOJW3a, YTO
KITMHAYECKH TIPOSIBIISETCS 00pa30BaHUEM HAMPSHKEHHBIX MTY3BIPEH.

K nmanHo#t rpymme oTHOcSATCS Oymn€3Hbli  meM(Urous, TrecTalluOHHBIHI
neM(Uron, CIM3MCTO-IOMUHAHTHBIN (pyOIiytomuii) nmemdurons, JTuHeHHbIN [gA-
JIepMaTo3, TPUOOPETEHHBIN OYIJUIE3HBIN SMTUAECPMOITU3, & TAKKE UMMYHOKOMIUIEKCHBIC
¥ HaCJIeICTBeHHBIC (POPMBI My3BIPHBIX AepMaTo30B [Schmidt, Zillikens, 2013; Myers,
Culton, 2025].

['myOuHa mopaxxeHusi AEPMO-3MUACPMAIBHOTO COSAMHEHUS OMPENEsieT PUCK
pyOteBanus1, GOPMHUPOBAHUS MUITUYMOB M CTOWKHX (DYHKIIMOHAJIBHBIX HAPYIIICHUH.
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2.2. Knaccupukanuss my3bIPHbIX [€PMATO30B IO MATOreHETHYECKOMY
NPUHIHITY

[TatoreneTnueckass  Kimaccu(UKAIUMsA  OTpaKaeT  BEAYNIUH  MEXaHU3M
dbopmupoBaHus My3bIps U UMEET KIIOYEBOE 3HAuCHHWE JJIs BblOOpa Tepanuu. B
COOTBETCTBUM C JIAHHBIM MPUHITUIIOM BBIJEISIOT CIEAYIOIIUE TPYMIbl My3bIPHBIX
nepmato3oB [Hashimoto u coagt., 2023; byToB u coasrt., 2013].

2.2.1. AymoummyHHble aKaHMOAUMUYECKUE NY3bIPHbLE 0EPMAMO3bl

B ocHoBe naHHBIX 3a00JIeBaHUI JICKUT ayTOAHTUTENbHBIA UMMYHHBIA OTBET
IPOTHUB JI€CMOCOMAJIbHBIX OEJKOB AMUAEPMKCA, YTO MPUBOAUT K AaKaHTOJIMU3Y U
(GbOopMHPOBAaHUIO BHYTPUANHUACPMAIBbHBIX My3bipei. K gaHHOW Trpyrine oTHOCATCA
pasznuuHbie KinHnueckue Gopmel nemburyca [Kershenovich u coast., 2014].

2.2.2. AymoummyHnHnsie cybinudepmaibHvle ny3vipHble 0epMamo3bl

JJ1st 3TOM TPyNIBI XapaKTepHa MPOAYKITUS ayTOAHTHTEI MPOTUB OEITKOB JIepPMO-
SIUJECPMATIBLHOIO COEIMHEHUS C aKTUBAllMEel KOMIUIEMEHTa U BOCHAIUTEIbHBIX
kjeTok. K maHHON rpynme OTHOCATCA NeM(Urouibl, JUHEHHBIN IgA-nepmaro3 u
npuoOpeTEHHBIN OyJUI€3HBIN dnuaepmoiu3 [Schmidt, Zillikens, 2013; Myers, Culton,
2025].

2.2.3. UMmyHOKOMNIIEKCHblE NY3bIPHBLE 0EPMAMO3bl

NMMyHOKOMIUJIEKCHBIE Ty3bIpHBIE J€PMaTO3bl OOYCIIOBJIEHBI OTJIOKEHUEM
HUPKYJIUPYIONIUX UMMYHHBIX KOMIUIEKCOB B KOXE C IOCJEAYIoIeld aKTHUBaIMeH
BOCHAIMTENILHOTO Kackaaa. KiaccMyeckuM TpeicTaBUTENIeM JaHHOW TPYIIIBI
sBisgeTcs repnetTudopmubiii gepmatut dropunra [Salmi, 2019].

2.2.4. HacneocmeeHnHbvle ny3vipHble 0€PMAMo3bl

HacnenctBeHHbIe My3bIpHBIC IEPMATO3bI PA3BUBAIOTCS BCIICACTBUE TCHETHUECKH
0OyCIIOBIIEHHBIX J€(PEKTOB CTPYKTYPHBIX O€IKOB JNHACPMUCA WIH JIEPMO-
snujiepMalibHOr0 coenuHeHus. CoBpeMeHHas Kiaccupukanus 3ThX 3a00JeBaHUMN

OCHOBaHa Ha YPOBHE PACILEIJIEHUsI KOKU U TUIIE opak€HHOro Oenka [Fine u coasr.,
2014].

2.2.5. Hughexkuyuonnuvie ny3vipnole nopasceHuss KOMcu

[Ty3bIpHBIE 2JIEMEHTHI IPU UH(PEKIMOHHBIX 3a00JIEBaHUSX KOXKU (HOPMUPYIOTCS
BTOPUYHO B PE3yJbTaTe MPSIMOTO IIUTONMATHYECKOrO JEHCTBUS BUPYCOB MJIM TOKCHH-
OTIOCPEIOBAHHOTO MOBPEXKICHUS MEKKIIETOUHBIX CBSI3€M U HE OTHOCSITCSA K UCTUHHBIM
y3bIpHBIM JiepMmaTo3aM [byToB u coast., 2013].

2.2.6. Tokcuko-annepzuyeckue ny3vipHvle CUHOPOMBbL

JlanHast Tpymma BKIIOYAET COCTOSHUSI, TPH KOTOPBIX TMOPAKEHUE KOXKH
00yCJIOBIIEHO JIEKAPCTBCHHO-UHAYIIMPOBAHHBIM WM XWMHYECKHM BO3JICHCTBHEM,
peanu3yonmMMcs 4epe3 HUMMYHHO-OMOCPEIOBAHHBIN AanonTo3 KEPaTHHOIMTOB, a
(bopmupoBaHue My3bIpeit HOCUT BTOpHUHBIN Xapaktep [Kershenovich u coasr., 2014].

2.3. Kuaaccupukanusi  my3bIpHBIX  J€PpMATO30B MO0  KJIMHHKO-
MOpP(0JI0rH4ecKOMY NPUHIHITY

B mpakTtrueckoM 31paBOOXpaHEHUH W 0OpPa30BATENBHBIX MPOTpaMMax TaKXKe
UCTIOJIB3YETCSl  KIMHUKO-MOP(OJOTHUECKHA  TOJIXO0M, KOTOPBIA  OOBEIUHSET
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KJIMHUYECKHE TPOSBICHHUS U 3TUONATOreHEeTHYecKue ocoOeHHOCTH 3aboseBanuil. B
paMKax JaHHOrO MOJAXOJA  BBIAEISAIOT  ayTOMMMYHHBIE, HAcCJIEJICTBEHHBIE,
UH(EKINOHHBIC U TOKCUKO-aJNIEprUYecKue My3bIpHbIe 1epMaTo3bl [Ky6aHoB u coaBT.,
2016; byros u coasrt., 2013].

JlanHbIii Ki1accuPUKAUMOHHBIN MOAX0 ] YA00€H ISl KITMHUYECKOTO MBILUICHUS U
MO3BOJISIET OBICTPO OMPEETUTh TUATHOCTUYECKYIO U JIEUEOHYIO TAKTUKY.
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I'nmaBa 3. AkaHToOJUTHYecCKHMEe (BHYTPHANUJAEPMAJIbHbIE) ayTOMMMYHHbIE
Imy3bIPHbIE 1epMaTo3bl (meMdurycol)

3.1. O0masi XapaKTepUCTHKA M MeCTO B KJIACCH(PUKALMHU

AKaHTOJIMTUYECKUE AYTOMMMYHHBIE Iy3bIpHbIE JepMaro3bl (meM@Urycsl)
NPEACTaBIAIOT COO0M TpyNIy XpOHUYECKHX ayTOMMMYHHBIX 3a00JIEBaHUI KOXU U
CIIM3UCTBHIX 000JIOYEK, XapaKTEPUIYIOIIUXCS 00pa30BaHUEM BHYTPUAIUACPMATIbHBIX
ny3bIpeid  BCIIEJICTBUE HAPYIICHHS MEXKJIETOYHOM aAre3ud KepaTUHOILIMTOB.
IlenTpaneHbiM MoOp(donoruueckuM (HEHOMEHOM JAaHHOM TIpyIIbl  3a00seBaHUN
SIBJISIETCS] AKAHTOJIM3 — YTpaTa CLEIUICHUS MEXIY SIUAEPMAIbHBIMU KIETKAMU MIPU
COXPaHHOCTH JIEPMO-3IIHIEPMATIBHOTO COEIUHEHUS.

CornacHO  COBpPEMEHHOM  KJacCHU(pUKALUU ayTOMMMYHHBIX  ITy3bIPHBIX
JepMaTo30B, NEeMUTYChl OTHOCSTCS K BHYTPUANIHIECPMAIbHBIM (opMaM H
IPOTHUBOIIOCTABISIOTCS cyOsnuepManbHbIM OysI1E3HBIM JepMaTo3am
(memuronam), 4To UMEET MPUHIMITUATIHLHOE 3HAUCHHUE JJIs1 TUATrHOCTHKH, IPOTHO3a
u BeiOOpa tepanuu (Kershenovich u coast.; Hashimoto u coasr.).

3.2. dTHoJI0THA U npeapacnojaramme Gaxkropbl
Otuonorus neMQpurycoB sBIsieTCss MHOTO(pakTopHOi. B ocHOBe 3a0oseBanus
JIEKUT TEHETUYECKH JIETEPMUHUPOBAHHAs MPEIPACIIONIOKEHHOCTh K @y TOUMMYHHBIM
peaKuusAM C MOCIEIYIOIIUM BO3ICHCTBUEM SK30T€HHBIX U SHJIOT€HHBIX TPUITEPOB.
K ocHoBHBIM npenpacnonararonium GakropaM OTHOCSATCS:
e reHeTHYECKHE (hakTOphl, BKIOuas accomuaruu c¢ HLA-amnemnsmu (HLA-
DRB10402, HLA-DQB10503), ocobenHo XapakTepHbIe jis IeM(uryca ByIbrapHoro;
s UH()EKIIMOHHBIE U JIEKApPCTBEHHbIE BO3JIEHCTBUS, CIOCOOHBIE WHIYLMPOBAThH
WJIN MOJYJIMPOBaTh Ay TOUMMYHHBII OTBET;
o pusuueckue U xumMudeckue GakTopbl, BKIIIOUYas yIbTpadroIeTOBOE U3IYUCHHE;
¢ OHKOJIOTUYECKHE 3a00JIEBaHMs, Wrparollye KIIYEBYI0 pOJIb B PAa3BUTUU
apaHeoIyIaCTUIECKOro nemguryca;
¢ BAKIIMH-aCCOLMUPOBAHHBIE ~MMMYHHbIE CTUMYJbI, YTO MOJITBEPKIACHO
ONMMCAHUSIMU HOBBIX cilydaeB nem¢uryca mnocie BakuuHauumu npotuB COVID-19
(Corra u coaBr.).
Ot GakTophl peaau3yroT CBOE JelcTBME Ha (OHE HAPYIIEHHOW MMMYHHOM
TOJICPAHTHOCTH U CIIOCOOCTBYIOT 3aITyCKY ayTOAHTUTEIHHOTO MpOIIecca.

3.3. ImmyHonaTorenes nem@purycon

3.3.1. I]enesvie anmuzenvl u aymoanmumeJia

KitoueBbIM 3B€HOM MaToOreHe3a SIBIAETCS OOpa30BaHUE ayTOAHTUTEN MPOTHB
JIECMOCOMAJTBHBIX 0€TKOB smuAepMuca. OCHOBHBIMU aHTUTCHAMM SIBIISTIOTCS:

 necmorienH-3 (DSG3) — mpeuMyIecTBEHHO KCIPECCUPYETCS B HUKHUX
CJIOSIX AMUACPMHUCA U STTUTEITHUH CIU3UCTHIX 000JI0UCK;

o necmoriienH-1  (DSG1l) —  npeWMylIecTBEHHO — JIOKAIHM3YeTCs B
TIOBEPXHOCTHBIX CJIOSIX SIUACPMHUCA,;
o necmokoumHbl (DSC1-3) — 0coOCHHO 3HAYMMBI NMPU HEKIACCUYSCKUX U

IgA-onocpenoBannbix hopmax nemduryca.
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[Ipu memduryce BymprapHom mnpeobnagaroT ayroantutena k DSG3 ¢
BO3MOXHBIM BoBiieueHneM DSG1, Toraa kak mpu nem¢uryce JUCTOBHIHOM aHTUTEIA
HampaBieHbl penmMyiiecTBeHHO NpoTuB DSG1 (Amagai u coasr.; Stanley).

3.3.2. Ponv Knaccoé uMmyHo2i100yaun08

OcHoOBHasi Macca ayTOAHTHTEN MPU KIACCHYECKOM IMeMQUTyce OTHOCHUTCS K
kinaccy 1gG, mpeumymectBeHHo mnojakiaccy lgG4, uto ompeaensieT 0COOCHHOCTH
Te4YeHUs 3a00JIeBaHus U ClIa0yl0 aKTUBAIUIO KOMILIEMEHTA.

[Ipu IgA-nemduryce Beayuryro pojib HrpaloT aHturena kimacca |IgA,
B3aumojencTByomue ¢ Fco-penentopamu  HelTpoduioB U 3alyCcKaroliue
HenTpodubHoe Bocnanenue (Ishii u coanr.).

3.3.3. Moaekynapnole mexanuzmvl aKAHMOoOIU3A

B oTeuecTBEHHOW ~ AEPMATOJOTHYECKOW  JIUTEPATYpPE  TPAAULMOHHO
UCTIONIB3YETCSI TEPMUH «aKaHTOJIM3», 0003HAUAIOLIUI yTPaTy MEXKIETOUHbBIX CBS3EH
MEXAY KEPAaTUHOLUUTAMU € MOCJIEYIOIUM (DOPMUPOBAHUEM BHYTPUSITUAEPMAIBHOTO
pacuierenus. Cieyer NoJ4epKHYTh, YTO TEPMUHBI «aKaHTOJIM3» U «AKAHTOJIA3UCY
SBJISIFOTCS. CAHOHUMHYHBIMU M OTPa’KaroT OJHO U TO k€ MOP(OJIOrMYECKOE SIBJICHUE.
Hcnonp3oBanue BapHaHTa «aKaHTOJIU3HUCH 00yCIIOBIIEHO OyKBaJIbHOM
TpaHCIUTEpallMe  aHIrNIoSA3bIYHOrO  TepMmuHa  acantholysis wu  Bcrpewaercs
IPEUMYIIECTBEHHO B IEPEBOJHBIX MYyOJMKALMAX U COBPEMEHHBIX HCTOYHHMKaX. B
KJIMHUKO-MOP(OJOTHYECKOM UM TaTOrCeHETHUYECKOM KOHTEKCTe 00a TepMHHA
paBHO3HauHbl. COBpEMEHHBIE MPEJICTABIECHUS YKa3bIBAOT, YTO B OCHOBE aKaHTOJIM3a
npu neMpuryce JIEKUT MPEUMYIIECTBEHHO HAapyIICHHE MEXKJICTOYHOM aAre3uu
KEpaTUHOILIMTOB BCJIEICTBHE ayTOAHTUTEI K IECMOTJIENHAM; OJHAKO JAHHBIN ITPOLIECC
HE CBOJUTCS HCKIIOYUTENbHO K MEXaHMYeCKOM OJIoKajae aAre3MOHHBIX MOJEKYI,
IIOCKOJIBKY ayTOQHTHUTENA TaKXe HWHULIUUPYIOT BHYTPUKIETOUYHBIE CHUTHAJIbHBIC
KACKaJIpl, BKIIto4as aktusanuo mytu p38 MAPK, Src-knHa3 u HapymeHuns peryJisnun
IUTAKOTJIOOMHA M aKTHMHOBOIO IIUTOCKENeTa. B  3KCnepuMEHTalIbHBIX MOJENSIX
NoKa3zaHo, 4to uHruduposanue p38 MAPK npenorBpaiaer pa3BuTHEe aKaHTOJIU3A U
KJIIMHUYECKUX TposiBiieHni neMmduryca (Berkowitz u coasr.).

3.3.4. Knemounvie ummyHHble MeXaHU3Mbl

B narorenesze nemduryca ydyactsyer Th2-onocpeoBaHHbI UMMYHHBIN OTBET
¢ npoaykuuei 1L-4 u IL-10, cnocobcTByromuii cuHTe3y ayroantuten kiacca 1gG4;
3HAUUMYIO pOJIb UrpaoT Takke T-dommukynspasie xemmnepsl (Tth) u IL-21,
obOecrieunBamomue co3peBanne u AuddepeHupoBKy B-kietok, a HapymieHue
byHkun T-perynsaTopHBIX KIETOK MOJACPKUBAET MEPCUCTEHIIUI0 ayTOMMMYHHOTO
nporuecca U XxpoHudeckoe teuenue 3aboneBanus (Hertl u coasr.).

3.4. Knunuko-mopdosnorudeckue ¢gopmsl nempuryca

K akaHTOMMTHYECKUM ayTOMMMYHHBIM Iy3BIPHBIM JiepMaTo3aM (reMdurycam)
OTHOCATCS CJEAYIONNE KIMHUKO-MOPQoiornueckue GopMbl: meMpUryc ByJIbrapHBIi;
nempuryc IUCTOBUAHBIN; I[gA-memduryc; mapaHeomacTUYecKuii meMQpUryc;
nempuryc Beretupyrommuii. I[lpu sTom cebopelinbiii  memduryc (pemphigus
erythematosus, cungpom CeHupa—Aiiepa) B COBPEMEHHBIX KilacCUPUKAIMUIX

paccMaTpuBacTCia Kak KJIWHUYECKUM BapHUAHT JIUCTOBUJHOI'O HeM(i)I/Icha, a HC KaK
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camocTtosarenbHas ¢opma 3adoneanus (Kershenovich u coast.; Hashimoto u coaBr.;
Malik u coaBt.; Bolognia u coaBr.; Hertl).

3.4.1. Ilempuzyc eynveapnuiit (Pemphigus vulgaris)

[lemduryc BynbrapHslii gBisieTcsi HauOoee YacTOM M KIMHUYECKH TSDKETON
dopmoii mempuryca u XapakTEpU3yeTCs MNPEUMYLIECTBEHHBIM MOpPaXXEHUEM
CIM3UCTBIX 00osouek M koxku. B 60-80 % ciyuaeB 3abosieBaHuEe JEOIOTUPYET C
MOPAXKEHUsI CIU3UCTON 000JOYKU MOJOCTH pTa (1I€KH, HEOO, AECHBI), YTO HEPEIKO
IPUBOJUT K JUATHOCTUYECKUM OIIMOKAaM M OTCPOUYEHHOMY YCTaHOBJICHHUIO JUArHO3a.
Knuanuecku dopmupyrorcst 0ojie3HEHHbIC, JJIUTEIBHO HE SMUTEIU3UPYIOUIUECS U
CKJIOHHBIE K peLUIMBHPOBaHUIO 3po3ud. [Io Mepe mporpeccupoBaHus mpouecca Ha
KO>K€ MOSIBIISIIOTCS BSJIbIE, TOHKOCTEHHBIE ITy3bIPH, CKIIOHHBIE K OBICTPOMY BCKPBITHIO
c oOpa3oBaHueM OOLIMPHBIX SPO3UBHBIX moOBepxHocTel. [l 3alosieBaHus
XapaKTEepHbI MOJIOKUTENIbHBI cuMnToM Hukonbckoro (oTcioiika snujaepMmuca mpu
OOKOBOM MEXaHMYECKOM BO3ACHCTBUM Ha KJIMHUYECKM HEU3MEHEHHYIO KOXKY) U
cumntToMm Acbo—I'aH3eHa (pacmpocTpaHeHUE My3bIps NpPU HAJABIMBAaHUM HA €ro
nokpsiKy). Ilpu pacnpocTpan€HHbIX popmax oOlIee COCTOSHUE NAUEHTOB MOYKET
CYILIECTBEHHO CTPaAaTh.

Mopdonoruuecku omnpeaensiercss cynpada3albHbIi BHYTPUAIUACPMAIbHbIN
Ny3blp C BBIPAKEHHBIM AKAHTOJIU30M M COXpPaHEHHEM 0a3ajJbHOTO CJIOS KIETOK,
bopMHpYIOIIUM  XapaKTepHYIO KapTUHY «psana TpooHuiy. Ilpu  npsmoii
UMMYHO(ITYOPECIICHIINH BBISIBIISIETCS MEXKIIETOUHOE («ceTdaTtoey) oTinoxkenue [gG u
C3 B omumepmuce. Cepojoruyecku  OOHAPY)KUBAIOTCSA  MUPKYIUPYIOIINE
ayTOaHTHUTENA K IECMOTJIEMHY-3, HEPEIKO B COYETAHUH C AaHTUTEIAMU K IECMOTJIEUHY-
1. Knunnueckne W HMMMYHOJIOTMYECKHE OCOOCHHOCTH 3a00JIeBaHUA MOJIPOOHO
omucaHbsl Amagai u coanT., Stanley, Ahmed u coaBt., Chams-Davatchi u coast., Malik
U COABT.

3.4.2. Ilempuzyc nucmoesuonwtii (Pemphigus foliaceus)

[IpencraBnser coboi MMOBEPXHOCTHYIO bopmy nemduryca,
XapaKTepU3YyIOUIYIOCs TPEUMYIIIECTBEHHBIM MTOPAKEHUEM KOXKH MPU OTCYTCTBUU WU
MUHHUMAJIbHOM BOBJICYEHUHM CIM3UCTBIX o00ojouek. KiumHuyecku 3abosneBaHue
MPOSIBIISIETCS. APUTEMATO3HO-CKBAMO3HBIMU OYaraMu, IMOBEPXHOCTHBIMU 3PO3USMU U
KOpKaMU; THUIHUYHbIE TMYy3bIpU (POPMUPYIOTCA PEAKO U OBICTPO pa3pylIaloTcs
BCJICJICTBUE KpaWHE [MMOBEPXHOCTHOW JIOKAIM3alMU paccioeHus. KimmHudeckas
KapTUHA HEPEJIKO MMUTHUPYET CeOOpeHHBbIN JAepMAaTUT, SKCPOIUATUBHBINA JIECPMATHUT
WIH TICOpHA3, IPU 3TOM OOIIEe COCTOSIHUE MAIIMEHTOB OOBIYHO CTPAaeT B MEHBIIICH
cTeneHu, d4em Tmpu meMmduryce ByisrapHom. J[ns auctoBumHOTO memduryca
KIMHUYeckue cuMntoMbl Hukonbckoro u AcOo—l'aH3eHa Takke MOTYT OBITh
MOJIOKUTENIbHBIMHM, OJJHAKO HMX BBIPAXKEHHOCTb, KaK MPABUJIO, HIXKE, 4YeM MpH
neMduryce ByJbrapHOM, YTO OOYCJIOBJIEHO OOJiee TOBEPXHOCTHOM JIOKaIU3alueh
AKAHTOJIU3A.

Mopdonoruuecku  ompeaenserca  CyOKOpPHEAJbHBIM  AKAHTOIM3  C
dbopMUpOBaHUEM MOBEPXHOCTHOTO BHYTPHUANUAEpPMaAIbHOrO Mmy3bips. [lpu mpsmoit
UMMYHO(ITyOpecIeHIIUN BBISIBJISIETCS MEKKJIETOUHOE OTJIOXKEHHE IgG
MPEUMYIIIECTBEHHO B BEPXHHUX CJIOAX OdmOujaepMmuca. B ChIBOPOTKE KpOBH
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0OHapyKMBAIOTCA ayTOAHTUTENA TJIaBHBIM oOpa3zoM Kk necmorienny-1 (DSG1), guro
OTIpeJIeIsIeT MOBEPXHOCTHBINA XapaKTep MOPAKCHHUS.

CebOopeiinpiii  mempuryc (pemphigus erythematosus, cunapom Cenupa—
Ammepa), TpeACTaBICHHBIA HAa WLIIOCTPAIlMU, PAacCMaTPHBACTCS B COBPEMEHHBIX

KIIaCCH(MKAIMAX KaK KJII/IHI/I‘ICCKI/II/I BapHaHT J'II/ICTOBI/IJIHOI‘O nemduryca (puc. 3.1).
- ¥

' »
UV ‘

Puc. 3.1. Cebopeiinbiii nempuryc (pemphigus erythematosus). B oGnacru
rpyau (cebopeiiHas 30HA) OMpPEAEISIETCS] IPUTEMATO3HBIN OYar C IUIOTHBIMHU JKEJITOBATO-OypBIMU
CIIOMCTBIMH KOPKaMH M TOBEPXHOCTHOM »3po3ueld Ha (QoHE YMEpEeHHOW BOCHAIUTEIbHON
MHOWIBTPAUUU. BBICHIIAHUS JIOKAIHU3YIOTCS TPEUMYIIECTBEHHO B CEOOpEWHBIX OO0NacTIX H
KJIMHUYECKH MOTYT HAallOMUHATh CEOOpEHHBbIN 1epMaTUT WM UMIIETUTMHU3ALHUIO.

On xapakTepu3yeTcsl JOKaIW3allueld odaroB B CeOOpEeWHBIX 30HAX (JIHIIO,
BOJIOCHCTAs 9aCTh TOJIOBBI, BEPXHSS YaCTh TPY/IH), HATHYUEM SPUTEMATO3HBIX OJISAIIEK
C IUIOTHBIMH KOPKaMH W 4YeNIyWKaMH, a TakKe HUMMYHOJOTHYECKHM MPOQHUiIeM,
CXOJIHBIM C JINCTOBUAHBIM NeM(urycom, Bkirouas npeodiananue antuten k DSGI.
Knuandeckue BapuaHThl U 3HAEMUYecKre GOPMBI 3a00JIEBaHUS MMOJPOOHO ONMUCAHBI
Abreu-Velez u coast., Ruocco u coast., Malik 1 coaBT.

3.4.3. IgA-nempuzyc

IgA-nemduryc SIBIIACTCSA penKou bopmoii AKaHTOJIUTUYECKOIO
ayTOMMMYHHOTO  Iy3BIPHOTO  JIepMaTo3a, OTJIMYarouiecss  crneuuduueckuMu
KJIMHUYECKUMM W HMMMYHOJIOTMYECKMMM  XapakTepuctukamu.  KimHuyecku
3a00JIeBaHUE TPOSIBISCTCA MAIyJI0-TyCTYJNE3HBIMU WM BE3UKYJIO-IIYCTYIE3HBIMU
AJIEMEHTaMH, HEPEAKO PaCIOiararoluMUCs reprneTu(OpMHO WIH KOJBIEBUAHO; 3y
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BBIpQXEH Yalle M MHTEHCHBHEE, YeM MpHU KiIaccuyeckux Qopmax mnemduryca, a
TeueHue 3a00JIeBaHUsA, KaK MPaBUJIO, UMeeT Oosiee JOOPOKAYECTBEHHBIH XapakTep.
Mopdonoruuecku BBISBIISIFOTCS BHYTPUATIHIEPMAIIbHbIC HENUTPOUIbHBIE
MHUKpOaOCIECChl, a TpU MNpsIMOA  HUMMYHO(DIyOpPECHEHIIMH  ONpPEeNsIeTCs
MEXKJIETOUHOe oOTiokeHne IgA B osnuaepmuce. CepoOTUYECKH aHTUTENA
NPEUMYILECTBEHHO HAIIPaBJIeHbI IPOTUB JECMOKOJIMHOB, TM1aBHbIM 00pazoM DSCI u
DSC3. Ponb aHTH-I€CMOKOJUIMHOBBIX aHTUTEN B MATOTeHE3€ 3a00IeBaHus MOIPOOHO
paccmortpena Ishii u coart., Koga u coaBt., Rafei u coast., Hashimoto u coaBT.

3.4.4. Ilapaneonnacmuueckuit nemguzyc

[Tapaneomnactuyeckuii neM@uryc sBIsieTCs OJHOM M3 Hauboyiee TAKETBIX
dbopM  ayTOMMMYHHBIX  MY3BIPHBIX  JIEPMATO30B U  aCCOLIMMPOBAH  C
HOBOOOPa30BaHUsAMH, yalie JTuMdorpoandepaTiBHBIMU.

Knunnueckue ocoOeHHOCTH:

o BBIPAKCHHBIM, PE3UCTEHTHBIN K Tepamuu MYKO3UT (MOJOCTh pTa, TIIOTKA,
ryObl);

o MONUMOP(U3M  KOXHBIX  BBICBHIIIAHUN  (My3bIPHBIC, SPUTEMATO3HBIC,
JUXCHOUJIHBIC DJIEMEHTHI);

e YACTOE MOPaXXEHUE JbIXaTEIbHBIX MyTEH C pa3BUTHEM OOJIUTEPUPYIOIIETO
OpOHXHUOJINTA,

¢ BBICOKAs JIETAJIbHOCTb.

Mopdomnorus ¥ UMMYHOTIATOJIOT U

¢ COYETAHHE aKAHTOJIM3a U UHTEP(HENCHOTO JePMATHTA,

o [IM® u ceposiorus BBISABISAIOT AHTUTENA K IIUPOKOMY CIIEKTPY AHTUI'€HOB:
envoplakin, periplakin, desmoplakin, DSG1/3, epiplakin.

Knunndeckue cepun u natoreHe3 noapo6Ho onucansl Tsuchisaka u coaBT.,
Zaheri u coaBt., Anhalt u coaBt., Malik u coaBr.

3.4.5. Ilemepuzyc secemupyroujuii

[lemduryc BereTUpyromuil sIBIsSETCS KIMHUYECKUM BapuaHTOM memduryca
BYJILI'apPHOTO M XapaKTEPU3YETCs MPOTYKTUBHBIM TUIIOM BOCTIAJICHUSI.

Knuanueckre 0ocOOEHHOCTH:

¢ BEreTUpYIOININE, MANMUIJIOMATO3HbIEC Pa3pacTaHus;

o MPEUMYIIECTBEHHAs JIOKAJIM3allUsg B CKJIAJKaX KOXH (TIOJMBIIICYHEIE,
naxoBble 00J1aCTH);

¢ XPOHHUYECKOE TECUCHHE C Mallepalveld 1 BTOpUIHON HHEKITHCH.

Mopdomnorus ¥ UMMYHOTIATOJIOTHS:

¢ AKAHTOJIM3 COYETAETCS C TUIEPIUIa3uel AMUIEPMUCA;

¢ HMMMYHOJOTHYECKUU PO(HIIb aHATIOTUYEH EM(UTYCY BYJIbIapHOMY.

Knunanueckue ocobennoctu ¢popmbl onrcanbl Ruocco u coast., Malik u coasr.,
byToB u coasr.

3.5. /IlmarHocTuka

Jlmarnoctnka TIeM(UTYCOB  OCHOBBIBAETCSI HAa  KOMIUICKCHOW  OIICHKE
KJIIMHUYECKUX, MOP(OIOTUUECKUX U UMMYHOJIOTHYECKUX NaHHBIX. M301upoBaHHOE
NPUMEHEHUE OJHOT0 MeToja 00CIIeIOBAHUS HEJOCTATOYHO M MOXXET MPUBOIUTH K
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JTUAarHOCTUYCCKUM OIMMOKaM, OCOOEHHO Ha paHHHMX CTaausXx 3a00JeBaHUS WIH IMPU
ATUITMYHOM TEUYCHUH.

3.5.1. Knunuueckas ouaznocmuka

KnuHanueckoe oOcienoBaHue SIBISETCS MEPBbIM M 00S3aTEIbHBIM 3TallOM
JTUArHOCTUKH.

OO61mMe KIMHUYECKUE MPU3HAKU TEM(PUTYCOB:

e HAJIMYME BSJIBIX IMy3bIpEH C TOHKOW MOKPBIIIKOM, CKJIOHHBIX K OBICTpOMY
BCKPBITHIO;

« 00pa3zoBaHue 00JE3HEHHBIX PO3UM;

e MOJOXUTEIbHBIN cuMnTOM HUKOIBCKOTO;

¢ XPOHHYECKOE PELUANBUPYIOIIEE TEUEHHE.

Knuanueckue oTiauaus pa3iudHbiX Gopm:

o Ilemduryc BymbrapHplii: paHHEE W HEPEIKO H30JUPOBAHHOE TMOPAKCHHE
CIIM3UCTON OOOJIOYKHM TMOJOCTH PTa, BbIpaKE€HHAas OOJE3HEHHOCTb, 3aTPYy/HEHHE
npuéMa Muiliv; KOKHbIE MPOSBICHUS MOTYT MPUCOCTUHSITHCS MO3/IHEE.

o Ilempuryc AUCTOBUAHBIA: NPEUMYIIECTBEHHOE IOpPAaXXEHUE  KOXKH,
OTCYTCTBUE TMOPAXKEHUS CIU3UCTBIX OOO0JIOYEK; KIMHUKA YacTO IPeACTaBIICHA
KOPKaMHU U 3pUTEMaTO3HO-CKBAMO3HBIMU OYaraMu 0€3 TUITUYHBIX My3bIPEen.

o lgA-nemouryc: NaIyJa0-1yCcTylIE3HbIE AJIEMEHTHI, HEPEAKO c
repreTu(OpMHBIM HIIA KOJBLIEBUIHBIM PACIONI0KEHUEM; 3y BBIPAXKEH CUIIbHEE, YeEM
IpU KJIACCUYECKOM nemduryce.

o [lapaneoruractuueckuii meMuryc: TsOKENBINA, PE3UCTCHTHBIA MYKO3UT,
noJIMMOPGU3M  BBICHITIAHUN, COYETAHHWE IY3BIPHBIX, JPO3UBHBIX W JIMXCHOWIHBIX
AJIEMEHTOB; 0053aTeJbHBIN OUCK OITyXO0JIEBOIO MpOLIECcca.

Knunndeckre 0coOeHHOCTH pa3auYHbIX (OpM MOAPOOHO omHMcaHbl Amagai u
coaBnT., Ruocco u coast., Malik u coaBt., Tsuchisaka u coaBt., Zaheri 1 coaBT.

3.5.2. I'ucmonozuueckoe ucciedosanue

o [T'ucronormyeckoe UCClEIOBaHUE KOXKU MPOBOJUTCA C LEIBIO YTOUHEHHS
YPOBHSI Iy3bIpeo0pa30BaHus U MOATBEPKICHUS HAIMUMS akaHTonu3a. st Bcex popm
nempuryca  xapakrepHo (popMUpOBaHUE  BHYTPUAIUIAEPMAIBHOIO  IY3bIpS,
0OyCJIOBJIGHHOTO YTpPaTOM MEXKKJIETOYHBIX CBS3€H MEXIy KEpaTMHOLUUTAMH, TPH
OTCYTCTBUU TEPBUYHOTO TMOPAKEHHUS ACPMO-AIUACPMAIBHOIO COEIUHEHUS, YTO
OPUHIIMIHAIGHO OTIMYaeT MEeMUTYChl OT CyOSMUIAECPMAIBHBIX ayTOMMMYHHBIX
J€pPMAaTO30B.

['ucronornyeckue pazauans Mexay hopMamu:

o Ilemduryc Bymbprapusii — cymnpada3aibHBIi Iy3blp C COXPaHEHHUEM
0a3abHOTO CIOS («PSiJ TPOOHUID ).

o Ilemduryc nmucToBUIHBIN — CyOKOpHEATHHBIN aKAHTOJIHU3.

o IgA-nmemduryc — BHYTPUINUICPMAJIbHBIE HeUTpoUILHBIE
MHUKPOAOCIIECCHI.
o [Ilapaneomnactuueckuii neMpuryc — COUETaHME aKaHTOJIM3a U

UHTEPPEHCHOTO AEPMATHTA.
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Crnenyer mOIYEpKHYTh, YTO TMCTOJOTMYECKas KAPTHUHA HE SBIISIETCS CTPOrO
CHeu(pUUIHON M  JODKHA  WHTEPIPETHPOBATHCS B COBOKYIHOCTH  C
UMMYyHOIoruueckuMu Metoamu (bytoB u coaBt.; KyOaHoB 1 coasT.).

3.5.3. Ilpamasa ummynogharwopecuenyusa (IIHD)

[Ipsmas ummyHodpayopecuenuus ([IN®D) sBngercs «30J0TbIM CTaHAAPTOM)
JUArHOCTUKH NEM(UTyCOB U JOJIKHA BBITIOJIHATHCS BCEM MallUEHTaM C MOJA03PEHUEM
HAa ayTOMMMYHHBIM Ty3bIpHBIA jAepmaro3. HMccienoBaHue mO3BOJISET BBISIBUTH
XapakTep M JIOKAJIM3alMI0 MMMYHHBIX JIETIO3HUTOB B KOXKE, YTO HMEET pellaoliee
3HaYCHUE JUIsl BEpU(PUKALIMK TAarHO3a.

Meronuka:

buonitatr 6epércs mepune3noHaIbHO, KaK MPaBUII0 HA PACCTOSHUU 3—5 MM OT
oyara MOpa)K€HHs, U3 KIMHUYECKH HEU3MEHEHHOW WJIM MHUHUMAJIbHO HU3MEHEHHOU
KOXKM. Marepuan mnomeniaercs B CHEHUAIbHYIO TPaHCIOPTHYIO Cpeay Juist
UMMYHOQITYOPECIICHTHOTO HCCIIeIOBaHus ©u He (Qurcupyercs B (hopmanuHe,
IIOCKOJIBKY (popManuHoBas QuKcanus pa3pylmiaeT UMMYHHbIE KOMILIEKCHI M JI€IaeT
nposeneHue [1M® HeBO3ZMOKHBIM.

TunuuHble HAXOAKHU MPU PA3TUYHBIX opmMax:

o Ilemduryc BynbrapHblii ¥ JUCTOBUAHBIA — MEXKKIETOYHOE («CETYATOEY)
ceeuenue IgG n/mm C3 B snuaepmuce;

o IgA-ntemduryc — MexKJIETOUHOE CBeueHHE IgA;

o [Tapaneomnactuueckuii nempuryc — MexxkieTouHoe ceeuenue IgG, Hepeako
COYETAKIIEECs € JIMHEHHBIMH JENO3UTaMU IO JEPMO-3IHUAEPMAIBHOMY COEIMHEHHUIO.

[IN® mno3BossieT HAAEKHO OTIUYUTH MEeM(UTYChI OT CyOAMUAEPMATBHBIX
OyJUIE3HBIX JI€PMATO30B, MPU KOTOPBIX BBIABISIETCA JIMHEHHOE CBEYEHUE BIOJIb
6azanpHOM MeMmOpans! (Schmidt, Zillikens; Hashimoto u coasr.).

3.5.4. Ceponozuueckue memoowvt (HDA)

Ceponoruueckue Metoasl wuccieaoBanus (MDA) wucnonwiyrores s
BBISIBJICHUS U KOJMYECTBEHHOM OLICHKU IUPKYJIUPYIOMIUX ayTOAHTUTE.

Jlnarnoctudeckoe 3HaueHue MDA
[Temduryc Bynbrapusiii — antutena k DSG3 = DSGI;
[Temduryc nuctoBuanbiii — anturena k DSG1;
IgA-iemMmpuryc — anturena k gecmokoitinaaM (DSC1-3);
[Tapaneomnactuyeckuii MeMQPUryc — I[IUPOKUH CHEKTP ayTOAHTUTEN
(envoplakin, periplakin, desmoplakin, DSG1/3, epiplakin).

TuTpbl aHTUTEN KOPPEIUPYIOT C AKTUBHOCTHIO 3a00JIE€BAHUS U MCHOJIB3YIOTCS
TuTst MOHUTOpUHTA 3 dekTrBHOCTH Tepanuu (Amagai u coasT.; Malik u coaBrt.; Ishii u
COABT.).

3.5.5. lugpgpepenyuanvnan ouaznocmuxa

HuddepennuansHas JuarHocTuKa meMQpurycoB MPOBOIUTCSA MPEXKIE BCETO C:

o cyOsmuaepManbHBIMU OYJUIE3HBIMU JepMaTo3amMu (Oyiié3HbIi nmeMpuronsa,
CIIM3UCTO-IOMUHAHTHBIN TEeM(HUrona), MpU KOTOPHIX OTCYTCTBYET aKaHTONHU3 U
BhIsIBIIsSIETCS TuHEHOe cBeueHue [gG/C3 no 6azanbHOM MeMOpaHe;
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o HACIEJCTBEHHBIMH AaKAaHTOJMTHYECKUMHU Jepmaro3amu (0oie3Hbp Xenn—
Xetinu, 6one3ns Jlapwe), xapakrepusytonumucs otpunareabHoit [TMD u cemeitnbim
aHAMHE30M;

o MH(EKIMOHHBIMU M TOKCHUKO-aJUICPTHUYCCKUMU ITy3bIPHBIMU TTOPAKCHUSIMU
KOXH.

OCHOBHBIC TUATHOCTUYCCKUE PA3IMYUS MKy STUMHU TPYIIIIaMH 3a00JICBaHUMA
noApoOHO n3JI0kKeHbI B padborax Kybanosa u coarT., Schmidt u Zillikens, Fine u coasr.

3.6. IIpyHIMIIBI JIeYeHUs

JledeHne TmeM(UIycOB HaIlpaBiICHO Ha IOJABJICHUE ayTOMMMYHHOTO
BOCITAJIUTEIILHOTO TIpoliecca, MPEKpalleHue aKaHTOJIW3a, JOCTHKCHHE KIMHHUKO-
UMMYHOJIOTHUECKOW PEeMHUCCUU U €€ MOoJjep>KaHue MPH MHUHUMAIBHO BO3MOKHOMU
JekapcTBeHHOH Harpy3ke (Ruocco u coast., 2013; Malik u coasr., 2021).

CoBpeMeHHbIE TEPANeBTUYCCKUE IMOIXObI OCHOBAHBI Ha KOMOWHHPOBAHHOM
NPUMEHEHUN  CHUCTEMHBIX  TIIOKOKOPTUKOCTEPOUIIOB,  MMMYHOCYIIPECCUBHBIX
IpernapaToB W TAPTETHOW OWOJIOTHYECKOW TEeparuu, YTO OTPAXKAeT COBPEMEHHBIC

npeACTaBIeHUs O MaTtoreHese 3adosneBanust (Amagai u coasT., 1991; Hertl u coasr.,
2006).

3.6.1. Obuwgue npunyunvt mepanuu

KitoueBbIMU LIETISIMU JICUEHUS SIBIISIIOTCSI OBICTPOE MPEKpalICHUE MOSBICHUS
HOBBIX ITy3bIPEH, PMUTENU3AIUS SPO3UN KOXKHU U CIUZUCTBHIX 000JIOYEK, CHUXKEHUE
AKTUBHOCTU ayTOAHTUTEIHHOTO Tpoliecca U NMpopuIaKTUKa PEIUANBOB 3a00IEBaHUS
(Malik u coasr., 2021; Kershenovich u coast., 2014).

Tepamust MoKHA HAYMHATHCS KaK MOXHO pAaHBINE IOCIE YCTAaHOBJICHUS
JMArHO3a W MPOBOUTHCS MO JMHAMUYECKUM KIIMHUKO-TA00PaTOPHBIM KOHTPOJIEM.

3.6.2. CucmemHnule 2110KOKOPMUKOCMEPOUObL

CucreMHbIE TITIOKOKOPTUKOCTEPOUIBI SBJISIOTCA OCHOBOW HWHAYKIHOHHOMN
Tepanuu MpU BCeX KIMHUYECKUX (opmax nem¢uryca u o0OecrneyruBarOT OBICTPHIi
KoHTpoJib 3a0osieBanust (Chams-Davatchi u coast., 2007; Beissert u coast., 2010).
Cucremnuble riokokoptukoctepousbl (I'KC) sBasitorcst mpenaparoM nepBod JIMHUA
IpU UHAYKIIMU peMHUCCUU TIpHU Bcex dopmax nemduryca. X HazHaueHue mokasaHo
HEMEJJICHHO TI0CJIe TIOITBEPKACHUS TMarH03a, 0COOCHHO MPH MOPAKEHUH CIU3UCTHIX
000JI04YeK U pacIpoCTpaHEHHOM KOKHOM ITpoIIecce.

Cmapmosas mepanus (uHOyKyuonHas ¢aza)

CraproBast Tepanus (MHAYKIIMOHHAs (a3a) mpu memduryce HampaBiieHa Ha
OBICTPOE TOJIaBJICHHE AyTOMMMYHHOW aKTHBHOCTH W TpEKpalieHrne o0pa3oBaHUs
HOBbIX  my3biped. [IpemapatomM  mepBod  JIMHUKA  OCTAa€TCd  CUCTEMHBIN
[JIFOKOKOPTUKOCTEPOU], — IMPEAHU30JIOH, Ha3HaYaeMblil per os. PekomeHayemasi
HavasibHast 103a coctaBisieT 0,5—1,0 Mr/Kr/CyT pu JIETKOM B CPETHETSHKETOM TCUCHHUH
3aboneBanus, 1,0—1,5 Mr/kr/cytr — mpH TSDKETOM TEUEHUU, U MOXKET JOCTUTATh 2
MT/KT/CYyT TpU OBICTPO MPOTPECCUPYIONMIEM WM >KU3HEYTPOKAIOIIEM TMPOIIecce.
OxuaeMblii KIMHUYECKUM KOHTPOJIb 3a00JI€BaHMs, BRIPAKAIOIIUNCS B IPEKPAILICHUN
MOSIBJICHUS] HOBBIX AJIEMEHTOB M Hayaje AMUTEIU3aluy 3p031ii, 0OBIYHO JOCTUTaeTCs
B TeueHue 7—14 nuHen.
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Ilynvc-mepanus (npu masxcénvix popmax)

I[Ipu Tsokénpix ¢dopmax  3a00JeBaHUS  MPUMEHSETCS  IMYJIbC-TEparus
CHUCTEMHBIMH TIIIOKOKOpTUKOCTeponaamMu. [lokazaHusIMu K €€ TPOBEICHUIO SBIISIOTCS
MAaCCHMBHOE TOpPaKCHUE KOXKM, BBIPAXKEHHBIM MYKO3HUT, PE3UCTEHTHOCTh K
CTaHJIapTHOM MepopaabHON Teparuu, a TakKe OBICTPOE MPOrpecCUpoBaHue Mpoiiecca.
B 3Tux ciydasx Ha3HA4aeTCs METWINPEIHU30JIOH BHYTPUBEHHO B 103€ 500—1000 Mr
B CYTKHU Ha MPOTSHKEHUHU TPEX MOCIEI0BATEIIBHBIX IHEH C MOCIEAYIOIIUM MEPEX0I0M
Ha MepOPaTbHBII MPUEM NMPETHU30I0HA B COOTBETCTBYIOILIEH MOACPKUBAOIIEH 103€.

Kpumepuu oocmusicenus konmpons 3a601e6aHus

KoHTposb cuuTaeTcsi JOCTUTHYTHIM TIPH:

o TPEKpaIICHUU TOSIBJICHUS HOBBIX MTy3bIPEH;

¢ Haualie AMUTENIN3ALNUN CYIIECTBYIOIIUX 3PO3UI;

o YMEHBIIEHUU OOJIC3HEHHOCTHU CIIM3UCTHIX;

o CTa0MIM3aIUU OOIIETO COCTOSIHUS TAI[UEHTA.

OOBIYHO 3TO MPOUCXOUT Yepe3 2—3 HeJEeIH TepaIluu.

Cruodicenue 003wl (¢haza konconuoayuu)

[Tocne mocTukeHUsT KIMHUYECKOTO KOHTPOJIS 3a00JieBaHUs HauuHaeTcs ¢asza
KOHCOJIUJAIIMHU, 1IEJIBI0 KOTOPOU SIBJISIETCS MOCTETIIEHHOE CHIKEHHUE /103l CUCTEMHBIX
TJIIOKOKOPTUKOCTEPOUIOB MPHU COXpaHeHUU pemuccuu. CHIKEHHE JOJIKHO OBITh
MO3TAMHBIM U KOHTPOJHMPYEMBIM, TIOCKOJIBKY PpE3KO€ yMEHBIIEHUE J03bI
ACCOIIMMPOBAHO C BBICOKUM puckoM peruanBa (Ahmed u coast., 2006; Chams-
Davatchi u coast., 2007). Ilocne crabunu3anuu mporecca peKOMEHIyeTCsl yMEHbBIIIATh
103y MpeaHn30i0Ha Ha 5—10 Mr kaxasie 1-2 Hegenu 10 JOCTUKEHUS YPOBHS OKOJIO
0,5 MI/KT/CyT, TIOCJI€ YETO TEMIT CHUKEHUS 3aMEIJISTIOT — MPUMEPHO Ha 5 MT KaxbIe
2—4 Henenu mpu OTCYTCTBUU KIIMHUYECKUX MPU3HAKOB 00ocTpenus. HeoOocHOBaHHO
OBICTpOE CHIDKEHUE J103bl SIBIISIETCS OJHOM M3 HauboJiee YacThIX MPUYUH PEIUIUBA
3a00JIeBaHUSl.

Iloooeporcusarowas mepanus

[TonnepsxuBarorias Teparnust mpeanoiaraeT IpueéM MUHUMAIBHO A(HPEKTUBHON
J03bl MPEIHU30JI0Ha, Kak mpaBwio 5—10 mr/cytr, B TedeHue 6-12 mecsieB ¢
WHIUBUIYAIbHOM KOpPPEKIMEe B 3aBUCUMOCTH OT KJIMHUYECKOW JTUHAMUKH U
UMMYHOJIOTHUECKMX ToKa3zateneid. [lonHas oTmMeHa mpemapata BO3MOXHA MpU
CTOMKOW KIMHUYECKONW PEMHUCCUU MPOAOIKUTEIBHOCTEIO HE MeHee 12 mecsles,
OTCYTCTBUU TIOSIBJICHUSI HOBBIX 3JIEMEHTOB M HHU3KHX JIMOO OTPHIIATEIBHBIX THUTpax
AHTUTEI K JIECMOTJICUHAM.

Ocobennocmu npu pazniuuHslx Gopmax

Oc0OEHHOCTH TIIOKOKOPTUKOCTEPOUIHOM Tepanuy 3aBUCAT OT KJIMHHUKO-
Mopdornoruueckoi popMbl meMPuryca u BeIpaXeHHOCTH Tpotiecca. [Ipu nemduryce
ByJIbTapHOM, Kak HauOosiee TsokEnmoit Qopme 3abosneBanus, yamie Tpedyercs
Ha3HaueHue Oosiee BBICOKMX CTapTOBBIX 103 MPEAHU30JI0Ha — B mpexaenax 1-1,5
mr/kr/cyt. Ilpm  nuctoBumHoM  meMmduryce, XapakTepusyromeMmcs — Ooiee
MTOBEPXHOCTHBIM TIOPAXECHUEM U, KaK MPABUIIO0, MCHEE BBHIPAKCHHBIMUA CHCTEMHBIMU
MPOSIBJICHUSIMU, BO3MOXHA MHUITMAIKS Tepanuu ¢ 103 0,5—1 mr/kr/cyt. IgA-nemduryc
HEpPEJKO OTBEYaeT Ha 0oJiee YMEpPEHHbIE J03bl TIIOKOKOPTUKOCTEPOUIOB; B
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OTJENbHBIX CIy4yasX MPUMEHSIOTCS albTepHATUBHBIE TEPANleBTUYECKUE CXEMBI C
y4€TOM €ro UMMYHOIIATOJIOTHYECKUX OCOOEHHOCTEH.

[Ipy  mpoBeseHMHM  CHUCTEMHOW  Tepamuu  TIIIOKOKOPTUKOCTEPOUAAMU
JUIMTEJIbHOCTBIO OoJiee 4eThIpEX Heaenb o0s3aTelbHa NpOo(UIAKTUKA CTEPOUI-
aCCOLIMMPOBAHHBIX OCIIOKHEHUH. PekoMeH TyeTcs Ha3HaueHHEe MPenapaToB KalbIHs B
no3e 1000-1500 mr/cyt u Buramuna D B noze 800-2000 ME/cyT, a npu Haau4uu
(GakTOpOB pHCKa OCTEONOpO3a — PACCMOTPEHHE BOMpoca O MPUMEHEHHH
ouchochonaroB. HeoOxomaum peryispHbIi KOHTPOJb YPOBHS TIHUKEMHH W
apTepuasIbHOTO JABJIEHUS, MCIOJIb30BAHME WHTHOUTOPOB MPOTOHHOM MMOMIIBI IS
racTpONPOTEKIINH, a TAKXKE MPOBE/IEHNE MPOQUITAKTUKN HHPEKIIMOHHBIX OCTIOKHEHHM
10 KJIMHUYECKUM MoKa3zaHusM. CielyeT NoJ4epKHYTh, YTO AJUTENIbHAas MOHOTEpaIus
[IIIOKOKOPTUKOCTEPOUJIAaMU  HE PEKOMEHJYETCS B CBSI3U C BBICOKHMM PHCKOM
CUCTEMHBIX MOOO0YHBIX dS()PexkToB U TpedyeT KOMOWHHPOBAHHOTO TOAXOAA C
UCTIOJIb30BAaHUEM CTEPOUICOEpEraroIInX MpenapaTos.

3.6.3. Cmepouo-coepezarouias uMMyHOCYRPECCUBHAS MEPANU

Ha3znauenne  crtepoma-cOeperaronux  UMMYHOCYIIPECCOPOB  SIBISIETCS
00s13aTeNIbHBIM ~ KOMIIOHEHTOM  KOMIUIEKCHOM  Tepanmuu  nemduryca  Mpu
CPEAHETSIKEIOM U TSKEIOM TeUeHUH 3a00seBanus. X npruMeHeHne mo3BoIseT:

¢ CHHU3UTbh KYMYJSTUBHYIO 03y CUCTEMHBIX TTIFOKOKOPTUKOCTEPOUIOB;

e YMEHBUIUTbH PUCK CTEPOUI-ACCOLMUPOBAHHBIX OCIOKHEHUM;

o TIOBBICUTH YaCTOTY CTOMKON PEMUCCHUH,

e CHU3UTH YacToTy peruanBoB (Beissert u coart., 2010; Malik u coasr., 2021).

NmMmyHOCyTIpeccHBHBIE MpenapaTbl PEKOMEHIYETCSl Ha3HAYaTh OJTHOBPEMEHHO
¢ HayanoMm cucteMHoi tepanuu ['KC unu B TeueHne nepBbix 2—4 HeIelb JICUEHUS.

[Toka3zaHus K HA3HAYECHUIO

o CpEOHETSHKENOE U TSHKENIOE TeUeHHE TEM(Uryca;

¢ HEOOXOAMMOCTb CTAPTOBOM J103bI NPEIHNU30J0HA >1 MI/KI/CyT;

o peuuauB npu cHkeHuu 10361 ['KC;

¢ CTEpPOM]I-3aBUCUMOCTH;

e Ppa3BUTHE BRIpAKECHHBIX M0O0YHBIX 3 dexToB ['KC;

¢ MPOTUBOIOKA3aHUSA K IJIUTEIBbHON TEPAIIUU IITIOKOKOPTUKOCTEPOUIAMU.

Azamuonpun.

MexaHu3M  JCHUCTBUSA: HWHTHOMPYET CHHTE€3 TIYPUHOB M  MOJABISET
nponudeparuio T- u B-nmumdoruTos.

Jlo3upoBka

o 1,5-2,5 Mr/Kr/cyT BHYTpb.

Ilepen Ha3zHaueHHWEM pPEKOMEHAYETCA oOlpenesieHue axktuBHoctd TPMT
(TuomypuH-MeTHIATpaHchepasbl) IS CHIDKSHHS pPUCKA MUEITOTOKCUYHOCTH.

Hauano s¢dexra uepes 4-8 nenenp.

Monutopunr: OAK kaxnaeie 1-2 Hemenu B mepBble 2 Mecsl, Jajnee —
exemecaaHo KoHTpons AJIT, ACT.

Yame npumeHsiercs TmnNpu NeMPUryce BYJbrapHOM U JIKCTOBUIHOM.
D¢ deKTUBHOCTh MOATBEPKICHA B PAaHIOMU3UPOBAHHBIX HccienoBaHusax (Beissert u
coasT., 2010).
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Muxogpenonama mogpemun (

MexaHu3m JencTBUs

CenextuBHO moAaBisger mnponudepanuto B- u  T-numdonuroB mnytém
MHTMOMPOBAHUS CUHTE3a T'YaHO3MHOBBIX HYKJIEOTHIOB.

Jo3upoBka: 2-3 r/cyT BHYTpb (B 2 mpuéma).

Hauano s¢dexra: yepes 4—6 Henemnb.

[IpeumyiiecTBaMu  SIBJASIOTCS Jydllas NEPEHOCHUMOCTb [0 CPaBHEHUIO C
a3aTUONPUHOM U MEHBIINN PUCK T€NaTOTOKCUYHOCTH.

Monutopunr: OAK, ¢yHKUMM TI€4eHH, KOHTPOJb  HWHOEKIMOHHBIX
OCJIO)KHEHHM.

Huknocnopun

Hcnonp3yeTcs pexe, IPeUMYIIECTBEHHO IPU PE3UCTEHTHBIX (hopMax.

Jlo3upoBka: 3—5 Mr/Kr/cyT.

Orpannuenusi:  HE)POTOKCUYHOCTh,  apTepualbHas  TUNEPTEH3U U
HEO0OXOIMMOCTh KOHTPOJIS YPOBHS KpeaTuHuHa 1 A/l.

IIpooonsxcumenvrnocme mepanuu. IMMyHOCYTIpeCCUBHAs TE€pamnusi MPOBOJAUTCS
He MeHee 12-18 wmecsAmeB [0 JOCTMKEHHS YCTOMYMBOM KIMHUYECKOW U
UMMYHOJIOTHYECKOM PEMHUCCUU C TOCTENEHHBIM CHIJKEHHEM JI03bl  IOCIe
CTaOMIIM3AIMU COCTOSHUS.

Kpumepuu s¢hgpexmusnocmu:

¢ OTCYTCTBUE HOBBIX ITy3bIPEN;

o CHIDKCHHE JI03bI TIPeTHN30J10Ha 10 <10 Mr/cyT;

o CHIDKEHHE TUTPOB aHTH-DSG;

¢ OTCYTCTBHE PEeLANBOB NpH nonsiTke pexykunu ['KC.

[lepexon Kk OMOTOTUYECKON TEpanuH MOKa3aH MPU OTCYTCTBUU KIMHUYECKOTO
s dekTa OT cTaHIAPTHON MUMMYHOCYNPECCUBHON Tepanuu B TeueHue 3—4 MecsIeB,
HEBO3MOXHOCTH CHUKEHUS J03bl CACTEMHBIX MIFOKOKOPTUKOCTEPOUIOB O€3 peliuIuBa
3a00s1eBaHusl, pA3BUTHUH BBIPAXKEHHBIX CTEPOUI-ACCOLMUPOBAHHBIX OCIOKHEHUMN JINOO
IpU PEeLUIUBUPYIOLIEM T€UEHUU NMeM@uryca; B yKa3aHHbIX CUTyalUsiX MpenapaToM
BbIOOpA sIBIIsIETCA pUTYKCUMAO, 3(h(PEKTUBHOCTH KOTOPOro MOATBEPKACHA JTaHHBIMU
PaHIOMHM3UPOBAHHBIX KIMHUYECKUX HccienoBanuii (Joly u coast., 2017).

3.6.4. buonozuueckan mepanus

Purykcumab — xumepHoe MOHOKJIOHANbHOE aHTuTeno Kk CD20-antureny B-
TUM(GOITUTOB — B HACTOSIIEE BpEeMsl pacCMaTpPUBAETCsA Kak IMpernapaT BhIOOpa TpH
CPENHETSDKENOM M TsDKETOM TeMduryce, a TakkKe TPHU CTEPOUI-PE3UCTCHTHBIX H
CTepoua-3aBUCUMBIX (opmax 3abosieBanust (Ahmed u coast., 2006; Joly u coasr.,
2017). Putykcumal cenekTuBHO cBsizbiBaeTcsa ¢ CD20-penientopoM Ha MOBEPXHOCTH
npe-B- u 3penbix B-nmumdonuToB, BBI3bIBAS HMX DIMMHUHAIMIO TOCPEICTBOM:
AHTUTENI03aBUCUMON KIIETOYHON ITUTOTOKCUYHOCTH, KOMILIEMEHT-OMOCPEIOBAHHOTO
JU3Kca U UHIAYKIHUH aronTo3a.

Hernenust B-kIeTOK TPUBOAWT K CHIDKCHHUIO TMPOIYKIIMHA IMaTOTCHHBIX
ayTOAHTUTEN K JEeCMOIJIEMHAM U JIPyTMM JIECMOCOMAJIbHBIM O€jKaMm, 4YTo
CONPOBOXK/JIACTCSI MPEKpaIleHUEM aKaHTOJIM3a U KIMHUYECKON cTabuin3anuei
3a00s1eBaHus.
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Putykcumab pekomeHayeTcs:

o TIPU CPEAHETSHKEIIOM U TSIKENIOM TieMpuryce;

o IIPU CTEPOUI-PE3UCTEHTHOCTH;

o IPU CTEPOU]I-3aBUCUMOCTH;

o IIPU PELIUANBUPYIOIIEM TCUCHUH;

o IpU HEOOXOAMMOCTH ObICTpOro cHUxkeHus 1036l ['KC;

o IPU PA3BUTHUH BBIPAKEHHBIX OCJIIOKHEHUN TOPMOHAIIBHON TEPAMHH.

B nacTosiee Bpemst Bc€ yale paccMaTpUBAaETCsl BO3MOKHOCTh €r0 IPUMEHEHUS
B KaueCTBE Tepanuu MepBOil JIMHUKA B KOMOMHAIIMY C KPATKUM KypPCOM TMPETHU30I0HA
(Joly u coasr., 2017).

B kiIMHHAYECKON NpPaKTUKE NPUMEHSIOTCS JBE OCHOBHBIE CXEMBI BBEICHMS
puTyKcumaa: Tak Ha3bpiBaeMas «peBMaroioruueckas» cxema (1000 Mr BHyTpHUBEHHO
C TIOBTOPHBIM BBeleHuWeM uepe3 14 gHeit) m «immumdpomHas» cxema (375 mr/m?
BHYTPHUBEHHO €XEHEACIbHO B TEYEHUE 4YeThIpEX Henenb). O0e  cxemsl
IPOJEMOHCTPUPOBAIN KIMHUYECKYIO 3(P()EKTUBHOCTh NMpU NEeMPpuryce, OJHaKoO B
HACTOSIIIIEE BPEMS Yalle UCIIOJIb3YETCS PEBMATOIOTHYECKUN PEXKHM.

Purykcuma0, kak nmpaBuiio, IpUMEHSETCS B KOMOMHAIMU C KOPOTKUM KypCOM
peIHU30JI0Ha C MOCJIETYIOLIUM OBICTPBIM CHUKEHUEM JI03bI
TIIIOKOKOPTUKOCTEPOUIOB;, Ha JTane KOHCOJIWAAIMK BO3MOXHO COYETaHUE C
UMMYHOCYIIPECCOPAMH, YTO IO3BOJISET MOBBICUTh YACTOTY YCTONYHMBOW pEMUCCHH,
CHU3UTh KYMYJIATUBHYIO CTEPOUJIHYIO HArpy3Ky M YMEHBIIHTh PHUCK THKEIBIX
ocioxxuennit (Ahmed u coasr., 2006; Joly u coaBrt., 2017).

Oddexr Tepanmuu OOBIYHO TPOSIBISIETCS MPEKPAIICHUEM TMOSBICHUS HOBBIX
ny3blpeli B TeueHue 2—6 Heaellb C TMOCIHEAyIoUEd SNUTeIn3aluel 3po3uil u
CHIDKeHHEM TUTpoB aHTU-DSG1/3; moBTOpHBIE KypChl MOKa3aHbl MPU KIMHUYECKOM
peuuauBEe WM BOCCTAHOBJIEHUHM B-KJIETOK, mpu 00s3aTE€IbHOM MPEIBAPUTEIHLHOM
CKpUHUHIE HAa MH(EKUUU U PEryasipHOM JabOpaTOPHOM MOHHUTOPHUHIE B CBS3H C
PUCKOM MH(Y3UOHHBIX peakluil, ”HPEKUUHA U TUIIOTaMMarjio0yJIMHEMHH.

[lepen HauanoM Tepanuu puTykcuMaboM 00si3aTeIbHbl CKPUHUHT Ha BUPYCHBIE
renatutel B u C, BUY-uHdekuuio, HCKIOUECHHE AaKTHUBHBIX HWHOEKIIMOHHBIX
IPOLIECCOB U OIEHKA YPOBHS MMMYHOTJIOOYJIMHOB; B XOJI€ JICYEHHUS MPOBOJIUTCS
PEryJsipHBIA KOHTPOJH OOIIEro aHalu3a KpPOBU, YPOBHS HMMYHOTJIOOYJIMHOB U
KIMHAYECKUX  TPU3HAKOB  HMH(PEKIMOHHBIX  OCJIOXHEHWW, yYWUTHIBasg  PHUCK
WH(Y3UOHHBIX Peakinii, THPEKINH U pa3BUTHS TUTIOTAMMArio0y IMHEMHUH.

B coBpemMeHnHOI cTpaTeruu geueHus neMpuryca puTykcumMad paccMaTpuUBaeTCs
HE KakK pE3epBHBIA, a KaK OJMH M3 KIIIOYEBBIX MATOTCHETHYECKH OOOCHOBAHHBIX
IpernapaToB, MO3BOJSIOLIMI  00ecreunTh paHHUM  KOHTpOJb  3a00JieBaHUA,
MUHHAMH3UPOBATh CTEPOUIHYIO HArpy3Ky M JOCTHYb YCTOMYHMBOW PEMHCCHM IpPH
CPEMHETSHKENBIX U TSIKENBIX (popMax OOJIE3HHU.

O¢ddexTuBHOCTH puTyKCuMada MOATBEPAKICHA KPYITHBIMU
pPaHJAOMU3UPOBAHHBIMU  KIMHUYECKUMHU  HCCIEAOBAaHUSIMHU, B  TOM  YHUCIE
uccienoBanueMm Ritux-3, npoaeMOHCTpUPOBABUIMM OO0J€€ BBICOKYIO YacCTOTY
YCTOMYMBOM PEMHUCCHM IO CPABHEHUIO C MOHOTEPANMUEN TNIFOKOKOPTHUKOCTEPOUIAMU
(Joly u coasr., 2017).
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3.6.5. Komounuposannsie cxemol 1eveHus

KoMmOunupoBannass  Tepanusi  nemduryca, BKJIIOYAIONas  CHUCTEMHBIE
TITFOKOKOPTHUKOCTEPOUIBI, CTEPOHI-COEPETAIONINEe MMMYHOCYIPECCHBHBIC TIPETIapaThI
U, TIPU TOKA3aHUAX, OMOJIOTHYECKYIO TepaIuio, SABJsSETCs Hanboiee 000CHOBAHHOM ¢
MATOTEHETUYECKOW TOYKH  3pPEHHUS, TIOCKOJIBKY  ITO3BOJISIET  OJHOBPEMEHHO
BO3/ICCTBOBATh HA TYMOpPAJbHBIE MW KICTOYHBIE MEXaHHU3Mbl ayTOMMMYHHOTO
BOCHIAJICHUS, TOJABJIATh MPOJYKIMIO ayTOAHTUTENT M MPEAOTBpAlIaTh PA3BUTHE
akanTonuza (Hertl u coaBt., 2006; Malik u coagt., 2021).

[IpumeHeHne KOMOWMHHPOBAHHBIX CXEM CIIOCOOCTBYeT 0o0jiee OBICTPOMY
JOCTHKEHUIO  KJIMHUYECKOTO  KOHTPOJIA, CHHIKEHHIO KYMYJISTABHOM  JIO3bI
TTFOKOKOPTHKOCTEPOUIOB, YMEHBIIICHUIO YacTOThI PEIUIWBOB M YIYUYIICHHUIO
JOJITOCPOYHOI'O IMPOTHO3a 3a00JIEBaHUS, OCOOCHHO IIPU CPEAHETSHKENBIX M TSKEIBIX
dopmax nempuryca.

3.6.6. Mecmnaa mepanus

MecTtHass Tepanus npu NeMQpUIryce HOCUT BCIOMOIAaTENIbHBIA XapakTep Hu
OPUMEHSETCS B COYETAHMU C CUCTEMHBIM JIEYEHHEM; €€ OCHOBHBIMU 3a/JadyaMu
SABJISIFIOTCS. YCKOPEHHWE SIHTENU3allMi 3PO3UBHBIX MOBEPXHOCTEH, NpOodUIIaKTHKA
BTOPUYHON OakTepuaibHOM W TpuUOKOBOM WH(MEKIMU, yMEHbLIEHUE O00JIEBOro
CHUH/IpOMA U YJIy4llIeHHEe KauecTBa KU3HU nauueHToB (Ruocco u coast., 2013; Malik
U coaBT., 2021).

OCHOBHBIE HANPaBJICHUSI MECTHON TEPAIHH.

[Tpu orpaHrYeHHBIX KOXKHBIX OUarax M Ha 3Tare perpecca 3a00JieBaHUs MOTYT
IPUMEHATBCS BBICOKOAKTUBHBIE TOMHYECKUE TIIFOKOKOPTHUKOCTEPOUIBI, KOTOPBIE
UCTIOJB3YIOTCS KaK JIONOJHEHNE K CUCTEMHON Tepanuy MpH JOKaTIM30BaHHBIX opmax
nemduryca, a npu JErKOM TEUEHUHU MeM@PUryca JUCTOBUIHOTO — KaK BPEMEHHas
MOHOTEpanus MoJ; CTPOrUM BpaueOHBIM KOHTPOJIEM; MpenapaThl HaHocATcs 12 paza
B CYTKM Ha AaKTUBHBIE OYard A0 KJIMHUYECKOTO YMEHBIIEHHS BOCHAIMTEIbHBIX
IIPOSIBJIICHU .

AHTHCenTHYecKass 00paboTKa ApO3Uil MPOBOAUTCS C LENbI0 MPOPUIAKTUKU
BTOPUYHOM MH(PEKIMU M  BKIIOYAET HCIOJIb30BAHHE BOJHBIX  PacTBOPOB
AHTHCENTUKOB, MITKMX OYMILAIOIIUX CPENCTB Oe3 crnupra U OepekHyr 00paboTKy
SPO3UBHBIX IOBEPXHOCTEH; TMpU 3TOM  cieayeT u30erarb  arpecCUBHBIX
CIOUPTCOJEPXKALUX PACTBOPOB, CIOCOOHBIX YCHUJIMBaTh OOJEBOW CHHIPOM U
NOBPEXKICHNUE SIUTENHS.

VXoa 3a 3pO3MBHBIMH IOBEPXHOCTAMH IPEAYCMATPUBAET HNPUMEHEHUE
PaHO3KUBJISIIOIIMX ~ CPEICTB, HMCIOJIb30BAHUE  aTPaBMAaTUYHBIX IOBS30K H
HoJJiepKaHle ONTHMAaJIbHOW BIIAXXHOCTU paHEBOM cpefbl, a Mpu OOLIMPHBIX
NOPAXEHUSAX — IPUMEHEHUE COBPEMEHHBIX IEPEBSI30YHBIX  MAaTEpHAJIOB,
CHOCOOCTBYIOLIUX YCKOPEHHOM SMUTENN3AlNU U CHIKEHUIO OOJIEBBIX OLIYIIEHUH.

[Tpu mopaxeHnu CIU3UCTON 00OJTOUKH MOJIOCTU PTa, 0OCOOEHHO MpH neMuryce
ByJIbTapHOM U  MApaHEOIUIACTUYECKOM MeMQuryce, TIMOKa3aHbl TOMHYECKHE
[JIFOKOKOPTUKOCTEPOUABl B (QoOpMe Trened WM MOJIOCKAHWM, aHTHCENTHYECKHE
pacTBOpBL, MECTHBIE 00€300/IMBAIOLINE CPEACTBA M MIAASIIAS IUETA C UCKIIOYEHUEM

30



paspakaromieil MUK, 00s3aTeIbHBIM KOMIIOHEHTOM JICUEHUS SBIISCTCS TIIATEIHLHOE
MOAJEPKAHUE TUTUEHBI ITOJIOCTHU PTa.

[Ipy TmoOsIBICHMM TPHU3HAKOB BTOPUYHOTO WHGUIHUPOBaHUS (THOWHOE
OTZIENsIEMOE, YCUIIEHHE 00U, MTOBBIIICHUE TEMIIEPATYPhI TEJIAa) HA3HAYAIOTCS MECTHBIE
100 CUCTEMHBIE aHTHOAKTEpHUATbHBIE TIPenapaThl MO KIMHUYECKUM MOKA3aHUSIM.

Crenyet nmoguepKHyTh, UTO MECTHAsI TEPAIUsI HE MOXKET PacCMaTPUBATHCS KaK
CaMOCTOSATENIbHBIA  METOJ JieyeHusi meM@uryca, OJHAKO €€ palHroHaJIbHOEe
MPUMEHEHUE CIOCOOCTBYET YCKOPEHHUIO PErpecca KOXKHBIX MPOSBICHUN, CHUKEHUIO
pUCKA  OCJIOKHEHUH, YMEHBIICHHUIO OO0JIEBOTO CHHJPOMAa U  MOBBIIICHUIO
IIPUBEPKEHHOCTH NALMEHTA K ITPOBOJAMMOUN CUCTEMHOMN TEPAIUU.

3.6.7. Konmpons 6e3onacnocmu mepanuu

[TanueHTsI, MOJTYYaloIlHe CUCTEMHYIO [IFOKOKOPTHUKOCTEPOUIAHYO,
UMMYHOCYTIPECCUBHYIO M OHOJIOTUYECKYIO TEpamuio, HYXKIAIOTCS B PEryJIsSpHOM
KJIIMHUYECKOM M JA0OPAaTOPHOM MOHHUTOPHHIE€ B CBS3M C IOBBIIIEHHBIM PHUCKOM
MH(EKIMOHHBIX,  METa0OJIMYECKHX, TIE€MAaTOJIOTMYECKUX U JIEKapCTBEHHO-
WHyIUpOBaHHbIX oclioxkHeHu (Ahmed u coanrt., 2006; Malik u coasrt., 2021).

KnnHanueckoe HaOMIOEHHE BKIIOYAET JUHAMUYECKYIO OLIEHKY AKTUBHOCTH
KOXHOTO M CIM3MCTOrO MPOLECCa, KOHTPOJIb MAacChl TeJla U YPOBHSI apTEPUAIBHOTO
JABJICHUSI, CBOEBPEMEHHOE BBISIBJICHUE MPU3HAKOB MH(EKIMOHHBIX OCIIONKHEHUH, a
TAaK)K€ OICHKY CHMITOMOB CTEPOUJTHOM TOKCHMYHOCTH, TaKHUX KaK OTEKH,
TUIIEPIIIMKEMHUS, MUOTIATUS U U3MEHEHUS IICUXO3MOLUOHAIIBHOTO cTaTyca. BaxHbIM
aCIeKTOM SIBJISIETCSl  pEryJjispHasi OLEHKa OOIIero COCTOSHHUS TMalueHTa U
NEPEHOCUMOCTH TEPAMHH.

JIaGopaTopHBIII MOHUTOPUHT

Ilpu mepanuu 2n110KOKOPpMUKOCMEPOUOAMU.

+ 00IIMI1 aHaTIU3 KPOBH;

o TJIMKEMHS HATOIIAK;

e DJIEKTPOJIUTHI,

o JUNUIHBIA NPOPUIH (110 TOKAZAHUSIM).

IIpu naznaueHuu UMMYHOCYNpPeCccopos:

o OO0ITMI aHANNU3 KPOBHU (JICHKOLMUTHI, TPOMOOIIMTHI);

o AJIT, ACT;

o KpEaTUHUH (10 MOKA3aHUSIM);

¢ KOHTPOJIb UH(PEKIIMOHHBIX MaPKEPOB MIPH HEOOXOTUMOCTH.

Ilpu mepanuu pumyxcumabom:
o0l aHaIU3 KPOBH;
YpOBEHb UMMYHOTJIOOYJIUHOB;
CKpUHMHT Ha renatut B (peaktuBanus);
MOHHUTOPHUHT MPU3HAKOB OMMOPTYHUCTHYECCKUX MH(PEKITUA.

Ilpogunaxmuxa ocnoocuenuii

o MpoQuIaKTUKA OCTeonopo3a (KaapUuid, BUTAMUH D, 1o mnokazaHusiM —
oucdocdonarsi);

« ractponporekuus npu anurenasHoM npuéme 'KC;

e KOHTPOJIb U KOPPEKITUS TUTIEPTIINKEMHUH;
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¢ BaKUMHALHXA 10 TOKA3aHMM (10 Ha4aja UMMYHOCYIIPECCUBHOM TEPAIIHH).

Yacmoma nabaiooenusi:

« B (a3ze MHIYKIIUU — Kaxble 2—4 Helemu;

¢ IpU CTAOMJIBHOM PEMHUCCUU — KaXKIble 2—3 MecAlla;

o IpU OMOJIOTMYECKON Tepanuu — UHAUBUAYAIBHO, C YYETOM KIMHUYECKON
CUTYyalUU.

PerynapHbiii MOHUTOPUHI O€30MACHOCTH TEpanuu SIBISETCS 005S3aTeNbHBIM
KOMIIOHEHTOM BEJCHHUS MAalUEHTOB C MEM(UIyCOM U IO3BOJISIET CBOEBPEMEHHO
BBISIBJIATh OCIIOKHEHUs, KOPPEKTHPOBATH JIEYEHHE U CHUKATh PHUCK TKEIBIX
HEXEJIATEIIbHBIX SIBJICHUN IIPU JUIUTEIIbHON UMMYHOCYIIPECCHUH.

[lem¢urychl npeacTaBisioT coO0i reTepOreHHy0 TPYIIy aKaHTOJUTHYECKUX
(BHYTpUAIIUAEPMAIIBHBIX ) 8y TOMMMYHHBIX ITy3bIPHBIX J€PMATO30B, B OCHOBE KOTOPBIX
JEKUT BbIPAOOTKAa ayTOAHTUTEN K JECMOCOMAJbHBIM O€lkaM SMUIepMHCa C
pa3BUTHEM aKaHTONu3a U (OPMUPOBAHHWEM BHYTPUAMIHAECPMAIBHBIX My3bIPEil.
CoBpeMeHHbIE PEACTABIEHUS O TATOreHe3e 3a001eBaHus NOATBEPKIAAIOT KIIOUEBYIO
pOJIb TYMOPaJbHOTO HMMYHHOTO OTBE€TAa IIPU AKTUBHOM YYaCTHHM KJIETOYHBIX
UMMYHHBIX MEXaHHU3MOB, 4YTO OIpeAeNseT NaTOT€HETUYECKY0 OOOCHOBAaHHOCTH
UMMYHOCYTIPECCUBHOM U OMOJOTUYECKON TEPAMHH.

Knunnueckoe TeueHue NeMQpUIycoB BapbUpPYET OT OTPaHMUYEHHBIX KOYKHBIX
GopM 10 TKENBIX, KUZHEYTPOKAIOLIUX COCTOSHUU C MOPAKEHUEM CIIU3HCTHIX
000JIOUEK U CUCTEMHBIMU OCJIOKHEHUSIMU. JIMarHOCTHMKa OCHOBBIBaeTCs Ha
KOMIUIEKCHOM OLICHKE KIMHUYECKOW KAapTHHBI, TMCTOJIOIMYECKOIO0 HCCIIEIOBAHMS,
OpsiMON  UMMYHO(DITIOOPECHEHIIMM M CEPOJIOTUYECKUX METOAOB, YTO MO3BOJIET
g depeHunpoBaTh NeMUrycbl oT CyOsnmuaAepManbHbIX OyJUIE3HBIX IE€PMATO30B U
HACJIEICTBEHHBIX aKaHTOJIMTHYECKUX 3a00JI€BaHUN.

CoBpeMmeHHass CTparerust JI€YEHWUs HanpaBlI€HAa Ha pPAaHHUW KOHTPOJIb
3a00yieBaHMs,  MOJABJIEHUE  AYTOAHTUTEIBHOIO  MpOLlecCa,  MHUHUMM3ALUIO
KYMYJIITUBHOM  CTEpOMJIHOW HArpy3kM M JOCTHXKEHME CTOMKOM KIMHHUKO-
UMMYHOJIOTHUECKO peMuccuu. Vcnonap30BaHre KOMOMHUPOBAHHBIX CXEM TEparuH,
BKJIFOYas CUCTEMHBIE TIFOKOKOPTUKOCTEPOUIBL, cTepouI-cOeperaromme
UMMYHOCYTIPECCOPBI M PUTYKCUMA0, CYIIECTBEHHO YJyUYLINIO IPOrHO3 3a00JI€BaHUs
Y CHU3UJIO JIETAJIBbHOCTH 110 CPABHEHUIO C JJOKOPTUKOCTEPOUHOM SIIOXOH.

Takum  oOpa3om,  CBOEBpeMEHHas  JUArHOCTHKA,  MaTOr€HETUYECKU
000CHOBaHHas TepaIvs U CUCTEMHbIII MOHUTOPUHT O€30MMaCHOCTH JICUECHHUS SBISIOTCS
KJIIOYEBBIMU  YCIIOBUSIMH  YCIIEHIIHOTO BEAEHHUS MAlMEHTOB C MEeMQUIycoM B
COBPEMEHHOW KIMHUYECKOW MPAKTHUKE.
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I'maBa 4. Cy03nmaepmajibHble ayTOMMMYHHbI€ IY3bIPpHbIE JIE€PMATO3bI
(mempurounabl)

4.1. O0mue naToreHeTH4YeCKUe MEeXaHNU3MbI

Cy0OanunepManbHble ayTOMMMYHHbBIE IY3bIpHBIE Je€pMaTo3bl (eM(Uroubl)
IPEACTaBIAIOT CcO00M Tpymiy 3a00JeBaHUN, XapaKTEpU3YIOIIHUXCS OOpa30BaHHUEM
ny3bIpel BCIEACTBUE UMMYHHOTO MOBPEXKACHUS CTPYKTYpP JAEPMO-3MUAEPMAIBHOIO
coenuHeHus. B oriamume oT mnemdurycoB, npu nemMpuroujiax He pa3BUBAETCA
aKaHTOJIU3, a My3bIpb (POPMUPYETCS HA ypOBHE 0a3ajabHOW MEMOpaHBI C OTJIEICHUEM
3MUIEPMHUCA OT I€PMBI.

KiroueBbIM ~ MaTOr€HETMYECKMM  MEXaHM3MOM  SIBJIsIETCS  0Opa3oBaHUE
ayTOaHTUTEN, peuMyiecTBeHHO kiacca IgG (pexe IgA), HampaBlieHHBIX TPOTUB
KOMIIOHEHTOB Te€MHUJECMOcOM M 0Oa3zanbHOM MeMOpaHbl. CBSA3bIBAHME AHTUTEN C
LEJIEBBIMM AHTUIT€HAMU NPHUBOJUT K AaKTUBAIlMM KOMIUIEMEHTA, XEMOTaKCHUCY
HEUTPOPMIOB U H03MHO(UIOB, BBICBOOOXKICHUIO MPOTEa3 U TMOCIEAYIOUIEMY
pa3pyLIEHUI0 CTPYKTYp AepMO-3IuaepManbHoro coeauuenus (Schmidt u Zillikens;
Hashimoto u coasrt.).

NmMmyHOBOCTIAMUTENBHBIN ~ TIPOIIECC  COMPOBOXKAAETCS  (hOPMUPOBAHHEM
IUIOTHBIX, HANPSOKEHHBIX My3bIpEH HA 3PUTEMATO3HOM WJIM HEUM3MEHEHHOM (oHe
KOokH. B otnmune ot nem¢purycon, HOKpbIIIKa My3bIpsl IPU NEMPUroniax COXpaHser
IPOYHOCTh, TOCKOJIbKY SMUAEPMUC OCTAETCS MOPPOIOTNIECKH UHTAKTHBIM.

Benyuiyro posib B IaTOr€HE3€ UTPAKOT:
ayTOAHTUTENA K KOMIIOHEHTaM T'€MHUIECMOCOM;

AKTHUBAILMS KOMIUIEMEHT-3aBUCUMOTO KacKaJa;

y4acTre HEUTPOPHUIOB U Y03UHO(DUIIOB,;

BBICBOOOKJICHHE MPOTCOTUTHUECKUX (DEPMEHTOB (BKIIOYAss MAaTPUKCHBIC
METaNIONPOTENHA3bI);

o TOBpEXJCHHE JJAMUHA JIIOLUUJIA U APYTUX CTPYKTYp Oa3anbHO MeMOpaHBbI.

Takum oOpa3zoM, B OCHOBE IEM(PUTOUAOB JIEKUT CYyOINTUAEpPMATIbHBIA MEXaHU3M
ny3bIpeoOpa3oBaHusi, MNPUHIUIIKAIBLHO OTJIWYAIOIIMUACA OT AaKaHTOJIUTUYECKOIrO
npolecca rnpu nemgpurycax.

4.2. AHTHMreHbI JAePMO-INMHUAEPMAJIBHOI0 COCIHHEHHS M HUX KJIHHHUYECKOe
3HAYeHH e

JlepMo-anuaepMaIbHOE  COSIMHEHHE  MPEJCTaBIICT  COOOM  CIIOXKHBIN
CTPYKTYpPHO-(PYHKIIMOHAIBbHBIN KOMILJIEKC, o0ecreurnBaromnni IIPOYHOE
OPUKPEIUVIEHHE HOUAepMHCca K JepMe. B cocTtaB AaHHOrO KOMILUIEKCA BXOIAT
TeMHJIECMOCOMBI, Oa3anbHas MeMOpaHa W SKOpHbIE (PUOPHILIIBI, KOTOpPHIE MOTYT
CTAHOBUTHCS MULIEHSIMH ayTOUMMYHHOI arpeCcCUH.

K OCHOBHBIM aHTHUT€HAM, BOBJICUEHHBIM B pPAa3BUTUE CyOdNMUIEPMATIbHBIX
ayTOMMMYHHBIX ITy3bIPHBIX JIEPMATO30B, OTHOCATCS:

1. BP180 (konnazen XVII)

TpancmemMOpaHHBI O€IOK TeMUAECMOCOM, JIOKATU3YIOIUICA B 30HE JIAMHHA
mouuga. Aarurena Kk BP180 aBisrorcs Bexyummu npu Oyiui€3HOM nemM@purounsie u
UTPAIOT KJIFOYEBYIO POJIb B MHUIMALMN KOMILIEMEHT-0MOCPEA0OBAHHOTO BOCTIAJICHUS.

KimHnueckoe 3HaueHue:
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o KOPPEJSIHS TUTPA AHTUTEN C aKTUBHOCTHIO 3a00JI€BaHUS;

o wucnoab3zoBanue DA 11 MOHUTOPUHTA TEPAIIHH.

2. BP230

BHyTpHUKIETOUHBI KOMIIOHEHT remMujaecMocoM. Amntutena k  BP230
BBISIBJISIFOTCS TP OyJIIE3HOM NEM(PUToue, OAHAKO UX MATOr€HETUYECKask pOjib MEHEe
BbIpakeHa 1o cpaBHeHHo ¢ BP180.

Kimmanueckoe 3HaueHue:

e JIONOJIHUTEJBHBIN IUAarHOCTUYECKUN MapKED;

o MOXET BBISBJISATHCS IIPU OIPAHUUEHHBIX (popMax 3a00IeBaHMUS.

3. Laminin 332

KoMmmnonenT 6a3anbHOi MeMOpaHbl, YYacCTBYIOIIUN B aiare3uu J3MUAEpMUCA K
nepMe.

Anturena k laminin 332 xapakTepHbl s OJHOM W3 (OPM CIU3HUCTOTO
nemuronsia M UMEIOT BaXXKHOE KIMHUYECKOE 3HAYCHHE, TOCKOIbKY MOTYT
aCCOLIMMPOBATHCS C OHKOJIOTUYECKUMH MPOIIECCAMMU.

4. Konnazen VII

OCHOBHOIl KOMIIOHEHT SAKOpPHbIX (GuOpwI. AHTUTEna K KosuiareHy VII
BBISIBJISIFOTCSI TIPU MHUAEPMOJIH3E OYIIIIE3HOM MPUOOPETEHHOM.

Kimmanueckoe 3HaueHue:

« (opmupoBanue pyo110B U MUJINYMOB;

¢ XPOHHYECKOE TEUEHUE C MOPAKEHUEM CIUZUCTHIX 000JI0UEK.

Hmmynonamonocuueckue ocobennocmu

Jist cyOoanuaepManbHbIX OyJIIE3HBIX IEPMATO30B XapaKTEPHO:

o nuHerHoe otnoxkeHue IgG w/mmm C3 Baons OazalbHOW MeMOpaHbI TPH
IpSIMON UMMYHO(DIIOOPECICHITNH;

o CyOdMMAEpMATIBHBIN IMy3bIp IPHU TUCTOJIOTHYECKOM HCCIEIOBaHUY;

¢ OTCYTCTBHE AKaHTOJIN3A.

Onpenenenue cnenuprueckoro aHTUreHa UMEeT BaKHOE 3HAUEHUE JIJIS:

¢ YTOUYHEHHUS HO30JOTUYECKON (POPMBI;

¢ TMPOTHO32a 3a00J1€BaHUS;

¢ OIICHKH pUCKa pyOlieBaHUS;

o BBISBJICHUS BO3MOYKHOW aCCOLUAIIMYU C HEOTUIACTUYECKUMU MTPOLIECCAMU;

¢ BBIOOpA TAKTUKH TEPAITUU.

CyOonunepManbHble ayTOUMMYHHBIE IY3BIPHBIE JE€PMATO3bl TPEICTABIISIOT
co00ll HMMMYHOIIATOJIOTMYECKH TE€TEPOreHHYI0 TpYIIy 3a00J€BaHUIl, B OCHOBE
KOTOPBIX JIEKUT ayTOAHTUTEIBHOE MOBPEXKJIECHUE CTPYKTYP JIE€PMO-3IHIEPMATBHOIO
coenuHenus. nenTudukaims 1eaeBoro aHTUreHa rmo3BoJisieT He TOJIBKO MOATBEPAUTD
JMarHO3, HO W ONPENCTUTh KIMHUYECKUH BapuaHT 3a00JeBaHUsA, TPOTHO3 H
WHJMBUAYAIbHYIO TEPANEBTUUECKYIO CTPATETHIO.

4.3. Byanésnblii nemgpurous

4.3.1. Obwaa xapakmepucmuka
bynnésnseiii nemduronn (bI1) — nanbonee yacras popma cyO3nuaepManbHbIX
ayTOMMMYHHBIX MY3BIPHBIX J1I€PMATO30B, MPEUMYILIECTBEHHO BCTPEUAIOIIAsACs Yy JIUIL
MOKUJIOTO BO3pacTa. 3ab0JeBaHUE XapaKTepU3yeTcs OO0pa3oBaHUEM HAMNPSKEHHBIX
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ny3plpeld Ha OSPUTEMATO3HOM WJIM YPTHKapomogoOHOM (oHe BCIeaCTBUE
ayTOMMMYHHOT'O MMOPAXEHUS CTPYKTYP AEPMO-3MUACPMATBHOTO COEAMHEHUS.

B ocHoBe mnartorene3a JexkuT oOpazoBaHue ayToaHTUTen kiacca IgG k
KOMIIOHEHTaM remujiecmocom — mpexze Bcero k BP180 (komnaren XVII) u BP230,
YTO TPUBOJUT K AaKTHUBALlUM KOMIUIEMEHTA, TMPUBJICUCHUIO HO3UHODWIOB U
HEUTPODUIIOB U mMOCIenymeMy (HOPMUPOBAHUIO CYOIMUACPMATBHOTO ITy3bIPs
(Schmidt u Zillikens; Hashimoto u coasr.).

4.3.2. Ilamoczene3 0yn1é31020 nemgpuzouoa

bynnésueiii  nmemduroms  sABISETCS ~ AYyTOUMMYHHBIM  3a00JIeBaHUEM,
Pa3BUBAIOIIMMCS BCJICJICTBUE yTPAaThl UMMYHHOW TOJICPAHTHOCTH K KOMIIOHEHTaM
JIePMO-3MUJEPMATIBHOTO COEAUHEHMSI, MPEUMYIIECTBEHHO K TPaHCMEMOpaHHOMY
oenky BP180 (xomnaren XVII) u BuyTpukiierounomy 6enky BP230.

Bo3spacTHbie 0coOeHHOCTH

3aboneBaHre MPEUMYIIIECTBEHHO pa3BHBaeTCs y Juil crapiie 60—70 net, 4aro
CBA3BIBAIOT C  (EHOMEHOM  HMMMYHHOrO  CTapeHus (Immunosenescence),
XapaKTePHU3YyIOLIETrOCs:

¢ HapyIUIEHHEM peryisiiuu T-KIEeTOYHOIO OTBETA;

o cHWKeHHEeM (QyHKINU T-peryasiTOpHbIX KIETOK;

e TOBBIIIEHHUEM CKJIOHHOCTH K ayTOAHTUTEI000pa30BaHUIO;

e XPOHHYECKHM CYyOKIMHUYECKUM BocmajieHneM («inflammagingy).

BozpacThast aucperysisiiysi MMMYHHOM CUCTEMBI CIIOCOOCTBYET (POPMUPOBAHUIO
[aTOJOrMYEeCKOro B-KjIeToyHOro orBeTa M MPOAYKLIMM ayToaHTuTen kiacca IgG
(npeumymectBenHo IgG1 u IgG4) xk BP180.

MexaHu3mbl 00pa3oBaHMsI ayTOAHTUTE

KittoueBble 3BEHbs TATOr€HE3a BKIFOYAIOT:

1. HapymieHne ”MMYHHOM TOJEPaHTHOCTH K KOMIIOHEHTaM IF'e€MHUAECMOCOM.

2. AxtuBanuto B-nmumorutoB ¢ mpoaykiueit antutren Kk NC16A-momeny
BP180.

3. CBs3bIBaHME AHTUTEJ C AaHTUT€HAMH B 30HE JIAMHHA JIIOLU/IA.

4. Axtuanuro komruiementa (C3).

5. XeMoTakcHuC 203MHO(UIIOB U HEUTPOPHIIOB.

6. BricBOOOXIeHHE TTpOTEa3 U pa3pylIeHUe CTPYKTYp O0a3abHON MEMOpaHHbl.

7. ®opMupoBaHUE CyOdNMUIEPMATIBHOTO ITy3bIPS.

D03UHODUIIBI UTPAIOT OCOOEHHO BAXKHYIO POJb, YTO OTIUYACT OYJUIE3HBIM
nemdurous; oT neM@urycoB, rae BEAyLIMM MEXaHHU3MOM SIBISIETCS aKaHTONIU3 0e3
BBIPAKEHHOI'O0 KOMILIEMEHT-0IIOCPEJOBAHHOTO BOCIIAJICHHUS.

Bynnésnpiii nmemdurons MOXET pa3BUBATbCS CIOHTAHHO, OJHAKO B psijie
CJIy4aeB BBISBIISIIOTCS MPOBOLUPYIOLIUE (HAKTOPbI, CIOCOOHBIE WHIYLUPOBATh WU
MOJIyJINPOBaTh ayTOMMMYHHBIN mporiecc. K jJexkapcTBEHHBIM TpUIrTE€paM OTHOCATCS
OTJENbHBIC TPYIIBI MPENapaToB, BKIIOYAs TUYPETHKU, HEKOTOPHIE AHTUOMOTHKH,
uaruoutopel DPP-4  (rmunTunHbl) U HEHpoONeNTUKH, NPUEM KOTOPBIX MOXKET
acCOIMUPOBATHCS C 1eO0I0TOM 3a00JIE€BaHMUS.

VYcranoBieHa cBs3b OyJUIE3HOT0 nemM(puUronia C HEBPOJIOTHUECKOM MaTONOTUEH,
B YacTHOCTH c Ooje3Hbto [lapkuHCOHA, JeMeHIueld U MEePEeHECEHHBIM HHCYIbTOM;
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npeamnoyiaraercsi, 4ro sKcmpeccuss aHTureHoB BP180 B HepBHON TKaHU MOXKET
Croco0CTBOBATH (DOPMUPOBAHUIO IEPEKPECTHOTO AyTOMMMYHHOTO OTBETA.

B kadecTBe IOTOMHUTENBHBIX TPUTTEPOB PACCMATPUBAIOTCA (U3UUECCKUE
dbakTopbl (TpaBMbI KOXH, OXOIH, JIydeBas Tepamus), a Takxke HHDEKuuu u
BaKI[MHAIUSA, KOTOPBIE MOTYT BBICTyIIaTh UMMYHHBIMH ITyCKOBBIMU MEXaHU3MaMH Y
IPEAPACIIOIOKEHHBIX JIHII.

B psine cnydaeB BBISBISAIOTCS accoliuanuu ¢ onpeaenéHabivu HLA -amensimu,
OJIHAaKO HaCJIeICTBEHHAs MPEAPACIION0KEHHOCTh BhIpaKeHa 3HAUUTEIBHO cadee, ueM
npu nemduryce.

Takum oOpazom, Oynn€3HbIN MEeMQPUTOU] Pa3BUBACTCS MPEUMYIIECTBEHHO Y
MOKWJIBIX MAIlMEHTOB Ha (DOHE BO3PACTHOW IUCPETYISIIMM UMMYHHOW CHCTEMBI U
BO3JICHCTBUSI TPUTTEPHBIX (HAKTOPOB, YTO MPUBOJIUT K MPOMYKIIMH AyTOAHTUTEN K
BP180 1 BP230, aktTuBaniny KOMIJIEMEHTA U BOCHAIIUTEIIBHOMY Pa3pylIEHUIO 1€PMO-
AMUACPMAITLHOTO COSTUHEHUSI ¢ POpMUpOBAaHUEM CYOITTUIEPMATBHOTO Ty 3bIPSL.

4.3.3. Knunuueckasa Kapmuna

bynnésnenii memdurons MpeuMyIIECTBEHHO PA3BHBACTCS Y JIUI[ TOXKHIOTO
Bo3pacta (4ame crapire 60—70 neT) W XapaKTepHU3yeTCs MOCTENEHHBIM HayajaoM
3a00J1eBaHUsl C TPOAPOMAIILHONM (Pa3oi, KOTOpas MOXKET JJIMThCA OT HECKOJBKUX
HeJeb 10 HecKoabkux MecsieB (Schmidt u Zillikens; Myers u Culton).

IIpoopomanvhuiil (npedbyanésuvlii) nepuoo

Ha pannux stamax Oysui€3HbIi meM(Uron; MOXeT MPOSBISTHCS MHTEHCUBHBIM,
HEPEIKO MYYHUTEIIbHBIM 3YJOM B COUYETAaHUU C YPTUKAPHBIMU, SPUTEMATO3HBIMHU HIIN
9K3€MaTO3HBIMH BBICHITAHHUSIMU, TAMYJIE3HBIMH DJIEMEHTAMH M OYaramMu, KIMHUYECKH
UMUTUPYIOIIMMH JEPMATUT WU KPANUBHUILY; MPU ITOM OYyJUIE3HBIE AJIEMEHTHI Ha
JAHHOW CTaguyd MOTYT OTCYTCTBOBATh, YTO YaCTO NMPHUBOJIUT K JUATHOCTUYECKHUM
3aTpyJHEHUSIM W 3ajJiepkke yctaHoBieHus nuarHosza (Daniel m Murrell; Myers u
Culton).

bynnésnas cmaous

[Io mepe mporpeccupoBaHus 3a00JieBaHMs pa3BUBAETCS OysuI€3HAs cTaus,
XapakTepusyromasics  QOpMUpPOBAHMEM  THUIHMYHBIX  HANpPsDKEHHBIX — My3bIPEH,
0OYCIJIOBJIEHHBIX CyO3MHAEpMaIbHBIM YPOBHEM pacciioeHus Koxu. KiumHuyecku
OTMEUYAIOTCS TUIOTHBIE, HANpPsDKEHHBIC IYy3bIPH C MPO3PAYHBIM WM  CEPO3HO-
reMOpPParuueckKuM COJICPKUMBIM, BBIPAXKEHHBIN 3y, COXPAHSIONIUICS U TMOCIE HX
MOSIBJICHUS, OTCYTCTBUE AKAHTOJIM3a W, KaK CIEACTBUE, OTPHUIIATCIBHBIA CHUMIITOM
Hukonbckoro; mociie BCKPHITHS ITy3bIpeil 00pa3yoTcs 3p03Un, KOTOPBIE, KaK MPaBHIIO,
3axuBaioT 0e3 pyouesanus. [ly3sipu damie ¢popmupyrorcs Ha (HoHE IpUTEMATOZHOU
WIN YPTUKAPOIIOJOOHOM KOXH, peKe — Ha BHEIIHE HEM3MEHEHHOM KO>KHOM TTOKPOBE
(Schmidt u Zillikens; Hashimoto u coasr.).

Tunuunas nokamuzarus OyuI€3HOTO TeMdurouga BKIOYACT TYJIOBHIIE,
crubaTenbHbIe MMOBEPXHOCTH KOHEYHOCTEH, HIDKHIOI YacTh KMBOTA M BHYTPEHHUE
IOBEPXHOCTH OE€nep; 3HAUYUTEIbHO PpEXE BOBJICKAIOTCS JAaJOHM M TMOAOILIBHI, a
NopakeHue JIrIa HaOII01aeTCsl HeYacTo.

[Topaxkenue cIM3UCTBHIX 000JIOUEK MPHU OYJIE3ZHOM TMeM(pUTOUAe BCTpEUaeTCs
CYIIIECTBEHHO PEXKe, YeM MpH IeM@uryce, 1 00bIYHO HOCUT OTPaHUYCHHBIN XapaKTep.
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Yame Bcero BOBJIEKAETCS CIM3MCTasg 000JI0UKa IMOJIOCTH pTa B BHUJIE €IMHUYHBIX
my3bIpel Wi 3po3uii 6e3 BeipakeHHOTO pyoOIreBanus (Schmidt u Zillikens; Myers u
Culton). OTHOCUTENbHAS PEIKOCTh MOPAKEHUS CIU3UCTBIX 000JI0UEK OOBACHAETCS
TEM, 4TO MpHU OYyJUIE3HOM MeM(pUronie ayTOAaHTUTEIbHBIA OTBET MPEUMYIIIECTBEHHO
HampaBjeH MpoTUB snujaepmanbHoi u3zopopmsel BP180, Torma kak cnmsucro-
JOMUHAHTHBIE (OpMBI TeM(HUrona acCOUUUPOBAHBI C BOBJICUEHHUEM HHBIX
KOMITOHEHTOB 0a3ajbHOM MEMOpaHBI.

[ly3pip mpu  Oysui€3HoM mneMdurouze, Kak MpaBUiIo, 3aXHUBAOT 0e€3
oOpa3oBaHus pyOIIOB, YTO CBA3aHO C YPOBHEM PACCIIOEHUS — ITy3bIph POPMUPYETCS
B TIpe/ieNiax JaMuHa JIIoIuAa 0e3 TIIyOOKOro MOBPEXACHUS IePMaIbHBIX CTPYKTYpP U
0e3 pa3pylieHus SKOPHbIX (UOPHILT, OTBETCTBEHHBIX 3a MOCIEAyIolee pyoIieBaHue;
B OTIMUME OT pyOmyrommx ¢opM nempuronsa M HSOUAEPMOIu3a OyJIE3HOTO
npuoOpeTEHHOTO, AepMaIbHBINA KapKac 0CTa&Tcsi MOPHOIOTUYECKU COXPAHHBIM.

Amunuunwvie popmol

Hapsany c¢ kimaccuyeckoid (QopMoil BO3MOKHBI ATUIMUYHBIE KIMHUYECKUE
BapHaHThI, BKIOUYas ypPTUKapHYIO (Gopmy 0e3 BBIpaXEHHOTO Iy3bIpeoOpa30OBaHMUSA,
NpYypUro-MOJAOOHBIA  BapWaHT, JIOKAJIW30BaHHBIE (OPMBI U JIEKAPCTBEHHO-
WUHIYLIMPOBAHHBIN OyJINIE3HBIN TeMPUTOUT; TOJOOHBIE BAPUAHTHI Yallle HAOII0Jal0TCs
y TAIMEHTOB IMOXXHJIOTO BO3pacTa M JIMI C COIYTCTBYIOUIEH HEBPOJIOTHYECKOM
natonorueit (Myers u Culton), uyTo MOXeT OBITh CBSI3aHO C BO3PACTHOMU
JUCPEryJsliell UMMYHHOI'O OTBETa U BIMSIHUEM COINYTCTBYIOIIUX 3a00JIeBaHUM Ha
KJIMHUYECKYI0 MaHU(eCcTauio ayTOMMMYHHOTO IpoIiecca.

Takum oOpazom, s Oysui€3Horo mneMdurouga XapakTepHO COYECTAHHE
MHTEHCUBHOT'O 3y/a, YPTHUKApONOIOOHBIX BBICHITAHUN U HANPSDKEHHBIX My3bIpel pu
OTpHUIIATENHOM cUMITOME HUKOIBCKOT0, UTO B COBOKYITHOCTH C BO3PACTOM MAI[EHTA
U JaHHBIMH HWMMYHOIATOJOTHYECKUX HCCIENOBAaHUN  TMO3BOJIET IPOBECTU
g depeHInanbHy0 IUArHOCTUKY C aKaHTOJUTUYECKUMHU (OpMaMHu Iy3BIPHBIX
nepmato3oB (Schmidt u Zillikens; Myers u Culton; Hashimoto u coasr.).

4.3.4. Mopgponocuueckue u ummynonamosiocuueckue 0codeHHocmu

T'ucmonoeuueckoe uccneoosanue

[Tpu Oymi€3Hom nemduronie mpu CBETOBOM MUKPOCKOIIMH BBISBIISIETCS:

CyOanuaepMalIbHBIN My3bIP € TMOJHON COXPAHHOCTHIO AMUACPMAIILHOTO TJ1acTa;

OTCYTCTBHE aKaHTOJM3a (YTO NPUHIMIHAIBHO OTIWYAeT 3a00JeBaHUE OT
nemuryca);

BOCTMIAJIMTENIbHBIA WHOUIBTPAT B BEPXHUX OTAENAX JEPMbI, TIPEICTABICHHBIN
IPEUMYILIECTBEHHO Y03MHO(PUIAMHU, a TAKKE HEUTpOoPuiIamMu 1 JIUMPOLUTAMH;

BO3MOXHOE (OPMHUPOBAHKE F03MHOPUIBHBIX MUKPOAOCIIECCOB B 30HE JEPMO-
AMUAECPMAIIBHOTO COEIMHEHHUS.

CyOonunepManbHBI  XapakTep PpacclOCHHUS  OOBSICHAET  KIMHUYECKYIO
IJIOTHOCTh W HANpSKEHHOCTb IMy3bIpEH, IMOCKOJIBKY BCSl TOJIIA SIHUJIEpMHCA
dbopMHpYET MPOYHYIO TOKPHITIKY.

Lpamas ummynoghnroopecyenyus (IIAD)

[T D siBnsieTcst 30J10THIM CTAaHIAPTOM JUATHOCTUKH OyJUI€3HOTO nmemMpurona.

TunuyHas KapTUHA:
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nuHeiHoe oTioxkenue IgG u/umm C3 Brons 6a3anpHOI MeMOpaHbl (puc. 3);

PABHOMEPHOE CBEYEHUE I10 IEPMO-3IHIEPMAIBHOMY COEUHEHHUIO;

OTCYTCTBHUE MEKKJIETOYHOIO («CETYaTOro») CBEYEHHMs, XapaKTEPHOro IS
nempuryca.

JluHelHbIl XapakTep CBEUEHHA OTpakaeT (QUKCALMIO ayTOAHTUTEN K
KOMIIOHEHTaM IF'€MUJIECMOCOM B 30HE JIAMUHA JIIOLMA.

A) B)
Puc 3. JIuneiinoe otio:xkenue IgG (A) u C3 (B) BroJb 0a3ajbHO MeMOpPaHbI

[Ipu Oymné€3nom memduronse TMNpu MNOPIMOH HUMMYHODIIOOPECIICHITUN
BBISIBIISIETCA JIMHEHHOe oTinoxeHue IgG w/mumu C3 Brmonp 0Oa3zanpHOM MeMOpaHbI;
Bapual0eNbHOCTh MMMYHHBIX JEMO3UTOB CBsI3aHA C AKTUBHOCTBIO 3a00JIeBaHUS,
CTETMECHbIO AKTUBAIIMM KOMILUIEMEHTa M CTaJueil MMMYHHOIO Mpolecca, Mpu ITOM
dukcanuss C3 HEpenKo COXpaHSIETCS JOJbIIE W MOXKET BBISBIATHCS JaXe MPU
MHUHUMaJIBHOM KosndecTe I1gG.

Ceponozuueckue memoowl

Ceposiornueckasi JUarHOCTUKa OCHOBAHA Ha BBISBICHUU LUPKYIUPYIOIIUX
AQHTUTE K:

BP180 (xomnaren XVII) — OCHOBHOM MaTOreHETUYECKUN U TUATHOCTUYECKUIN
Mapkep;

BP230 — nomoaHUTEIbHBINA MapKep.

HawnbGonee kmvHWYeCKW 3HAYMMBIME SIBIstOTCS aHTUTena K NC16A-momenHy
BP180.

Jluacnocmuueckoe 3nauenue:

MOATBEPKACHUE TUArHO3a MPU ATUIIMYHOM TCUCHUH;

muddepeHuranys ¢ IpyrumMu cyOosnuaepMantbHbIMUA IEpMaTO3aMu;

MOHHUTOPHUHT AKTUBHOCTH 3a00JI€BaHUSI.

Tutpel antTu-BP180 yacTo KOppeaupyroT ¢ KIMHHUYECKOM aKTUBHOCTBHIO
mpoliecca ¥ MOTYT MCIIOJIb30BATHCA JIJIs1 OIEHKH 3(()EKTUBHOCTH TEpAUU U PAHHETO
BBIsIBIICHUS peruauBa (Schmidt u Zillikens; Hashimoto u coasr.).

B otnuune ot nemduryca, npu 6yui€3Hom neMmuUronie BeIymuM MEXaHU3MOM
SIBJISIETCA KOMIUIEMEHT-0IIOCPEI0BAHHOE BOCIAJICHUE, a HE akaHToNn3. AktuBanusa C3
CIOCOOCTBYET MPHUBJICUCHUIO 03MHOGUIOB, BBICBOOOXKIACHUIO MPOTEOTUTHUYECKUX
(GbepMEHTOB W pa3pylICHUI0 CTPYKTyp OazanpbHOW MeMOpaHbl ¢ (OpMHUpPOBAHUEM

cyOanuaepManbHOTO My3bIpsl.
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Kniouegvie ouacnocmuueckue kpumepuu 0ynnésHo2o nemgusouda
Cy0OanunepManbHBIN My3bIp TPU TUCTOJIOTHH.

Jluneitnoe otnoxenue IgG n/mmu C3 Brosnp 6azanbHON MeMOpaHs! ipu [T O.
Hamnune anturen k BP180 = BP230 B cbIBOpOTKE KPOBH.

4.3.5. Jleuenue o0ynn1é3no20 nemepuzouoa

Jleuenne  Oymné€3Horo  mnemM@puronja  HalpaBiI€HO HAa  MOJABJIEHUE
ayTOMMMYHHOTI'O BOCIIaJICHHUSI, TPEKPaIlleHre 00pa30BaHUs HOBBIX My3bIPEil, KOHTPOIIb
3yJa W JIOCTH)KEHHE KIMHUYECKOW PEMHUCCHUM TPU MUHUMAJIBLHO BO3MOXHOM
JIEKapCTBEHHON Harpys3ke, 0COOEHHO y MalMeHTOB MOXWIoro Bozpacta (Schmidt u
Zillikens; Myers u Culton).

Bribop Tepamuu ompenenseTcss CTENEHbI0 PACIPOCTPAHEHHOCTH KOXKHOTO
mpoliecca, BBIPAKEHHOCTHIO 3yJa, HAJIMYMEM COMYTCTBYIOIIMX 3a00JIEBaHUN U
BO3PACTOM IMAIIUEHTA.

JIézkoe u noxanuzoeannoe meuenue

[Ipy oOrpaHMYEeHHBIX KOXXHBIX MPOSIBJICHUAX MPEANOYTCHUE OTHAETCS
BBICOKOAKTUBHBIM ~ TOMHMYECKUM  TJIIOKOKOpTHUKOcTepouaaM. Haubonee wyacto
npumensieTcs kinodetazona nponuoHat 0,05 %, KOTOpbIA HAHOCUTCS Ha MOPAKEHHBIE
y4acTku 1-2 pa3a B CyTKH.

B psanme wuccnemoBaHuit  MOKa3aHO, YTO — aJIEKBaTHOE  IPUMEHEHUE
BBICOKOAKTUBHBIX  TOMWYECKUX CTEPOMIOB MOXKET oOecreyuBaTb KOHTPOJIb
3a001€BaHuUs, COIMOCTAaBUMBI C CHCTEMHOM Tepamuei, Nph MEHBIIEM pHUCKE
CHUCTEMHBIX OCJIOKHEHHUH, 4TO OCOOCHHO Ba)KHO Y MAIMEHTOB CTapIIed BO3PAaCTHOM
rpynisl (Schmidt u Zillikens; Daniel u Murrell).

Pacnpocmpanénnoe meuenue

[Ipy reHepanu3oBaHHOM TMPOIECCE WM BBIPAKCHHOM 3yJ€ IOKAa3aHO
Ha3HAYEHUE CUCTEMHBIX MTIOKOKOPTUKOCTEPOUIOB.

PexomentyeMast HauasbHas J03a npeanu3onona cocrasiuset 0,5-0,75 mr/kr/cyT
C MOCJEAYIOITUM MMOCTETICHHBIM CHIXKEHUEM JIO3bI MTOCHE JOCTHKEHUSI KIIMHUYECKOTO
KOHTpPOJIS (OTCYTCTBUE HOBBIX MY3bIPEil B TeueHue 3—5 AHEH U Havajao dMUTEIU3aluN
aposuii) (Schmidt u Zillikens; Myers u Culton).

CHmwxeHHe J03bl TPOBOJUTCS TOCTENEHHO BO UW30€XKaHWe peluauBa
3a00s1eBaHUS.

Cmepouo-cbepeecarowas mepanusi

[Ipn HEOOXOMUMOCTH JIUTETHLHOTO JICUCHUS, HAJTUYUHU TMPOTHUBOMOKA3AHUMA K
TIIFOKOKOPTUKOCTEPOUJAM FJIM  Pa3BUTHH TMOOOYHBIX A((PEKTOB HA3HAYAIOTCS
MMMYHOCYIIPECCUBHBIEC MpenapaThl:

a3aTHOIPUH,;

MUKo(eHoIaTa MOPETHT,

MeTOoTpeKcaT (0COOEHHO Y MOKUIIBIX MAIMEHTOB B HU3KUX /103aX).

Ha3naueHue naHHBIX IpenapaToB IMO3BOJISIET CHU3UTh KyMYJSITUBHYIO 03y
TITFOKOKOPTHUKOCTEPOUIOB M YMEHBIIIUTH PUCK ociokHeHui (Myers u Culton; Daniel
u Murrell).

Taxcénvle u pezucmenmuwle hopmol
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[Ipu TsOKETOM TEYESHUH UM HEIOCTATOYHOM d(QexTe CTaHAapTHON Tepanmuu
paccMaTpuBaeTCs MPUMEHEHUE:

CUCTEMHBIX UIMMYHOCYIIPECCOPOB;

OMOJIOTMYECKOM Teparnuu (B OTJAEIbHBIX CIIydasix — PUTYKCUMAO).

Crnengyetr OTMETUTh, 4TO OYJUIE3HBIN NeM(UTOU SBISIETCS NPEUMYIIECTBEHHO
KOMILIEMEHT-OTIOCPEIOBaHHBIM 3a00sieBaHreM, U 3(QekTuBHOCTh B-kieTouHOM
TEepanuy MOKET BapbUPOBaTh; €€ NPUMEHEHUE PACCMATPUBAETCS WHIWBHUAYaTbHO
(Schmidt u Zillikens; Hashimoto u coasr.).

Mecmmnas mepanus

MecTtHasi Tepamnus SIBISICTCS Ba)KHBIM KOMIIOHEHTOM JICUEHHS] OYJUIE3HOTO
neMdurona ¥ MOKET MPUMEHSATHCA KaK B BUJIE MOHOTEpAINUU MPU OTPaHUYEHHBIX
dbopmax 3aboneBaHusi, TaKk U B COCTaBe KOMOWMHHMPOBAHHOTO JICUCHHS TpU
pacrpoctpanéanoM mporecce (Schmidt u Zillikens; Daniel m Murrell).

Tonuyeckne  IIIOKOKOPTUKOCTEPOUbl.  BBICOKOAKTUBHBIE  TOMUYECKHE
TJIFOKOKOPTUKOCTEpOUIbl (4aiie kioOertazona mpornuoHat 0,05 %) HaHocsTCA Ha
NOpaKEHHBIE YYACTKU KOXKHU 12 pa3a B CyTKH.

[Ipu n0KaTM30BaHHOM MpOLIECCE JaHHAs Tepanusi MOXKET ObITh JTOCTATOYHOMN
JUISL  IOCTMOKEHHUS! KIMHUYECKOro KoHTpodis. I[Ipu pacnpocTpaHEHHOM TeYeHHUH
MECTHBIE CTEpPOHJbl HMCHOJB3YIOTCS B KOMOMHAIMM C CHCTEMHOW Tepamuei mjs
YCKOPEHHSI perpecca KOKHbBIX MPOSIBICHUN U YMEHBIIICHHS BRIPAXXKEHHOCTH 3Y/1a.

MexaHu3M AeMCTBUS BKIIIOYAET: TI0JIaBIEHHE BOCTIAIMTENILHOTO HHPUIBTPATA,
CHUKCHUE aKTUBAIUU Y03WHO(DUIIOB, YMEHBIIICHUE MPOAYKIIMH MPOBOCTIAIUTEIBHBIX
IUTOKUHOB.

OOpaboTka my3bIpeid W 3posuil. KpymHble HanpsoKEHHBIE MY3BIPH MOTYT
AKKypaTHO MYHKTHUPOBATHCS C COXPAHEHUEM IMOKPBIIIKA, YTO CHUXAET 00JIeBOIl
CHUHJIPOM U PUCK BTOPUYHOTO MH(PUIIUPOBAHUSL.

DOpO3UBHBIE TOBEPXHOCTH TpeOyroT OepekHOW OoO0pabOTKHM  BOJAHBIMHU
pacTBOpaMH aHTUCENTUKOB 0e3 cnupTa. Creayer uzlderaTh arpeCCUBHBIX pacTBOPOB,
CIIOCOOHBIX YCWJIMBATh MOBPEKIECHUE TKAHEH.

Ocobennocmu ieyeHus y NO#CUbIX NAYUEHMO8

VYuutsiBasi, 4T0 OOJBUIMHCTBO MAILMEHTOB OTHOCSATCS K CTapIiel BO3pacTHOM
rpynie, Tepamnus J0JKHA TPOBOJUTHCS C YUETOM:

pPHUCKa CTEPOUI-UHIYIIMPOBAHHOTO CaXxapHOro auabera;

apTepuaIbHON TUNIEPTEH3UH;

OCTEOI0PO03a;

WHDEKITNOHHBIX OCIIOKHCHHM.

CoBpeMmeHHass cTparerusi MpEaIoiaraeT HCHOJIb30BAHHE MUHHUMAIBHO
3(p(PEKTUBHBIX /103 TIIOKOKOPTUKOCTEPOUJOB M paHHEE MOAKIIOUEHUE CTEepOu-
cOeperaromux TMpenapaToB ISl CHIDKCHHs JIEKapCTBeHHOW Harpy3ku (Myers wu
Culton).

Monumopune mepanuu

B nepuon neyeHus: npoBOAUTCS PETYJISIPHBIA KOHTPOJIb:
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KJIIMHAYECKOW aKTHBHOCTH 3a00JieBaHMsI, OOIIETO aHalan3a KpPOBHU, TIIFOKO3bBI
KpOBH, TMIOKa3aTener (QYHKIUM TeYeHW U Touek, TuUTpoB aHTU-BP180 (mpwm
BO3MOKHOCTH).

CoBpeMeHHBIN TOAXOJ K JiIeueHHIO0 Oyiui€3Horo mnempurouja OCHOBAH Ha
cTpaTHPUKAMA TIO TSHKECTH 3a00JIeBaHUS, TPUOPUTETHOM  HCIIOJIb30BAHHUH
TOTMYECKUX TTFOKOKOPTUKOCTEPOUIOB TIPH JIETKOM TEUECHUH, HA3HAYCHUN CUCTEMHOM
TEparnuu Mpy PacpOCTPAHEHHBIX (PopMax ¥ MUHUMH3AIUN CTCPOUTHON HATPY3KH Y
NalueHToB moxkujioro Bo3pacta (Schmidt u Zillikens; Myers u Culton; Daniel u
Murrell; Hashimoto u coagr.).

4.3.6. IIpocno3

bynnésneiii memdurous; OTHOCUTCA K TMOTEHIHUAIBHO KOHTPOJIUPYEMBIM
ayTOMMMYHHBIM 3a00JICBaHHUSIM KOXH, OJHAKO IMPOTHO3 OMPEIEISIETCS HE TOJBKO
AKTUBHOCTBIO KOKHOTO TpOIECCa, HO W BO3PACTOM TAIMEHTa, HAIUYHEM
COIyTCTBYIOIIEH MATOJOTUU U PUCKOM OcJokHeHUH Tepanuu (Schmidt u Zillikens;
Myers u Culton).

[Ipy cBOeBpeMEHHO HA4YaTOM M aJeKBaTHO MOJOOpPAaHHOM JICUYECHUH Y
OOJBIMMHCTBA TAIMEHTOB YAAETCS JOCTUYL KIMHWYECKOW PEMHUCCHU B TEUCHHUE
NIEPBBIX MECSIICB Tepanuu. B psae ciaydaeB BO3MOXKHO IMOCTENIEHHOE CHUKEHHUE JI03BI
CUCTEMHBIX TIIFOKOKOPTHUKOCTEPOUIOB u JIOCTHXKEHUE JIEKapCTBEHHO-
UHIYIIMPOBAHHON PEMUCCHH.

@DaKTOphl, BIUAIOIIME HA IPOrHO3 HTO IIOXKWIOM BO3pPACT TAIMECHTA,
COMYTCTBYIOIIME HEBPOJOTUYECKHE 3a00JIeBaHUs, PACIPOCTPAHEHHOCTh KOKHOTO
mpoliecca, BBIPAKEHHOCTh 3yJa W BOCHAIUTEIHLHOTO KOMIIOHEHTA, HEOOXOAMMOCTh
JUTHTEIILHON CUCTEMHOM Teparuu, pa3BUTHE NHPEKITMOHHBIX OCIIOKHEHUH.

Cnegyer y4YuThIBaTH, YTO Yy TAIMEHTOB CTapIie BO3PACTHOW TPYIIIBI
JETaTbHOCTh 4Yalle CBs3aHAa HE CTOJBKO C CaMUM 3a00JieBaHHEM, CKOJIBKO C
OCIIO)KHCHUSIMHA CHCTEMHOW Tepanmuu (MHGEKIH, JACKOMIICHCAIIUS CepIeYHO-
COCYIMCTOM U SHIOKpUHHOM naTosioruun) (Myers u Culton).

Pemuccus u peyuouswi

3a0osieBaHUE MOXET MUMETh XPOHHUYECKOE pEeluANBUpYIOlIee TedeHue. Puck
peuuauBa  COXpaHseTCss  NpPU  CIUIIKOM  OBICTPOM  CHWKEHUH  JIO3bI
TIIFOKOKOPTUKOCTEPOUIOB MM MIPEKIEBPEMEHHON OTMEHE TEepaIlvu.

Tutpsl antuten k BP180 MoryT ucnonb30BaThCsi Kak JOMOJHUTEIIbHBIA MapKep
AKTUBHOCTH TPOIIecca U MOTEHITUATBLHOTO PUCKA OOOCTPEHHSI.

Pyoyesanue

B otnmmume ot pyOmyrommx dopm memduronsa, KIACCUYSCKUN OYIIE3HbBIN
neMdurona, Kak MpaBUiO0, HE MPUBOAUT K (HOPMHUPOBAHHIO PYOIIOB, MOCKOJBKY
MOBPEK/ICHNE OTPAaHUYMBACTCSA YPOBHEM JIAMHHA JIIOIMIA 0€3 pa3pyIIeHus TIIyOOKHX
JEPMAJIbHBIX CTPYKTYP.

Takum 06pazoM, mpu afIeKBaTHON Teparuu MPorHo3 Oyuié3Horo neMdurona B
OTHOIIIEHUU KOXKHOTO TPOIiecca SBISETCS OTHOCHUTEIBHO OJaromnpusiTHBIM, OJTHAKO
0011ast BBDKUBA€MOCTh M KaU€CTBO KU3HH MAIMEHTOB BO MHOT'OM 3aBHCST OT BO3pacTa,
COIMYyTCTBYIOIIMX 3a00JIeBaHUN W PAIMOHAIBHOTO BEACHUS CHCTEMHOH Tepamnuu
(Schmidt u Zillikens; Myers u Culton).
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4.4. I'ecraunonnsiii nemdurouna (Pemphigoid gestationis)

['ecranmonHbIil TeMPUTON] — pEaKUil ayTOMMMYHHBIA CyOATIUACpMAaTbHBIN
My3bIPHBIN J1€pMATO3, BO3HUKAIOIIMI BO BpeMsi OEPEMEHHOCTH WM B paHHEM
nocyiepoI0BoM nepuojie. Mctopuuecku u3BecTeH Kak herpes gestationis, 0JJHaKO He
uMeeT oTHolIeHus K Bupycy repneca (Al-Fouzan u coast., 2006; Lipozenci¢ u coasr.,
2012).

3aboJsieBaHuEe pa3BUBACTCSl BCIICACTBUE MPOAYKIIMU ayToaHTUTen kiacca IgG
npotuB koymareHa XVII (BP180), mpeumymiectBeHHo k ero NCI16A-momeny.
[Tatorenes BO MHOTOM aHaJOTrW4yeH OYJUIE3HOMY MEeM(UIOHIY, OJTHAKO KIFOUEBBIM
TPUTTEPOM CITY>KUT OepeMeHHOCTh (Amber u coasT., 2018).

4.4.1. Kntoueswvie mexanuzmol:

AKCHpeccHs MIAEHTAPHBIX aHTUTEHOB, IEPEKPECTHO pearupyronux ¢ BP180;

akTuBaIusa kommiemenrta (C3);

703MHOQMIBLHOE BOcnaneHue B 30He DEJ;

(dhopmupoBaHue CyOrNUIEPMATILHOTO MY3bIPSL.

Otmeuaetcs accoumanus ¢ HLA-DR3 u HLA-DR4 (Al-Fouzan u coasr., 2006;
Lipozenci¢ u coasrt., 2012).

OC0o0OEHHOCTBIO TECTAIMOHHOTO MeM(GUroua SBISICTCS y4acTHE IIJIAllCHTHl B
WHUIMMPOBAaHUU ayTOMMMYHHOro Tipouiecca. B ocHoBe 3a0oJjieBaHMS JICKHUT
UMMYHHBIM OTBET MaTepu, HANpPaBJICHHBIA MPOTHUB IUIAICHTAPHBIX AHTUTEHOB, C
MOCJEAYIOIIEN NEPEeKPECTHOM PEAKTUBHOCTHIO K AHAJIOTUYHBIM CTPYKTYpaMm KOXKH
(Al-Fouzan u coasr., 2006; Lipozenc¢i¢ u coast., 2012).

YcTaHOBIEHO, YTO B TKaHM XOPHMOHAa ¥ aMHUOTHYECKON MemOpaHe
skcnpeccupyercs koyareH X VII (BP180) — ocHOBHOM ayTOAHTUT€H reCTallHOHHOTO
nempuronga (Amber u coart., 2018). B HOpMe Tpodobmact xapakrepusyercs
OTPAHUYECHHOU SKCIPECCHE MOJIEKYJl TJIaBHOTO KOMILIEKCA TMCTOCOBMECTUMOCTH
knacca Il (HLA-II), uyro o0ecneynBaeT WMMYHOJIOTHYECKYIO TOJEPAHTHOCTD
oepemenHoctd. OAHAKO MpPU TECTAMOHHOM TeM@Uronje OmNucaHa aHOMaJbHas
skcnpeccusi HLA-DR Ha kieTkax XOpHoHa, YTO CO3[a€T YCIOBUS I MPE3CHTAlUN
MJIalEHTapHBIX aHTUTEHOB UMMYHHOU cucteMe marepu (Al-Fouzan u coast., 2006;
Lipozenci¢ u coasrt., 2012).

[Ipeanonaraercs cieayronias NaToreHeTHYecKas Mmocjie10BaTeIbHOCTh:

o okcrpeccuss maneHtapHoro BP180 B ycinoBusix anomansHoiM HLA-II-

MIpE3CHTAIUY;

o axrtuBanusa CD4" T-xennepoB matepu;

o crumyssinus B-numdonuros;

o TMPOAYKUMS ayToaHTUTeNn kinacca IgG, NpeuMylIECTBEHHO HaIpPaBICHHBIX
npotuB NC16A-nomena BP180;

¢ TMepeKpEcTHas peakTUBHOCTH 3THX aHTtUTeNn ¢ BP180 B K0OXke Matepu;

e AaKTHBAIUA KOMIUIEMEHTA (npeumyiiecTBeHHO C3);

o (opmupoBanue cyOdTUACPMATBEHOTO My3bIps (Amber u coaBt., 2018)..

Takum 00pa3om, recTaluOHHBIN TeM(PUTON paCCMAaTPUBAETCS KaK COCTOSIHUE,
coueTarolee AJIEMEHThl aVIOMMMYHHOTO OTBeTa (Ha IUIalleHTapHbIE aHTUTEHBI,
COJIEpIKaIlli€ OTIIOBCKUM TNEHETUYECKUU MaTepuall) U BTOPUYHOTO ayTOMMMYHHOTO
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MOBPEXKICHUS KOXKHU. JlaHHBIM MexaHU3M OOBsCHAET AeOIT 3a00eBaHUs BO BpeMs
OEpEeMEHHOCTH, BO3MOJKHBIE PEITUIUBEI TP MOCIEIYIONUX OEPEMEHHOCTSX, a TAKXKe
KOpPEIAIMI0O aKTUBHOCTH TIpoiiecca ¢ ypoBHeM aHTuten K BP180.

Accommarnus ¢ HLA-DR3 u HLA-DR4 n0onogHUTENbHO MOJATBEPKIAET
TEHETUYECKYI0 MPEAPACIIONOKEHHOCTh K HAPYIICHUI0O UMMYHHOM TOJIGPAHTHOCTH B
NEPHUO]I TECTALINH.

4.4.2. Knunuueckas kapmuna

ne6rot yaie Bo II-I11 Tpumectpe;

* BBIPAXKEHHBIN 3Y/1;

* YPTUKAPHBIC OJSIIKK U TAMyJIbl, MPEUMYIIECTBEHHO MePUYyMOMINKAILHO;

Puc. 4.1. TecranuoHHblii mneM@UroWA: THNHYHAA MNEPUYMOMIHKAIbHAS
JIOKAJTM3ALUA € YPTUKAPHBIMH OJsiIKaMM U (DOPMHPOBAHMEM HANPIKEHHBIX

my3bIpeid. Ha koxe mepejmHell OpIONIHOM CTEHKH OEPEMEHHON MAIMEHTKH BHU3YaIM3UPYIOTCS
MHO>KE€CTBEHHBIE SPUTEMATO3HO-YPTUKAPHbIE OJISIIIKY U HAIPSKEHHBIE ITy3bIPH, IPEUMYIIECTBEHHO
JIOKQJIM30BaHHBIE B TNEpUyMOMIMKAIbHOW 001acTH. XapaKTepHbIM MPU3HAKOM T'€CTallMOHHOTO
nemurona siBisieTcs Je00T BBICHITAHUN BOKPYT MyIKa C IMOCIEIYIOIMIMM PacipoCTpaHEHHUEM Ha
KOKY KMBOTA U TYJIOBHUILA.

* (hopMUpOBaHNE HANPSHKEHHBIX My3bIPEH;

* ciu3ucThie 000710YkH 00bIYHO He mopaxkatoTcs (Al-Fouzan u coasr., 2006;
Lipozenci¢ u coast., 2012; Amber u coasr., 2018).

XapakTepHOl OCOOEHHOCTBIO SBJISIETCS Hadyallo B O0JacT TMynka C
HOCTIEAYIOLIUM PacCpPOCTPAHEHUEM.

B0O3MOXHBI penuauBbl MPH TMOCIEAYIONUX OEPEeMEHHOCTSIX W TpH TMpuEMe
TOPMOHaJIbHBIX KOHTpanenTuBoB (Al-Fouzan u coast., 2006).

4.4.3. Tpauncnnayenmapnasa nepedaya anmumenl U  HOPAdHCEHUE
HOBOPONHCOEHH 020

[Tpu recranmmoHHOM TTeM(UTONIE BO3MOKHO Pa3BUTHE TPAH3UTOPHBIX KOKHBIX
TIPOSIBJICHUH Y HOBOPOXKJIEHHOTO, 00YCIIOBJICHHBIX TTACCUBHBIM TPAHCILIAIICHTAPHBIM
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IIEpEHOCOM MaTepHHCKUX ayToanTuten kinacca [gG (Lipozencic u coast., 2012; Amber
U coaBT., 2018).

Nmmynornodynmunasl  [gG  akTUBHO TpaHCHOPTHPYIOTCS 4Yepe3 IUIAlEHTY
nocpenctsoM Fc-peuentopoB (FcRn), npeumymecrsenHo Bo II-III tpumectpe
oepeMeHHOCTH. B ciyuyae rectaimoHHOro neM@urouja UUPKYIUPYIOLIUE Y MaTepu
antutena Kk BP180 moryT npoHUKaTh B CUCTEMHBIN KPOBOTOK Tu1oJa (Amber U coasT.,
2018).

[Tocne poxaeHus 3T aHTUTEINA CIIOCOOHBI B3auMo/ieiicTBoBaTh ¢ BP180 B koxe
HOBOPOXKIEHHOTO, YTO B PEJIKMX CIy4asix MPUBOIUT K (POPMHUPOBAHUIO HAPSXKEHHBIX
cyOanuaepMabHbIX My3bIped WM ypTUKapHBIX 37eMeHTOB (Lipozen¢i¢ u coasr.,
2012).

Ocobennocmu nopasxiceHusi HOBOPOHCOEHHO20:

e pa3BWBAETCS y HEOOJBIION J0JU feTel (1o pa3HbIM AaHHBIM, okojo 5—10 %

CIIy4aeB);

e 3JIEMEHTHI HOCAT TPAH3UTOPHBIN XapaKTep;

o pyOlLieBaHME HE XapaKTEPHO;

e CHUCTEMHBIX OCJOKHEHHUM, KaK PABUIIO, HE HAOJI01aeTCs;

o KOXKHBIE MPOSIBICHUSI CAMOCTOSITENIbHO PErPECCUPYIOT B TEUEHHUE HECKOJIBKUX

Henenb (Al-Fouzan u coasr., 2006; Lipozenci¢ u coart., 2012).

Takum oOpa3zoM, MOpakeHHE KOXKH HOBOPOXKIEHHOTO MPU TeCTAlMOHHOM
nemdurousie OOyCIOBIEHO HE CaMOCTOSITENIbHBIM ayTOMMMYHHBIM IPOIIECCOM, a
[TACCUBHOM Ne€pelayeii MATEPUHCKUX AHTUTEII, © HOCUT BPEMEHHBIA XapaKTep.

4.4.4. Juaznocmuxka

JlmarHoCcTHKa TECTAIIMOHHOTO MeM(UTona OCHOBBIBACTCS HAa COBOKYITHOCTH
KIIMHUYECKUX  JIaHHBIX, pE3yJbTAaTOB TUCTOJIOTHYECKOTO  HCCIECAOBAaHHUS U
MMMYHOJIOTHYECKUX METOOB.

l'ucmonozuueckoe uccneoosanue

[Ipu cBeTOBOM MMKPOCKONHMH BBISBISIETCS CYOANUAEPMANbHBINA  IY3BIp,
dbopmupyronmiicss Ha YpPOBHE JEpPMO-dIHUACPMAIBHOTO COeIuHeHus. B aepme
onpeeNnsieTcs BOCHAIUTENbHbIN UHOUIBTPAT, MPEACTABICHHBIA MPEUMYIIIECTBEHHO
s03uHOGMIamMu. B psije ciydaeB MOTYT BBISBISITHCS 903MHO(DUIIbHBIE MUKPOAOCIIECChI
B 00JacTH JepMalbHBIX COCOYKOB. YKa3zaHHbIe MOpP(HOJIOTHYECKUE MPU3HAKU
COOTBETCTBYIOT CyOSIUIEPMATBHOMY THITY PpACCIOCHHUS KOXH W CXOJHBI C
U3MEHEHUSMU TIpH OyIUIE3HOM MeMQpUTOU/IE.

Hmmynonamonozauueckoe uccneoosanue

[Ipssmass “MMYHO(DITyOpPECIIEHIIUS SIBISIETCS KIFOUYEBBIM JTUAaTHOCTHYECCKUM
METO/MOM. XapaKTepHbIM TMPU3HAKOM TECTAI[MOHHOrO0 TeMduronaa sBIsSETCA
JIMHEWHOE OTJIOKEHUE KOMIIOHEHTa KoMIuieMeHTa C3 BII0JIb J€PMO-3IUAEPMATIBLHOTO
COCAMHEHHUs, MpPU HTOM HUHTEHCUBHOCTh cBeueHus (3 HepenKko NpeBbIIaeT
BBIPOKEHHOCTh OTNIOkeHUs: IgG. JlaHHbI ¢deHoOMEeH oTpa)kaeT BEAYIIyI pOJib
KOMIUJIEMEHT-OIIOCPEAOBAHHOTO MEXaHU3MA MOBPEKICHHUS.

Ceposiornyeckas JIMarHOCTUKA BKJIIOYAECT BBIABICHUE LUPKYJIAPYIOIIUX
ayroantutren k BP180, mpeumymectBenno k ero NC16A-nomeny. Tutp anturen
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MOKET KOPPEJIUPOBaTh C KIIMHUYECKOU aKTHBHOCTHIO 3a00JICBAHUS M UCTIOIh30BaThCS
JUIsi MOHUTOPHUHTA TEUECHHUS TIpoliecca.

Ilpocnos u akywepckue acnexkmaoi

B GosibmiHCTBE CilyuaeB 3a00J€BaHUE PErPECCUPYET MOCIE POAOPA3PEIICHMUS,
OJIHAKO B PaHHEM IIOCJEPOJIOBOM IMEPUOJIE BO3MOXKHBI OOOCTpPEHHUsI, CBSI3@HHBIE C
TOPMOHAJIBHBIMM M3MEHEHUsIMH. [[711 TecTanoHHOro mnemMurouja XapakTepHa
CKJIIOHHOCTh K pelUJAMBaM IpU MOCIEAYIONUX OepeMEHHOCTSIX, Hepeako ¢ Oosee
paHHHUM J1e€0F0TOM U 00J1e€ THKETBIM TEUECHHUEM.

[To naHHBIM KIMHUYECKUX HAOIIOJICHUM, HECKOJbKO TIOBBIIIACTCS PHUCK
MPEKAECBPEMEHHBIX POJAOB U POXKJICHUS JIETEd C HU3KOM maccou Tena. B peakux
Cy4yasiX BO3MOXHO Pa3BUTHE TPAH3UTOPHOIO MOPAXKEHHSI KOXKU HOBOPOXKAEHHOTO,
0OyCJIOBIIGHHOTO TpaHCIUIAIEHTAPHBIM TIEPEHOCOM MatepuHCkux IgG-aHTuTen K
BP180. OTu mnposiBIeHHUS HOCIT BPEMEHHBIM XapakTep M CaMOCTOSITEIbHO
pEerpeccupyroT Mo Mepe AMUMUHALIMN MATEPUHCKUX UMMYHOTJIOOYJIMHOB.

4.4.5. J/leuenue
TakTuka JieueHus ONPEAEIISIETCS BRIPAXKEHHOCTHIO KOMKHOTO MPOoIecca U CPOKOM

OEpEeMEHHOCTH.
[Ipn orpanudeHHsix ¢(opmax 3a00J€BaHUS M YMEPEHHOM KIMHUYECKOU
AKTUBHOCTHU IIOKA3aHO [IPUMEHEHHE BBICOKOAKTUBHBIX TOIIUYECKUX

IIIFOKOKOPTUKOCTEPOUIOB, KOTOPBIE MO3BOJIAIOT KOHTPOJIUPOBATh BOCIAIECHHUE H
YMEHBIIUTH 3Y/I.

[Ipu pacnpocTtpan€éHHOM Tpoliecce WM (POPMUPOBAHUU  HAMPSHKEHHBIX
My3bIpeil HA3HAYAIOTCA CHUCTEMHBIE TJIIOKOKOPTUKOCTEPOUIsl B J1103¢ OKojo 0,5
MT/KT/CYyT € TIOCIEOYyIONIEH TOCTENEeHHON peayKIued ToClie JAOCTHIKEHUS
KIIMHUYECKOTO KOHTPOJIs. Llenpro Tepanuu siBIeTCs NPEeKpalleHUE NOSBICHUS HOBBIX
3JIEMEHTOB U 3MUTEIN3ALNS CYHIECTBYIOIIUX 0YaroB.

AHTUTUCTAMUHHBIE TIPENAPATHI MOTYT MPUMEHATHCA JI1 YMEHBIICHUA 3y 4.

B penkux pe3nCTEeHTHBIX Ciydasx JOMYCKAETCS HAa3HAYCHUE a3aTUOIPHUHA,
OJHAKO PEIICHUE O MPUMEHECHUM HMMYHOCYNPECCUBHOM Tepanuu NPUHUMACTCS
UHIMBUIYABHO C YYETOM CpOKa OEpPEMEHHOCTH, MOTEHIIMAIBHBIX PUCKOB IS 11012
¥ HEOOXOJIMMOCTH MYJIbTUIUCUUIITMHAPHOTO BEJACHUS MAIlUEHTKU.

4.5. Cuausucro-noMuHaHTHbIM (pyOouyrwomuii) nemdpurounn ((Mucous
membrane pemphigoid, cicatricial pemphigoid))

Crnusucro-gomMuHaHTHBIN empurons (MMP) — xporndeckuii ay TOUMMYHHBIT
cyOanuaepManbHbIil  My3bIPHBIA  JI€pMAaTO3, MPEUMYIIECTBEHHO MOPaXKaroIINil
CIM3UCTBIE OOOJIOYKKM W  XapaKTepu3yrommiics ¢GopMHpOBaHUEM PyOIIOBBIX
n3meneHnuit (Chan u coaBt., 2002; Amber u coasrt., 2018).

3a0oeBaHUE OTHOCUTCS K TPyNIe ayTOMMMYHHBIX CyO3MUIEpMaIbHBIX
My3bIPHBIX JIEPMATO30B U OTJIMYAETCS OT OyJI€3HOro memMuronsia BBIPAKCHHOU
CKIIOHHOCTBIO K (uOpo3y W HEeoOpaTUMBIM PYOIOBBIM ociokKHeHusM (Schmidt u
Zillikens, 2013).

4.5.1. ITHOI0THSI © HUMMYHOIIATOI €HeE3
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PyOmyrommiicss  (CITU3UCTO-AOMUHAHTHBINA) TIEMGUTON  XapaKTEPHU3yeTCs
OPOAYKIMENH ayTOAHTUTEA K Pa3IUYHbIM KOMIIOHEHTaM JAEePMO-3MHAePMaIbHOTO
coeaunenus, Bkitouas BP180 (xommaren XVII), BP230, namunun-332, uHTerpuH
a6PB4 u, pexe, koymmareH VII. AHTUreHHas: TeTEPOTCHHOCTh SBJISETCS OJHOU U3
XapaKTEPHbIX OCOOEHHOCTEW AAHHOTO 3a00JE€BaHUS U ONpENeNsieT BapuaOeIbHOCTb
KJIMHUYECKUX TMPOSBICHUN W uMMyHosiorndeckux HaxoJok (Chan u coast., 2002;
Amber u coasr., 2018).

NMmyHonaToreHe3 3a00jeBaHUsS CBSI3AH C  JIMHEWHBIM  OTJIO)KEHHEM
UMMYHOTTIOOYIMHOB kjacca IgG w/mnm xommoHeHta komiuiementa C3  Boib
0azanbHOM MeMOpaHsbl, aKTUBaLIUEH KOMILIEMEHT-OMOCPEI0BAHHOTO
BOCHAJIMTENILHOTO KackaJa ¥  Pa3BUTHEM XPOHHUUYECKOrO  JUMQOIUTAPHOTO
BOCHAJIEHUSI B 30HE JEpMO-3IuAepMalbHOro coeauHeHus. llepcucrupyromiee
BOCIIAJICHUE COMPOBOXKAACTCS CTUMYIsiuelt (pubpobractoB u  ¢GopMHpOBaHHEM
¢bubpo3a, YTO KIMHUYECKH TPOSBISAETCS PYOIIEBAHHEM TMOPAKEHHBIX CIIHM3UCTBIX
ob6onouek (Schmidt u Zillikens, 2013).

B omimume oT kiaccuyeckoro OyJuI€3HOro mnemMQpurouja, MNpu KOTOPOM
BOCHAJIMTENIbHBIA MPOLECC Yalle HOCUT OCTPBIM XapakTep, Hpu pyOlyromeMcs
neMmduronic UMMYHHOE MOBPEXKICHUE UMEET 00Jiee XPOHUYECKOE TEYEHHUE, YTO
OOBSCHAET BBIPAKEHHYIO CKJIOHHOCTh K TMPOTPECCUPYIONIEMY pPYOIEBaHUIO U
Pa3BUTHIO HEOOPATHUMBIX aHATOMHYECKUX M3MeHeHn (Amber u coaBrt., 2018).

4.5.2. KnnHn4veckasi KAPTHHA

Knunuueckass kaptuHa pyOlyromerocs neMpUrouaa XapakTepu3yercs
IPEUMYIIECTBEHHbIM TMOpPAaXXEHHEM CIM3HUCTBIX oOosouek. Haunbomnee wyacto
BOBJICKAeTCS CIM3UCTas 000JOYKa TOJOCTU pTa, TAe 3aboieBaHHEe HEPeIKo
IPOSIBISICTCS] ECKBAMAaTUBHBIM THHTUBUTOM (pHc. 4.2.). Taxke MOryT mopaxarbcs
KOHBIOHKTHBA, CIU3UCTash HOCOTJIOTKH, TOPTaHW, MHUIIEBOJAa W AHOTCHUTAIHHOU
obnmactu (Chan wu coaBt.,, 2002). IlopakeHne KOHBIOHKTUBBI MPOSBIISAETCS
XpOHHYECKOW THUIEpEeMHEH, CyOsmUTeNnaIbHbIMA TY3BIPIMH M JPO3HSIMH  C
MOCTIEAYIONIUM  Pa3BUTHEM PYOIIOBBIX HM3MEHEHHWH, BKJIO4Yas (OpMUPOBAHUE
cuMOsieapoHa M YKOPOUEHHE KOHBIOHKTHUBAJIBLHOTO CBOJIa; MPOTrPECCUPOBAHUE
poliecca MOKET MPUBOJIUTH K OTPAHUYECHHIO IMOJBUKHOCTH TJIA3HOTO S0JI0KA, CYXOMY
KEPAaTOKOHBIOHKTUBUTY W CHW)KCHHUIO 3PEHUSI BIUIOTH JO CJIEMOTHI MPU OTCYTCTBUU
CBOEBpPEMEHHOM Tepamnuu (puc. 4.3.).
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Puc. 4.2. /leckBaMaTHBHBIA THMHTMBUT NpPU pyouywmemcsi nemdurounae. Ha
CJIM3UCTON 000JI0UKe JecHBl ompenensercs nud¢ys3Has spureMa ¢ ydyaCTKaMM SIHUTEIHaIbHON
ACCKBaMallii U MOBCPXHOCTHBIMU 3PO3UAMMU. OTMeYaeTcs UCTOHYEHHE DIUTEINS U €r0 YaCTUYHOE
OTCJIaMBAHUEC, YTO ABJIACTCA TUIIMYHBIM IPOSABICHUEM CIIM3UCTO-AOMHUHAHTHOT'O HCM(i)I/II‘ oraa.

Puc. 4.3. IlogocTpas craausi pyoOnymomerocs mnemduronga. ®opMupoBaHue
cumOJiepapoHa M YKOPOUYE€HHE CBOJAA KOHbIHKTHUBBI. Ha KOHBIOHKTHBE ONpPEeNseTcs
THIIEPEMUsI, yUaCTKH PyOIIOBBIX N3MEHEHHI U (hopMHUpoBaHKE CUMOIehapoHa — CPaIICHUS MEXTY
Oynp0apHOii 1 nanbreOpanbHON KOHBIOHKTUBOM. [10100HbBIE H3MEHEHNS XapaKTEePHBI IS CIIU3UCTO-
JOMUHAHTHOTO (pyOIyromerocs) mneMuronsa M OTPaXarOT XPOHHUYECKOE BOCHAJICHHE C
nociuexyromuM Guopo3zom.
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3a0oneBanue  TposBISIETCS  oOpa3oBaHWEeM  OOJIE3HEHHBIX  JPO3UH,
BO3HHKAIONIUX BCJIEJICTBHE OBICTPOTO BCKPBITHS CYOATIUACPMAIBHBIX ITy3BIPEH.
XapakTepHOl OCOOCHHOCTBIO SIBISETCS CKJIOHHOCTH K (HOPMHUPOBAHHMIO pPYOIIOB,
0COOCHHO mpH TopakeHUH a3, OQPTaaTbMOJIOTUYECKUE MPOSBICHUS BKIIOYAIOT
pasButue cumbOiedapoHa, MPOTPECCUPYIONIEE CpaIllEHHE KOHBIOHKTUBBI U
MIOCTETICHHOE OTPaHWYCHUE TOJBIKHOCTH Tja3Horo soOmoka. I[lpu orcyTcTBUM
CBOEBPEMEHHOTO JICYCHHUS BO3MOXKHO IMPOTPECCUPYIOIIECE CHIKCHUE 3PEHUS BIUIOTH
1o cienotsl (Schmidt u Zillikens, 2013).

KoxHbie nposiBIIeHUs] TIPU CIM3UCTO-TIOMUHAHTHOM TMEeM(UTroue BBIPAKEHbI
MUHUMAJIBHO JIUOO TOJHOCTBIO OTCYTCTBYIOT, YTO OTJIMYAET JaHHYI0 (opMmy OT
JIPYTUX CyOdMuIepMaIbHbIX My3bIPHBIX 1epMaTo30B (Amber u coast., 2018).

[IpeumyiecTBEHHOE MOPAKEHHUE CIU3UCTHIX 000I04YEK MPU mucous membrane
pemphigoid (MMP) o0ObsicHSI€TCS COYETaHHMEM HWMMYHOJIOTHYECKUX W aHATOMO-
CTPYKTYPHBIX (PaKTOPOB.

Bo-niepBeix, mpu maHHOW QopMe 3a007eBaHUS HEPEIKO BBISBISIOTCS
ayTOaHTUTENa K JaMUHUHY-332 U UHTErpuHy o634 — OGenkam, UrparoIuM 0COOEHHO
BXHYIO POJIb B aAT€3UH DIUTEIUS KMEHHO CITM3UCTBIX 000JI0YCK. DKCIPECCUS ITHX
MOJIEKYJT M UX (PYHKITMOHAIbHAS 3HAYMMOCTD B CIIM3UCTBIX TKAHSAX BBIIIE, YEM B KOXKE,
YTO JIeJaeT CIM3UCThIe Oojiee YS3BUMBIMU K UMMyHHOMY mnoBpexzaeHuto (Chan u
coanT., 2002; Amber u coart., 2018).

Bo-BTophIX, cam3ucteie 00070YKM  OOJAAAIOT PAIOM  AHATOMUYECKUX
0COOEHHOCTEH:

o 0o0Jee TOHKUI DITUTEIINI;

e MCHBIIIAS CTETICHb KEPATUHHU3AINH (32 UCKITIOUCHHUEM JIECHBI M TBEPOTO HEDA);
e TIOBBHIIICHHAS TpaBMaTH3anus (KEBaHHUE, PEUb, MUMHKA);

« OoJiee BEIpOKCHHAS BACKYJISIPH3AITHAL.

Ot (HakTopsl CHOCOOCTBYIOT 0oJiee JETKOMY pacCIOCHUIO TKaHEW MIpHu
HApYIICHUU CTPYKTYPHl JIEPMO-IMUTEIHAIBHOTO COCIUHCHUS M TOICPKUBAIOT
XPOHUYECKOE BOCTIAICHHE.

B-tperbux, npu MMP BocCnamuTenbHbI MPOLECC HOCHUT IEPCUCTUPYIOIIUN
XapakTep, YTO COMPOBOXKIAETCS aKTUBaIMen ¢puOpobdsacToB U pazBuTueM (GpuoOpo3a.
Cnuzuctbie 000JI0YKH, B OTIUYHE OT KOXKU, UMEIOT OrPAaHMYEHHBIE BO3MOXKHOCTH K
MOJTHOIICHHOM pereHepanuu 0e3 pyOrieBaHus, 0COOCHHO B 00JacCTH KOHBIOHKTHBBI,
YTO OOBSICHSAET CKJIOHHOCTh K (hOPMHUPOBAHUIO cUMOedapoHa U APYyTux pyOIIOBBIX
ocnoxxaeHu#t (Schmidt u Zillikens, 2013).

Takum 006pa3om, MPEUMYIIECTBEHHOE MOPAKEHUE CIU3UCTBIX O0O0JIOYEK IMPHU
pyOiyromemMcs ieMGUronie CBSI3aHO C AHTUTCHHOMN CTIEIIM(PUIHOCTHIO ayTOAHTUTE,
OCOOEHHOCTSIMU JKCIIPECCUU MOJIEKYJl aAre3ud W aHaToMO-(yHKIIMOHATbHBIMU
XapaKTEPUCTHUKAMU CIU3UCTHIX TKaHEH.

4.5.3. I'ucmonozusn

['mcronornyeckas KapThHA pPyOIyromerocs mneMUronaa XapakTEepU3yeTcs
dbopMupoBaHUEM CYOATTHACPMAILHOTO Iy3bIpS HAa YPOBHE JACPMO-3HUIACPMAIBHOTO
coenuHeHMs. B momexarnieit gepMe onpeaenseTcss BOCTIAIUTEIbHBIN WHOUIBTpAT,
IIPE/ICTABIICHHBIN IPEUMYIIIECTBEHHO JIMMQPOIIMTAMH C IPUMECHIO 303uHOHITOB. [1pu
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XPOHUYECKOM TE€UEHUHU 3a00JIEBAHMSI BBISBIISIOTCS MPU3HAKK (PUOpPO3a, OTpaskaroIiue
JUIATEIbHOE TEPCUCTHPOBAHME BOCHAIMTEIBHOIO Tpoecca U OOBSICHSIOMINE
CKJIOHHOCTb K pyOlI€BaHUIO CIU3UCTHIX o0omouek (Schmidt u Zillikens, 2013).

4.5.4. Hmmynonozuueckan OuazHocmuKa

NMMmyHODOTHYECKast ~ JUArHOCTHKA  HMMEET  KJII0YeBOE  3HAUYCHHE B
MOJITBEPKIECHUH ArarHo3a pyoiryromerocs nemduronaa. [Ipu mpoBeneHuu mpsmMoii
UMMYHO(DITYOPECIEHIIU BBIABISETCS JUHEHHOE OTJIOXKEHHUE HMMYHOTJIOOYJIHMHOB
knacca IgG w/unum komnoHeHTa koMmiiementa C3 Baonib GazanbHON MeMOpaHbl. B
OTIIETBHBIX CJIy4YasgXx BO3MOXHO OOHapykeHue oTioxeHuss [gA, uTo oTpaxaer
AHTUTEHHYIO reTeporeHHocTh 3aboneBanus (Chan u coast., 2002).

JIOTIOJIHUTEBHBIM JUATHOCTHUECKUM METOIOM SIBIISIETCS HCCIIE0OBAHNE KOXKU C
UCIOJIb30BaHUEM TeXHUKH salt-split skin. B OoJbIIMHCTBE Cly4aeB CBEUYCHHE
OTIPECISAETCS MO «KPBIIIE» HCKYCCTBEHHO CO3/IaHHOTO IYy3bIPs, YTO COOTBETCTBYET
JOKaJM3allii ayTOAHTUTENl K KOMIIOHEHTaM JlaMuHa Jronuaa. [Ipu Hanuuuu aHTuTen
K JaMUHUHY-332 BO3MOXHBI BapualliU pPAcTpeAeNieHUs HUMMYHHBIX JEMO3UTOB
(Amber u coasrt., 2018).

Ceponorudeckasi AMAarHOCTHKA MEHEEe UYBCTBUTEIBbHA 10 CPaBHEHHUIO C
OyJu1€3HBIM TIEeM(UrOMAOM, TOCKOJBKY CHEKTp aHTureHoB npu MMP Ooinee

pa3zHooOpa3eH, a TUTPhl HUPKYJIUPYIOMMX aHTUTENT HEepeaKko HeBbICOKH (Schmidt u
Zillikens, 2013).

4.5.5. Ocooennocmu meuenusn

PyGiyrommiics nemdurona XapaKkTepu3yeTcs XPOHUYECKUM
MPOTPECCUPYIONUM TEUEHHWEM C TEHACHIIMEH K TIOCTEIICHHOMY HapacTaHUIO
¢bubpo3HBIX W3MeHEeHMH. Jlaxke MpU yMEPEeHHOW BOCHAIMTEIBHONW aKTUBHOCTU
BO3MOXHO (HOPMUPOBAHKE PYOIIOB, YTO OMPELISIET BRICOKUN PUCK (DYHKITMOHAIBHBIX
HapyleHud ¥ MHBaIUAM3alU. Oco00e KIMHUYECKOE 3HAYEHUE MMEET MOPAKEHUE
rJ1a3, TOPTaHU W TMHUUIEBOJA, MOCKOJbKY JaHHbBIE JIOKAJIMW3AI[MU aCCOLMUPOBAHBI C
Pa3BUTHEM TSOKENBIX OCIOKHCHHMM, BKIIOYas HapyIICHWE 3pEHUs, CTEHO3
TBIXaTeIbHBIX MyTeH W aucdaruto. B cBsI3W ¢ 3TMM paHHEE HAYajlO0 CHUCTECMHOM
TEepanuy paccMaTpUBAETCS KaK MPUHUMIHAAIBHO BaXKHBIM (DaKTOp MPOPUIAKTUKU
HeoOparumbIx nocaeactsuil (Chan u coart., 2002; Hertl u coast., 2015).

4.5.6. Ilpunyunwvt 1euenusn

TepaneBTuueckass TakThKa NpH pyOIyromeMcs nemMpuroue Oomnpeessercs
CTENEHbIO PHCKAa PYOIOBBIX OCIOKHEHUH W JoKanu3auued nopaxeHus. CormacHo
MEXIyHApOJHBIM PEKOMEHIAIMSIM, TalueHThl CTPAaTU(PUIUPYIOTCS Ha TPYHIbI
HU3KOT0 U BeICOKOTO prcka (Hertl u coasr., 2015; Amber u coasrt., 2018).

[Ipu orpaHMYeHHOM TOPAKEHUU CIU3UCTON OOOJIOUYKM TOJOCTH pTa 6e3
IIPU3HAKOB IIPOTPECCUPYIOLLETO pyOueBaHus BO3MOYKHO IPUMEHEHUE
BBICOKOAKTHUBHBIX TOMNYECKUX TIIFOKOKOPTHKOCTEPOUOB U MECTHOMI
IPOTHUBOBOCIAIUTENBHON TEPAIUU MO AUHAMUYECKUM HAOIIOCHUEM.

[Ipy nopaxkeHMH TJIa3, TOPTAaHM WM [HUIIEBOJA, a TaKXkKe MpHU
nporpeccupyiomeM pyOLeBaHHM TOKa3aHa CHCTEMHAasT HMMMYHOCYIIPECCUBHAs
Tepanus. B kauecTBe 0a3uWCHBIX TMpenapaToB MPUMEHSIIOTCS  CUCTEMHBIE
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TIIFOKOKOPTHUKOCTEPOU Bl B COYETAHUU CO CTEPOHI-COEpEraloluMu CpeICTBaMH,
TaKUMH KakK as3aTuompuH wid MukodeHomata wmoderwn. [lpu  TsoxEnom
0 TaTBMOJIOTHYECKOM TOPAKCHUH MOXET HCIOJIb30BaThCs IukiIodochamun. B
PE3UCTEHTHBIX CIIydasX pacCMaTpUBAETCS Ha3HAYCHUE PUTYKCMMada KaK TapreTHOM
Tepanuu.

BeneHne mManmueHTOB OJDKHO OCYIIECTBIATHCS B MYJIbTHUAUCITUIUIMHAPHOM
dbopmaTe ¢ 00s3aTENBHBIM yd4acTHEM O(TaIbMOJIOTa, OTOPUHOJAPUHTOJIOTA U, MPU
HEOOXOMMOCTH, TACTPOIHTEPOJIOTA.

4.6. JInuneitnbiii IgA-0yanésnbiii gepmaro3 ((Linear IgA bullous dermatosis,
LABD)

Jluneitnpnii  IgA-Oysun€3Hbiii  nepmMaTo3 —  pPEAKMA  ayTOUMMYHHBIN
cyOsmuaepMabHBIA  MY3BIPHBIM ~ JAEPMATO3, XapaKTePU3YIOMUNUCS  JIMHEHHBIM
otnoxxeHnem IgA Bmonb 0a3anpHONW MeMOpaHbl. 3a00JI€BaHHE MOXET BO3HUKATH Y
JETel U B3pOCIBIX U PACCMATPUBAETCS KaK OTJENbHAs HO30Jormyeckas (opma B
CHEKTpE ayTOMMMYHHBIX 0yJé3HbIX AepMaTo3oB (Hashimoto u coast., 2023; Schmidt
u Zillikens, 2013).

4.6.1. dmuonocua u ummynonamozene3

B ocnHoBe inmHeitHoro IgA-Oymin€3Horo pepMaros3a JICKHUT MPOTYKIIHS
ayTOAHTUTEN Kiacca IgA K KOMIOHEHTaM JepMO-3IUAEPMAIbHOIO COEIUHEHHS,
npeuMyIiecTBeHHO kK ¢parmentaM BP180 (Bkmrowas LAD-1), a Takke K Apyrum
anTureHam OazanpHOM MemOpanbl (Hashimoto u coast., 2023; Christophoridis u
coasT., 2000).

B imuHWYecKkOW TMpaKkTHKE BBIACISAIOT JCTCKYI0 M B3pOCIyI0  (OpPMBI
3a0oneBanus. Y geTeil 3a0ojieBaHUE TPATUIIMOHHO O003HAYAIOT KaK XPOHUYECKHMA
OyynésHblii nepmato3 jnerckoro Bo3pacrta (linear IgA dermatosis of childhood LAD
win chronic bullous disease of childhood (CBDC), torna kak tepmun linear IgA
bullous dermatosis (LABD) wame wucnonb3yercs [jsi ONUCAHUS (QOPMBI,
pa3BUBAIOLLEHCS Y B3pOCIIbIX MalMeHTOB. HecMOTps Ha pa3inuuus B Bo3pacte 1e0roTa,
MMMYHOITATOT€HETUYECKUE MEXaHU3MbI 00erX (POpM SIBISIOTCS CXOIHBIMH.

CaszbiBanue IgA ¢ anturenamu 0azanbHOM MeMOpaHbl MPUBOJIUT K aKTUBALIMH
HerTpopuioB uepe3 Fco-penentopbl, BBICBOOOXKICHHIO  MPOTEOTUTHUYECKUX
GbepMEeHTOB W pa3pylICHUIO CTPYKTYpP JEPMO-3MUIAEPMAIBHOTO COCIUHEHUS C
dbopmupoBaHreM CyOdMUAEpPMAIBHOTO My3bIpsA. B oTimume oT Oyin€3Horo
nempuronga, BocmaiuTenbHas peakius npu LABD HocuT mnpemmyInecTBEHHO
HEUTPODHUIBHBIA XapakTep, TOrJa Kak 5303WHO(DWIBHBIA KOMIIOHEHT BBIPAKEH
3HaynTebHO MeHbIe (Schmidt u Zillikens, 2013; Amber u coagrt., 2018).

3a0oneBaHue MOXET OBITh  HMAUOMATHYECKUM  JUOO  JIEKapCTBEHHO-
WHIYIMPOBaHHBIM. Hambonee W3BECTHBIM TPUITEPOM SBISIETCS BAHKOMUIIWH;
JIEKapCTBEHHO-UHAYIIUPOBaHHAs (opMa HMEeT OmpeAenEéHHbIE KIWMHUYECKHE W
UMMYHOJIOTHYECKME OCOOEHHOCTH M, KaK IPAaBUJIO, PErPECCHPYET MOCIE OTMEHBI
npenapara (Chanal u coasrt., 2013).

4.6.2. Knunuueckaa kapmuna
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Knuanueckne  mposiBieHust  auHeWHOro — IgA-OymnésHoro  nmepmarosa
XapaKTEepU3yIOTCs MOSBICHUEM HANpsHKEHHBIX IMy3bIpedl Ha 3pUTEMaTo3HOM (oHe,
KOTOpBIE HEPEIKO pacloiaraloTcsi KOJbLEBUIHO WM AyrooOpasHo. OmnuceiBaeTcs
xapakTepHbli (eHomeH «string of pearlsy («HUTH xemuyray) — GopMupoBaHHEe
ny3bipei no nepudepun 3pureMaroznoi omsmku (Ingen-Housz-Oro, 2011; Amber u
coaBT., 2018).

®opMHUpPOBAaHUE TaK HA3bIBAEMBIX «TUPJISIHI» WIM KOJBLEBUIHBIX CTPYKTYp
CBA3aHO C LIEHTPOOEKHBIM PpACHPOCTPAHEHUEM BOCHAIMTEIBLHOTO IpoIEcca.
IlepBUuHBI y3bIpb BCKPBIBAECTCS WIM YACTUYHO PErPECCUPYET B LIEHTPAILHOM YacTu
ouara, Torja Kak 1o nepupepuu npo10JKaeTcsi MMMYHHOE NOBpeXAeHne 0a3zaabHOU
MeMOpaHbl ¢ 00pa30BaHUEM HOBBIX CyO3MUIepMalbHBIX My3bipeil. [loBTopsromeecs
¢opMupoBaHue IMy3blpell MO Kpal oyara MNpuaaéT »JIEMEHTaM XapaKTepHbIN
TOJIMITUKIIMYCCKUI WU TUPJITHI000pa3HbId B (puc. 4.4).

“

Puc. 4.4. JIluneinniii IgA-nepmaro3 aerckoro Bozpacra (chronic bullous
disease of childhood). Ha xoxe Thita crombl ompemensitoTcs HaNpsKEHHBIE ITy3bIPH,
PacCmnoJIOKEHHBIC KOJBIEBUIHO C q)OpMI/IpOBaHI/ICM XapaKTCPHBIX MOJUOHUKINYECKUX CTPYKTYp IIO
TUIY «HUTH xemuyra» («string of pearls»). LlenTpanbHas yacTh odara 4aCTUYHO PETPECCUPYET C
00pa30BaHUEM 3PO3UHU U KOPKH, TOTJ1a KaK 110 nepudepun GopMupyroTcst HoBble Cy03nuiepMalibHble
y3BIPH, TPUAAOLIIE HIEMEHTY TUPIISTHI000Pa3HbIA BU/.

VY nereit (dbopma, obo3Hauaemasi kak linear IgA dermatosis of childhood)
BBICBHIITIAHMS Yallle JIOKATM3YIOTCSA HAa HIDKHEW YacTW TYJIOBUINA, STOJUIAX U B
MPOMEKHOCTH. TedeHne B MeanaTpuydecKon rpymnme oO0bId4HO Oosiee OIaronpusiTHOE,
3a00IeBaHUE HEPEIKO HWMEET OrPaHUYEHHBIM XapakTep MW MOXKET CIIOHTAaHHO
perpeccupoBaTh B TIOJIPOCTKOBOM Bo3pacte. PyOmeBanue mis AETCKOM (PopMbI
HEXapaKTepHO.

VY B3pOCHBIX MalMEHTOB MPOILIECC MOXKET HOCUTH 00Jiee TeHepaTu30BaHHBIN
XapaKkTep W MPOTEKATh XPOHUUECKU-penHuauBHpyomie. CIu3uCcThie 000J0YKH MOTYT
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BOBJIEKAThCS, OJHAKO BbIpaxkeHHOEe pyOueBanue st LABD B nieinom HexapakTepHo,

YTO OTJIMYAET €ro OT CIM3UCTO-ToMUHAHTHOTO nemduronma (Schmidt u Zillikens,
2013).

4.6.3. /luaznocmuka

Huarnoctuka nuHeitHoro IgA-Oymné€3Horo paepMaro3a OCHOBBIBAETCS Ha
COBOKYITHOCTH  KJIIMHMYECKOM  KAapTUHBI,  PE3YJbTAaTOB  THMCTOJOTMYECKOTO
MCCIICIOBAHUSI M JAHHBIX MMMYHOIIATOJIOTHYECKMX METOJOB. Pelaroiiee 3HaueHue
UMeEeT IpsiMasi UMMYHO(ITYyOpECIICHIIHS.

T'ucmonoecuueckoe uccreoosanue

[Ipu cBETOBO MHKPOCKOMHH OIpEAeNseTcsl CyOdnmuaepMalbHbI ITy3bIp,
dbopMupyIOIMUIACS HAa YpPOBHE JI€PMO-3MHICPMAIBLHOTO COeAUHEHUs. B aepme
BBISIBIISIETCS  BBIPAKEHHBI  BOCTAIUTEIbHBIN WMHDUIBTpAT ¢ TpeodiaaHueM
HEHUTpO(DHIIOB. XapakTepHbIM MIPU3HAKOM SBIIAIOTCS HEUTpO(HITbHBIC
MUKPOAOCIIECCHI B 00JIACTH IEPMaIbHBIX COCOYKOB. DO3MHO(DMIIbHBIN KOMIIOHEHT, KaK
MPaBUJIO, BBIPAXKEH 3HAYUTENIBHO ciadee, yeM npu OysUI€3HOM MeMQpUTOUAE, YTO
OTpaXKaeT paszjinuusi B UMMYHOIIATOI€HE3€ JIaHHbIX 3a0osieBaHuii (Amber u coaBT.,
2018).

Hmmynonamonozuueckoe uccineoosanue

[Ipsimas uMMyHOQIIyOpeCLEHIIMSI  SIBII€TCS JAHUArHOCTUYECKUM  METOJIOM
BbIOOpa. TUNMUYHBIM M JIMATHOCTUYECKH 3HAYUMBIM MPU3HAKOM SBIISETCS JIMHEHHOE
OTJIO)KEHHE MMMYHOIJIOOyNIrMHA Kiacca IgA Bmonb 6azanbHON MeMmOpaHbl. JlaHHBIM
dbeHoMeH paccMaTpHUBAETCSl KaK MaTOrHOMOHWYHBIA i nuHenHoro IgA-aepmarosa
Schmidt u Zillikens, 2013; Hashimoto u coasT., 2023).

Puc. 4.5. Ilpamas uMMyHoQyopecueHUusi npu JuHeiiHom IgA-Oy/1é3HoM

aepmaro3e. Ha mpemapate NepuUIe3HOHAIBHOM KOXKH ONPEIENSACTCS WHTEHCUBHOE JIMHEHHOE
OTJIOKEHUEM UMMYHOTrI00yauHa kiacca [gA. CBeueHre HOCUT HENpPEepbIBHBIM, YETKO OYepUYCHHBIN
XapaxkTep M JOKAJTU3YeTCs 10 JTUHUK 0a3aibHOW MEeMOpaHBI.

[Ipu wucnonb3oBanun meroauku salt-split skin pacnpeneneHne UMMYHHBIX
JICTIO3UTOB MOXET OIPEACTSATHCS KaK MO «KPBIIIe», TaK M M0 «IHY» HCKYCCTBEHHO
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CO3/IaHHOTO Iy3bIPs, YTO CBSI3aHO C AHTUTC€HHOW TeTEPOr€HHOCTHIO 3a00JIeBaHUS U
pa3ITUYHON JTOKaIN3aluel MuleHen ayroanturen (Amber u coaBt., 2018).
Ceponozuueckas ouazHoOCmuKa
Ceposiornueckie MeTO/Abl 00JIaJal0oT MEHBIIEH YyBCTBUTEIBHOCTBIO I1O
CpaBHEHUIO ¢ TpsiMoil mMMmyHo(pIyopecueHuuen. Llupkynupyronme IgA-anturena
BBISIBJISIFOTCS] HE Y BCEX MALIMEHTOB, & UX TUTP HE BCErJa KOPPEIUPYET C KIMHUUECKOM
akTUBHOCTBIO 3a00seBanus (Christophoridis u coast., 2000).

4.6.4. IIpunyunsl neuenus

Taktuka nedeHus: junHeHoro IgA-Oymi€3Horo nmepmaro3a ompeaenseTcs
BO3pAaCTOM IIAlIMEHTAa, CTENEHBIO PACIPOCTPAHEHHOCTU KOMXKHOTO IIpoliecca,
BOBJICYCHHEM CIIU3UCTHIX 000JI0YEK U BHIPAKEHHOCTHIO CUMIITOMOB.

Tepanus nepeou runuu

[IpenaparoMm BbIOOpa Kak y B3pOCHBIX, TaK M y JETEH SBISCTCS HAMCOH,
oOnaiaromuil BBIPAXKEHHBIM aHTH-HEUTPOMUIBHBIM JEHCTBHEM U CIIOCOOHOCTHIO
OBICTPO MOJABIATH BOCHAIUTENIbHYIO AKTUBHOCTh. KIIMHUYECKOE yIIyUIlIeHUE HEPEIKO
OTMEYAETCs yKe B TeueHue 48—72 yacos.

[lepen Ha3HaueHWeM JarcoHa oOO0s3aTeNbHA OIIEHKAa YPOBHSA TIFOK030-6-
dbocdaraeruaporenasbl B CBA3M ¢ pUCKOM reMOJUTHYECKOM aneMuH. Takxke Tpedyercs
KOHTPOJIb TE€MOTJIO0MHA, PETUKYJIOIUTOB U METreMoriioonHa B AuHamuke (Amber u
coanT., 2018; Schmidt u Zillikens, 2013).

Pexomernoyemvie 0o3uposku:

o VY pmereit: 0,5-2 MI/Kr/CyT BHYTpPb C IOCTETICHHBIM TUTPOBAHUEM JO3BI.
o Y B3pocnbix: 50-100 mr/cyt, npu HeoOXoaumocTu 10 150 Mr/cyT.

VY nereit nedeHre OOBIYHO TIPOBOJUTCS JO JTOCTHKEHHUS CTOMKON PEMHCCHU C
MOCTIEAYIONIUM TOCTENEHHBIM CHUKEHHEM J103b1. JleTckas ¢popma 4acTo umeet 0osee
OJIaroNpHUsATHOE TEYEHUE U MOKET OBITh OTMEHEHA YepE3 HECKOJIBKO JIET 0€3 pelHIuBa.

Jlézkas chopma

[Ipu orpaHUYEHHBIX KOKHBIX MPOSIBJICHUAX BO3MOXKHO MPUMEHEHHUE:

e BBICOKOAKTUBHBIX TOIMUYECKUX TIIFOKOKOPTUKOCTEPOUIOB,
¢ KOpPOTKHUX KypcoB cucTeMHbIX ' KC npu BbIpaKk€HHOM BOCIAJIEHUU.

Cpeonemscénas u maxcénas gpopma

[Ipy reHepannM30BaHHOM TIPOLIECCE, BBIPAKEHHOM 3yAE€ WIM TOPAKEHUHU
CIIM3UCTHIX 000JI0UEK MPUMEHSFOTCS:

e JIalICOH B TEPAIEBTUYECKOMU J103€,
e CHCTEMHBIE TIIFOKOKOPTHKOCTepouasl (mpearu3onon 0,5-1 wr/kr/cyt) c

MOCTIEYIOMIEN PEAYKIIUEH,

o TMPU HEJAOCTATOUHON 3(PPEKTUBHOCTH — M00ABICHHUE CTEPOUI-COEPEraromnx

CPEACTB.

Anvmepuamuenas mepanusi

[Ipu nportuBomokaszanmsx K pgancoHy (aedpurur [-6-DJII°, BwIpakeHHas
aQHEMMs1) WM TI0XOW NEPEHOCUMOCTH BO3MOKHBI:

o cynb(anupuanH,
e CyJb(aMeTOKCUITUPUIA3HH,
o MHKO(eHoJIaTa MOpEeTHI,
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e a3aTHOIPHH,
e B PE3UCTEHTHBIX CIydasX — PUTYKCUMAO (OMHUCaH B OTACITBHBIX KIMHUIECKUX

HaOJIIOACHUSIX ).

Jlexapcmeenno-unoyyuposannas gopma

[Ipu nono3pennn Ha nekapcTBEHHO-UHAyIMpoBaHHb LABD nepBoouepennoi
MEpOH SIBJIIETCSI OTMEHA IPEANOJaraéMoro TPUITEPHOTO Tperapara (dYame BCero
BaHKOMHWIIMHA). B psjge ciaydaeB mociie OTMEHBI JIGKapCTBa BO3MOJXKHA ITOJTHAS
perpeccus BBICHIITaHUN 0€3 He0OX0IUMOCTH ITuTeapHON nMmMyHocynpeccuu (Chanal
U coaBT., 2013).

Ocobennocmu meuenus y oemeii

Herckas popma (CBDC) B 001bIIMHCTBE CTydaeB UMeET OoJiee OJ1arompusTHBIN
nporHo3. 3a0oyieBaHUE MOXKET MPOTEKaTh BOJHOOOPA3HO, OJHAKO y 3HAYUTEIHHOU
YaCTH MAIlMEHTOB OTMEUAETCs CIMOHTaHHAs PEMHUCCHS B TMOJAPOCTKOBOM BO3paCTeE.
PyGnieBanue u TsxENBIE CHCTEMHBIE OCTIOKHEHHSI HEXapaKTCPHBI.

4.7. IlpuoOpeTéHHblii 0y 1E€3HBIN MUIEPMOJIN3

(Epidermolysis Bullosa Acquisita, EBA)

[TpuoOpeténnslii Oymn€3nbiil snuaepmonn3 (EBA) — penkuil ayTouMMyHHBIN
cyOsmuaepMaibHbld  My3bIPHBIA  JIepMaTo3,  OOYCJIOBJIEHHBIH  MPOIyKUUEH
ayToaHTuTeN K Kojutareny VII — oCHOBHOMY KOMITOHEHTY SIKOPHBIX (PUOPHILT IepMO-
aMuAepMalbHOTO coeanHeHus. Briepeoie komaren VII Obul uneHTHUIIMPOBAaH Kak
ayTOAHTUTEH MPU TaHHOM 3a0osieBaHuu B 1984 romy, 4To cTano KIHOYEBBIM 3TAIIOM B
nonnmanuu natorene3a EBA (Woodley u coaBr., 1984).

Komnaren VII nokanusyercs B 30He sublamina densa u obecriednBaeT NpoIHyO
dbukcanuio 6a3anpbHOM MeMOpaHbl K nepMme. MIMMyHHOE TOBpEXICHHE HTOro Oeika
OPUBOJUT K paspymeHuto anchoring fibrils u hopmupoBanuio cy0snuaepmManbHOTO
ny3bIpsg Ha TIIyOOKOM YpOBHE JAepMO-3NUAEpMalbHOrO coeauHeHus (Schmidt wu
Zillikens, 2013; Miyamoto u coaBTt., 2022).

4.7.1. Dmuonozusa

Otronorus NpuoOpPeTEHHOro OyJUIE3HOrO SIUAEPMOJIM3a OKOHYATENIbHO He
yCTaHoOBJIeHAa.  3a0oJieBaHME  paccMaTpuBaeTcsd  Kak  pe3yJbTaT  yTpaThl
UMMYHOJIOTHYECKONW TOJIPAHTHOCTH K KojutareHy VII — OCHOBHOMY KOMITOHEHTY
SIKOPHBIX (PUOPUILT JEPMO-3MTUAECPMATIBHOTO COSTUHEHMUSI.

[Ipeamonaraercs, 4YTO pa3BuUTHE 3a00JICBaHUS CBS3aHO C COYCTAaHUEM
TEHETUYECKOW MPEIPacTONOKEHHOCTH U BHEIIHUX TPUITEPHBIX (akTopoB. B psze
uccnenoBanuii onucana accouunanus EBA ¢ onpenenénneiMu HLA-amnmensimu, 4To
CBUCTEIBCTBYET O POJM AHTUTCHIPE3CHTAUU B (POPMUPOBAHUU AyTOUMMYHHOTO
orBeta. JlomomHuTenbHBIMH  (DakTOpaMH  MOTYT  BBICTYIIATh  XPOHUYECKHE
BOCHIAIMTENIbHBIE 3a00/1eBaHusl KUIIeuHuKa (ocobeHHo Oone3ns Kpona), nHdekimm,
U3MEHEHUS MHUKPOOMOTHI U JAPYTHUE COCTOSIHUS, COMPOBOXKIAIOUINECS CHUCTEMHOU
ummyHHOH aktuBanueit (Hallel-Halevy u coast., 2001; Miyamoto u coast., 2022).

Takum oOpazoM, EBA BO3HMKAaeT BCJIEACTBHUE MOTEPH HMMYHHOHR
TOJICPAHTHOCTH K COOCTBEHHOMY CTPYKTYpPHOMY O€JIKY JI€pMO-3MHIEPMaIbHOTO
COEMHEHMS, YTO MPUBOIUT K (POPMUPOBAHUIO ayTOAHTUTEIILHOTO OTBETA.
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4.7.2. Hmmynonamozenes

NmmyHonaTorene3 EBA BKIIFO4aeT HECKOJIBKO MOCJIEI0BATEIbHBIX ITAIOB.

IlepBOHAaYanbHO NPOUCXOAUT yTpaTa TOJEPAHTHOCTH K Kojareny VIL
AHTUT€H-NIPE3EHTUPYIOIINE KIETKH aKTUBUPYIOT CD4" T-xennepsl, 4To CTUMYJINPYET
g depeHunpoBKy ayTOPEAaKTUBHBIX B-numdouunron 17} oOpa3oBaHue
IUIa3MAaTUYECKUX KIIETOK, MPOAYUUPYIOIIMX ayTOAHTHUTENA MPEUMYIIECTBEHHO
kiaccoB IgG1 u [gG3, pexe IgA.

AyToaHTuTena cBs3bIBatOTCS ¢ KojtarenoM VII B 30He sublamina densa nepmo-
AIUAEPMATIBHOTO coequHEHUs. DOPMUPYIOTCS HUMMYHHBIE KOMITJIEKCHI, YTO TPUBOJUT
K akTtuBaluu komiuiemMeHTa (mpeumymectBeHHO C3 u  C5). OOpasyromuecs
¢dbparmMeHTsl KOMIUIEMeHTa (B yacTHOCTH C5a) HHAYIUPYIOT XEMOTAKCUC M aKTHBAIUIO
HEHUTpO(HIIOB.

AKTUBUpOBaHHBIE HEUTPOPWIBI B3aMMOJEUCTBYIOT ¢ Fcy-penentopamu,
pacno3HaomuMu  Fc-pparMeHTsl  MMMYHOIVIOOYIMHOB, Y BBICBOOOXKIAIOT
IPOTEOJIUTHYECKHE (dbepMeHTHI, pEaKkTUBHbBIE (opMbI KHCIIOpoAa U
IPOBOCHATUTENbHBIE HUTOKUHBI. JTO MPUBOJUT K Pa3pyLICHUIO SIKOPHBIX (GUOPHILI,
cocrosAMx U3 KoyutareHa VII, u HapylmeHuIo CBsA3U MEXKAY dIUACPMUCOM U JEPMOM.

B pesynbsraTe dopmupyercs cyO3nuaepMaiIbHBIM My3bIp, JOKATU3YHOUIUICS
HKke lamina densa. ['myOokuii ypoBEeHB pacClOCHHS OOBICHSIET KIMHUYECKUE
ocobenHoctn EBA — CKJIOHHOCTh K (OpMHPOBAHHUIO aTpohUUECKUX PYOIIOB H
MUJIMYMOB I1OCJIE 3aKUBJICHUS.

Takum ob6pazom, EBA mpencraBnser co00oi KOMIUIEMEHT-OMOCPEI0BAHHBIH,
HEHUTPO(DHIT-3aBUCUMBII ayTOUMMYHHBIN MPOIIECC, HATIPABICHHBIA MPOTUB CTPYKTYP
anchoring fibrils mepmo-anmuaepmansHoro coenuuenus (Woodley u coaBt., 1984;
Gupta u coasr., 2012; Miyamoto u coast., 2022).

[Ipu Oymi€3HoM mneM@puronae | CIU3UCTO-JOMUHAHTHOM MEeMQpUIrone
AQHTUTEHBI JIOKAIM3YIOTCS MPEUMYIIIECTBEHHO B mpenaenax lamina lucida. I[Ipu EBA
MUIIEHBIO siBNIsieTca KosuiareH VI, pacnonokeHHblii B 30He sublamina densa.
[ToaToMy 30Ha pacciioeHusi pacrojiaraercsi Tiay0xe, 4TO KIMHUYECKH MPOSBISETCS
0osiee BbIpaXKEHHBIM PYOILIEBAHMEM U CXOACTBOM C AUCTPO(UUYECKUM BPOXKIEHHBIM
AMUAEPMOIU30M. J[aHHBIE MEXaHU3MbI CXEMATHUYECKH MPEICTABICHBI HA PUCYHKE 4.6.
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Puc. 4.6. UmmyHonatorese3 npuooOpeTéHHOro 0yJJI€3HOr0 3MUIePMOJIH3a

(EBA). Cxemaruuecku mpeacTaBieHa yTpaTa HMMYyHOJOTHYECKOH TOJEPAHTHOCTH K KOIUIAreHy
VII ¢ mocnenyromeil akTHBaluedl aHTUTEH-TIpe3eHTHpYOmuX kietok, CD4* T-numdpounuto u
ayTopeakTuBHBIX B-kmerok. OOpasyromuecs ayroantutena (IgGl, I[gG3) ces3eBaroTCs ¢
kosutarenoM VII B 30He nepmo-snuaepmansaoro coenuuenus (DEJ), aktuBupytor komrement (C3,
C5) m uWHAYIUPYIOT HEUTpodUIbHOE BOCHaJeHHE. BBICBOOOXKIEHHE MpoTea3 M MEIMaTOPOB
BOCTIAJICHUSI TPUBOAUT K pa3pylIeHUIO SKOPHBIX (GUOpWILT u  (QOPMHUPOBAHUIO TIyOOKOro
cyOsnuIepMaNbHOTO MY3bIPS.

4.7.2. Knunuueckasa Kapmuna

Knunnueckne mnposiBiaeHUs npuoOpeTéHHOro Oyiné3HOTo AHUAEpMOIN3a
OTIMYAIOTCS BBIpAXEHHBIM ToauMopdu3MoM. B Hacrosimiee BpeMs BBIACTSIOT
KJIACCUYECKYIO0 (MEXaHOOYJUIE3HYI0) M BOCHAIUTENbHYIO (DOpMBI 3a00J€BaHMUS,
KOTOpBIE OTPAXKAIOT PA3IUUUsl B MATOTEHETHYECKHMX MEXaHHW3MaX M KIMHUYECKOM
teuenuu (Hallel-Halevy u coart., 2001; Miyamoto u coaBrt., 2022).

Knaccuueckas (mexanobynnésmnas) gpopma

Krnaccuueckast hopma xapakTepusyercsi MOsIBJICHUEM HANPSHKEHHBIX My3bIpei
Ha  KIMHUYECKH HEU3MEHEHHOM WM  MHHMMAJIbHO  M3MEHEHHOM  KOXeE,
IPEUMYIIECTBEHHO B 30HaX XPOHWYECKOW MEXaHWYECKOW TpaBMAaTHU3allMM — Ha
TBUIBHOM TMOBEPXHOCTU KHUCTEH, MajibllaX, JIOKTAX, KOJEHSX, TOJICHSAX U CTOMax.
[Ty3pipy MOTYT BO3HUKATh TOCJ€ HE3HAUUTEIBHOTO TPEHUS WM JIABJICHHS.
Knaccuueckast mexanobymnnésnas ¢popma EBA npencraBiena my3bIipsMu U 5pO3USIMU
B 30HaX XpPOHUUYECKOH TpaBMaTHU3allUU, TPEUMYIIECTBEHHO HA THUILHOU MOBEPXHOCTH
KUCTEH. 3a)KUBJICHUE COMPOBOXKIAETCA (HOPMUPOBAHHEM aTPODUUECKUX PYyOIOB U
MUJIMYMOB, UYTO MPUAAET KOKE XapaKTePHBIN «pyO110BO-auCTpodudecKuin’ BUua (puc.
4.7.,4.8).

[Tocne BckpbITUS Ty3bIpel (HOPMHUPYIOTCS 3PO3UH, 3KHUBICHHE KOTOPBIX
POUCXOIUT C 0Opa3oBaHUEM aTpOPUUYECKUX PYOIOB. XapaKTEpHbIM MPU3HAKOM
SIBIIIFOTCSI MIJIMYMBI — MEJIKUE OelecoBaThle KUCThI, BO3HUKAIOIIUE Ha MECTE paHee
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CYIIECTBOBABIIMX Ty3bIpel. [lpu [IIMTENIBPHOM TEYEHMH BO3MOXKHO DPa3BUTHE
IUCTPO(PHUHN HOTTEBBIX IUIACTHH, UX YTOJIIEHHE, JJOMKOCTh WJIM MOJHas yTpara. B
OTJENBHBIX CIy4YasX OMUCHIBAIOTCS AJOMENHs U CTOMKHE pyOIIOBbIE H3MEHEHHS KOXKHU
(Chikin u coagrt., 2015; Gupta u coasrt., 2012).

KnuHuueckass kapTuHa [AaHHOW (OpMBI HANOMHMHAET JUCTPOPUUECKUI
BPOXKAEHHBIN SIUAESPMOJIN3, UYTO OOYCIOBJIECHO MOPAXXEHUEM SKOPHBIX (HUOPpUILIT
koJutareHa VII.

Bocnanumenvnas popma

BocnanutenbHas ¢opmMa MOXET MUMUTUPOBATH OYJUIE3HBIN MeMGUIOU] WU
CIIM3UCTO-IOMUHAHTHBIN nieMduroun. [1y3pipu BO3HUKAIOT HA I)pUTEMATO3HOM (OHE,
COTPOBOXKIAIOTCS  BBIPAKEHHBIM  BOCIMAJIEHUEM, 3yJOM U  TepudOKaIbHOM
uHpunpTpanueii. Bo3MOXHBI ypTUKAapHBIE OSJIEMEHTHI W TeHEPAIU30BAHHOE
pacupoCTpaHEHHE BBICHIITAHUN.

VY 4acTu ManueHTOB OTMEYAETCS MOPAXKEHUE CIU3UCTHIX 000JI0YEK — IMOJIOCTH
pTa, THUIIEBOJA, KOHBIOHKTUBHL. [IpM BOBIEYEHHMH CIM3HUCTHIX BO3MOXKHO
dbopmupoBaHre pyOIOBBIX M3MEHEHWI, OJHAKO PYOIlEBaHWE MEHEE MpEeCKa3yeMo,
yeM npu Kiaccuueckoud dopme. JuddepenimanbHas IUarHOCTHKAa C JAPYTUMH
cyOanuaepMaibHbIMU JepMaTo3amMu TpedyeT IPOBEICHHUS npsIMOiA
UMMYHO(DIIYOPECIICHIINY U UCCIIe0BaHMsI ¢ ucnoiib3oBanueM salt-split skin (Schmidt
u Zillikens, 2013; Miyamoto u coast., 2022).

Puc. 4.7. Puc. 4.8.

4.7. Kunaccuyeckasi (mexanoOymiésnas) ¢opma EBA. Tlopaxenne ThuIbHOIM
MOBEPXHOCTU KUCTH. BUTHBI MHO>KECTBEHHBIE aTpO(HUECKHE PYOIIbI OCIIE BCKPBIBIIUXCS MY3bIPEH,
OYarv MOCTBOCHAIUTEIBHON THIIO- Y TUIEPIUTMEHTAIUH, €ANHINYHbIC MIIMYMBL. Jlokanu3anus B
30HC€ MEXAaHMYECKOW TpaBMATH3AaLUHM SBISAETCS XapaKTEPHBIM KIMHUYECKAM  IPHU3HAKOM
3a00JIeBaHMUsI.

4.8. Pyouosbie usmeHenusi npu EBA. Bripaxenusie atpopuueckue pyOIibl Ha ThUILHOM
MOBEPXHOCTU KHUCTH, (OPMHUPYIONIHECS TOCIE IMOBTOPHBIX ITy3BIPHBIX 3JeMeHTOB. OTMedaeTcs
HCTOHYEHHUE KOXH, CTIIAKEHHOCTh KOXKHOTO PHUCYHKAa W IUIOTHbIE (PUOpO3HBIE M3MEHEHHS, UYTO
oTpakaeT TiyOOKuil ypoBeHb paccioeHus (Hwke lamina densa) u paspyiieHue SKOpHbIX QUOPHILT
koJutareHa VIIL

3abosieBaHEe MMEET XPOHHYECKOE, peluauBupyromiee teueHue. O00CTpeHus
MOTYT IIPOBOIIMPOBATHCS TPaBMOM, MHDEKIMAMU WIM CUCTEMHBIM BOCHAJICHUEM. Y
YacTH TAIMCHTOB BBISABJISETCS aCCOIMANMSA C BOCHAIMTEIBHBIMU 3a00JICBAaHUSIMHU
KUIIIEYHUKA, TPEUMYIIecTBeHHO ¢ Oomne3npio Kpona (Gupta u coasrt., 2012).
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TsokecTr  3a00neBaHUst  BapbUpyeT OT  JIOKAJIM30BaHHBIX  (Gopm 10
pacipoCTpaHEHHOTO MOPAXKEHUS KOXKM U CIM3UCTBIX 000JI0ueK ¢ (HOpMHpOBaAHHEM
CTOMKHUX pyOLIOBBIX N3MEHEHHUH.

4.7.3. /luaznocmuka

Jlnarnoctuka npuoOpeTéHHOro OYyJIIE3HOrO 3MUAEPMOJIN3a OCHOBBIBAETCS Ha
COBOKYIHOCTH KJIIMHUYECKUX JIaHHBIX, PE3YJIbTATOB TUCTOJOTMYECKOTO UCCIIEI0BAHUS
U MMMYHOIIATOJIOTMYECKUX METOA0B. Mopdosoruueckas KapTHUHA IMPU CBETOBOU
MUKPOCKOIIMM  HE  sBNsieTca  crneuu@uuHod U TpeOyeT  00sA3aTesIbHOrO
UMMYyHoJIorHueckoro noareepxaenus (Gupta u coant., 2012; Chikin u coasrt., 2015).

T'ucmonoecuueckoe uccredosanue

[Ipu cBeTOBOI MUKPOCKOIUU OIpEAeNseTcs CyOdmuiepMalibHbIN Iy3bip. B
KJIACCUYECKON (MeXaHOOYIIIE3HOHM) (GopMe BOCHATUTENbHBIM HHPUIBTPAT MOXKET
ObITh ~ MUHUMAQJIBHBIM WM  OTCYTCTBOBAaTh.  BocCHajauTeNbHBICE  BapHAHTHI
XapaKTepU3yIOTCsl HaJMYMeM HEUTPO(PHUIOB M 303MHOPHIOB B BEPXHUX OTAENaX
nepMbl. BO3MOXHBI MpU3HAKU BTOPUYHOIO (huOpo3a NpH XPOHUYECKOM TEUEHUH.
OpnHako rucrosioruyeckass KapTUHa Hecneluu(puyHa U HE IO3BOJIAET JOCTOBEPHO
muddepenurpoats EBA oT npyrux cy0snuaepMaibHbIX My3bIPHBIX JEPMATO30B.

HmmyHnonozuueckas ouaeHocmuKa

[Ipssmas ummyHoduyopectiennus (ITNUD) nepuie3snonaabHON KOXKH BBISBIISICT
auHetHoe oTinoxkenue IgG w/mnmu C3 Boonb 6GazanbHOM MeMOpaHbl JIepMO-
AMUAECPMAIBHOTO COCIMHEHHS.

KitoueBoe aumarnoctuyeckoe 3HaueHue umeeT meronuka salt-split skin. [Tpu
EBA uMMyHHBIE NE€NO3UTHI JIOKAJIU3YIOTCS MO «JAHY» HCKYCCTBEHHO CO3JIaHHOTO
my3bIpsi, YTO OTpakaeT pacronoxeHue koimareHa VII B 3oHe sublamina densa.
Jlannbiii mpu3Hak nmo3poisieT auddepenuuporats EBA ot Oymnésnoro nemguronna,
OpU KOTOPOM OTJIO)KEHUE AHTHUTEN OINpPEHENSIeTCs MO «KPbIIIE» HCKYCCTBEHHOIO
ny3bips (Schmidt u Zillikens, 2013; Miyamoto u coasrt., 2022).

JUist MOATBEPKIEHUS JUArHO3a MOTYT IPUMEHSATHCS JOMOJHUTENbHBIE METO/IBbI,
BKiIto4ass uMMyHoOnortTuHr u ELISA ¢ wucnons3oBaHMeM peKOMOMHAHTHOIO
kosutareHa VII, mo3posisironiye BoISIBUTh HUPKYJIUPYIOLIAE aHTUTENA K KoJutareny VII
(Gupta u coasr., 2012).

4.7.4. Ilpunyunwvt 1euenus

Tepanuss mpuoOperéHHoro  OyJIE3HOTO  ANUAEPMOJIM3A  MPEACTABISET
3HAYUTENIbHbIE TPYAHOCTH, MOCKOJIbKY 3a00JeBaHIE XapaKTEePU3yeTCs XPOHUUECKHUM,
HEPEIKO PE3UCTEHTHBIM TEUEHHEM M TJIyOOKOW JoKalu3auued HMMYHHOTO
noBpexaeHus. llomxom K  JIEUEHWIO OMpENeNseTcs KIMHUYECKOW  (Hopmoid
3a00JIeBaHUs, CTENEHbIO AKTUBHOCTH BOCIAJCHUS, BBIPAXKEHHOCTHIO PYOIOBBIX
W3MEHEHHUI 1 BOBJICYCHUEM CIIM3UCTHIX 00osouek (Gupta u coant., 2012; Miyamoto u
coaBT., 2022).

IIpu BocmanuTenpHbIX BapuanTax EBA, cOmpoBOXIAIONIMXCA BBIPAXKCHHOMN
UH(QUIBTpAMEN U aKTUBHBIM 0Opa30BAHMEM MY3bIPEH, OCHOBOM TEPANMH SIBISIOTCS
CUCTEMHBbIE TIIOKOKOpTUKOcTepouibl. [lpennuzonon HazHadaerca B jgo3e 0,5-1
MI/KI/CYyT C TIOCJIEIYIOIIUM TIOCTENEHHbIM CHHXEHUEM II0CHe JOCTHUKEHUS
KJIIMHUYECKOTO KOHTPOJiA. OAHAKO MOHOTEpaIus TNIFOKOKOPTHUKOCTEPOUIAMHU YacTO
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OKa3bIBaeTCsl HEAOCTATOYHOW I MOJJAEpKaHUSI PEMHCCHM, YTO Tpelyer
NOJIKJIFOYEHUS CTEPOUA-COEPEraroINX HMMYHOCYTIPECCUBHBIX CPEJICTB.

B kadectBe mpemapaToB BTOpPOM JIMHUM NPHUMEHSIOTCA  a3aTHOIPHH,
MUKO(]eHoIaTa MOPETHII U METOTPEKcaT. DT MpenapaThl MO3BOJSAIOT CHU3UTh J03Y
CUCTEMHBIX TNIFOKOKOPTUKOCTEPOUIOB U YMEHBIIUTh PUCK UX JTUTEIIbHBIX OOOUYHBIX
3¢ pexToB. BBIOOp KOHKPETHOrO CpEeACTBAa  OMNpENEseTCs  COMYTCTBYIOIIEH
NaTOJIOTUEH, MEPEHOCUMOCTbIO U OMbITOM KiuHHUIMCTa (Gupta u coast., 2012).

B TsokEnbIX M pedpakTepHbIX CiydasX, OCOOCHHO MpU PacHpoCTPaHEHHOM
MOPAKEHUU KOXKHM U CIU3UCTHIX 000J04YEK, MOTYT UCIOJIb30BAThCS HUKI0oPochamus,
BHYTPUBEHHBIE  HMMMYHOTJIOOYJIMHBI W putrykcumad.  AuTu-CD20-Tepanus
paccMaTpUBaeTCs KaK MEPCIIEKTUBHBIA BApUAHT IPU BBIPAKEHHOW ayTOAHTUTEIbHOU
AKTUBHOCTH, IOCKOJIbKY HAalpaBjieHa Ha >3JIUMHUHAIMI0 B-KIE€TOK — HCTOYHHKA
NPOAYKIMU aHTUTeN K KojulareHy VII. B oTAenbHBIX KIMHUYECKHX CUTYyalHUsX
OpuUMeHseTcs  Iuia3madepes3, TMO3BOJIOMIMKA  BPEMEHHO  CHH3UTh  YPOBEHb
HUpKyJIupyromux ayroanturen (Miyamoto u coast., 2022).

Crnenyer noA4YepKHYTh, UTO Kilaccuyeckas MexaHoOysui€snas opma EBA, npu
KOTOPOM BOCHAJIUTEIbHBII KOMIIOHEHT BBIPQ)XEH MHHUMAJIbHO, HEPEIKO MEHEee
YYBCTBUTEIbHA K UMMYHOCYTIPECCUBHOM Teparuu. ITO CBA3AHO C TEM, UTO KIIFOUEBBIM
MAaTOT€HETUYECKUM 3BEHOM SIBJISIETCSL CTPYKTYPHOE MOBPEKACHHUE SKOPHBIX (PrOpmiLI
koutareHa VII, pacnonoxkeHHbsix B 30He sublamina densa. Jlaxke mpu moaaBieHUH
aKTUBHOTO BOCIAaJeHUs C(HOpPMHUpPOBAHHBIE PYOLIOBbIE M3MEHEHHUS COXPAHSIOTCS, a
3aKMBJICHHE HOBBIX 3JEMEHTOB CONPOBOXKIAETCS O0pa3oBaHHEM aTpPOUUECKUX
py61oB u munuymos (Hallel-Halevy u coagt., 2001).

Bcem  nmamueHTamM = pEeKOMEHAYETCS  MUHHAMH3ALUUS  MEXaHUYECKOH
TpaBMaTU3allMM KOXKHM, TINATEIbHBIM yXOJ 3a 3pPO3UMBHBIMU IOBEPXHOCTSIMU H
npoduiakTuka  BTOpUYHOW  uHpekuuu. Ilpy  Hammuum  accoumauuum ¢
BOCHAJIMTENIbHBIMU 3a00JI€BaHUSIMU KHUIIEYHHKA TEpanusi OCHOBHOI'O 3a00JeBaHUs
MOKET CIIOCOOCTBOBATh YMEHBILICHUIO AKTUBHOCTH KOKHOTO MPOIECCa.

Takum o6pa3om, nedenue EBA TpeOyer miutenbHOro HaOMIOACHUS W
MO3TAlHOM KOPPEKIMU TEpanuH, a JOCTHKEHHWE TOJHOW CTOMKONM pPEMHUCCUU
BO3MOKHO HE BO BCEX CIIyYasiX.

4.8. CpaBHuTebHAS XapaKTepuCcTHKA Cy03muaepMaIbHbBIX
ayTOMMMYHHBIX MY3bIPHBIX 1€PMATO30B
HecmoTpst Ha oOmHOCT MOPGOJIOTHYECKOro TMpU3HaKa — (QopMUpOBaHUE

CcyOaIUaepMaIbHOTO Iy3bIPs, Pa3JIMYHbIE AYTOMMMYHHBIE Iy3bIPHBIE JEPMATO3bI
CYIIECTBEHHO OTJIMYAIOTCSA IO AHTUICHHOW MUILIEHH, YPOBHIO PACCIIOCHHSI B 30HE
AEPMO-3MUAECPMAIBHOTO COECIMHEHUSA, TUIYy MUMMYHHOIO OTBETAa U KIMHUYECKOMY
TEUYEHHUIO.

Bynné3nenii mem@urons M TecTallMOHHBIM MEeMQUTOUl XapaKTepU3YHOTCS
nopaxxeHneM CTpykTyp lamina lucida u gommampoBanuem IgG-omocpenoBaHHOTO
503MHOQUIBHOrO BocnaneHus. CIU3UCTO-AOMHUHAHTHBIA NEMQUIOHU]T OTIUYAETCS
CKJIOHHOCTBIO K XPOHHUYECKOMY pYyOLIEBaHUIO CIHU3UCTBIX OO0OJOYEK BCIIEICTBUE
NEPCUCTUPYIOLIETO  BOCHAIUTENBHOTO  mpouecca. Jlunenneit  IgA-nepmaro3s
00ycCIoBJIEH IPEUMYLIECTBEHHO IgA-onocpenoBanHbIM HEUTPODUITBLHBIM
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BOCHIAJICHHEM U YaIlle MpoTeKaeT 0e3 BeIpaxkeHHOTo pyOiieBanus. Hanbonee rimyOokwit
YPOBEHb pacciIiOeHUs HaOI0MaeTCs Py MPUOOPETEHHOM OYyIINIE3HOM SIHIEPMOIIH3E,
rJie MUIIIEHBIO sBisieTcst koyutared VII, mokann3oBaHHBIN B 30He sublamina densa, 4to
onpeaeNsieT CKIOHHOCTh K (POPpMUPOBaHUIO aTpO(PpruecKrX pyOLIOB U MUIMYMOB.

KiroueBbiM 3Tanom guddepeHnmanbHOl AUArHOCTUKU BceX (PopM sBIsETCS
UCCIIEJIOBAHUE C MCIOJIb30BaHMEM MeToAauku salt-split  skin, mo3BossOIIEE
OTPEICNIUTh YPOBEHb (PUKCAIIMM UMMYHHBIX JI€TTO3UTOB.

CpaBHuTenbHas XapaKTepUCTUKA OCHOBHBIX cyOanuaepMalIbHbIX
ayTOMMMYHHBIX ITy3bIPHBIX JIEPMATO30B IpecTaBieHa B Tabmuie 4.1.

Tadoaunua 4.1.

CpaBHUTeJIbHASI XapPAKTEePUCTHKA CY03NMHIEePMATbHBIX AyTOMMMYHHBIX

0yJlJIe3HBIX 1epMATO030B

Kputepuit BP PG MMP LABD EBA
OcH. Ag BP180, BP180 BP180, BP180 Col VII
BP230 (NC16A) LM332, (LAD-1)
a6p4

YpoBeHb LL LL LL LL SLD

paccioeHus

[Tpeoba. Ig 19G 19G IgG + IgA | IgA 1gG

OddexTopusie | EO Eo Ly + Eo Neu Neu

KJIETKU

PyGuieBanue — — +++ — +++

Cnusucteie + - +++ + +

Tepanus 1-i | [KC I'KC ncC Jlaricon I'KC+1C

JINHUHA

Ipumeuyanusi: BP — Oynnésnsiit nem¢puronn; PG — recraunonssiii nemguron; MMP —

CIIM3UCTO-IOMUHAHTHBIN (pyOuyromuiicsi) nempurona; LABD — nuneiinbiii 1gA-Oymné3nbrit

nepmaro3; EBA — npuoOperéunsiii Oynésnblii snuaepmonus; Ag — ayroantures; Col VII —
koiwtared VII; LL — lamina lucida; SLD — sublamina densa; 1g — ummyHormoOymuss; Eo —
s03uHOGMIBEL, Neu — HelTpoduisl; Ly — mumpornursr; 'KC — rimokokoprukocrepouast; UC —
UMMYHOCYTIPECCHSL.

Takum oOpazom, omnpeneneHUe ayTOAHTUIE€HA U YPOBHS PAacClOCHHs B 30HE
NEPMO-3MUAEPMAIBHOTO COEINHEHUS UMEET NIPUHIMIINAIBHOE 3HAYEHUE I TOYHON
JUArHOCTUKM M BBIOOpA TEPANEBTUYECKOM TAKTUKH MpU CyO’NmuAepMalIbHbBIX
ayTOMMMYHHBIX ITY3BbIPHBIX AEPMaTO3aX.
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I'naBa 5. UMMyHOKOMILIEKCHBIE MMy3bIPHBIE 1€PMATO3bI

5.1. O0mas xapakTepuCcTHKA HMMYHOKOMILIEKCHBIX MOPAKeHNH KOKH

NMMYHOKOMIITIEKCHBIE IMy3BIPHBIE AEPMATO3bl MPEACTABISIOT CO00M rpymnmy
3a00J€BaHMi, TPU KOTOPBIX MOBPEKICHUE KOXHU OOYCIOBIECHO OTJIOKEHHEM
HAPKYJIUPYIOIIUX HMMMYHHBIX  KOMIUIEKCOB C  TOCIEAYIOUIEH  aKTUBALIUMEH
KOMIUJIEMEHTA U PA3BUTUEM BOCHAJIUTEIILHON PEAKIIMU B AEPME.

B otnnune ot nmemdurycoB u nempurouoB, rie ayroaHTUTENa HalpaBJICHbI
MPOTUB CTPYKTYPHBIX O€JIKOB 3MUJIEPMUCA UK JIEPMOIIUIEPMATBHOTO COSTUHEHHS,
IPY UMMYHOKOMILJIEKCHBIX JIEPMATO3aX MEPBUYHBIM 3BE€HOM SIBIIIETCS 00pa30BaHUE U
dbukcass UMMYHOTIIOOYTMH-COJIEPKAIINX KOMIUIEKCOB B COCOUYKOBOM CJIO€ JIEPMbI
(Amber u coasrt., 2018; Hashimoto u coasrt., 2023).

[TaToreHeTHUECKHI KacKal BKIIFOYAET:

oOpazoBanue [gA-comepkammux MMMYyHHBIX KOMITJIEKCOB;

UX TPaHyJISIPHOE OTJI0KEHHUE B COCOUYKAX JIEPMBI;

AKTUBAIMIO KOMIUIEMEHTA,;

XEMOTAKCUC HEUTPO(DPUIIOB;

BBICBOOOXKICHUE MTPOTEA3;

NoBpexJeHne Oa3anbHOW MeMOpaHbl M (hopMUpOBaHHE CYO3MUIEPMATBLHOTO
Ty3bIpSl.

Krnaccuueckum mpencraButeneM JaHHOM TPYMIIBI SIBISETCS TreprneTu@OpMHBIT
nepMatut ropunra.

5.2. I'epnerudopmubliii nepmatut [ropuHra

5.2.1. Onpeodenenue u mecmo 6 Knaccuguxkayuu

I'eprietudpopmusniii gepmarur Jlropuara (dermatitis herpetiformis, DH) —
XpPOHMYECKHI  PEIHUIMBUPYIOMUNA  MMMYHOKOMIUIEKCHBIH  CyO3mHIepMalbHbIHI
IIy3BIPHBIN 1€PMATO3, aCCOUMUPOBAHHBIA C IIIOTEH-UYBCTBUTEIBHON DHTEPOIIATHEN
(Zone, 2005; Reunala u coast., 2021).

CorynacHO COBpEeMEHHOM  KjacCU(UKAIMM ayTOUMMYHHBIX  OyJUIE3HBIX
nepmaro3oB, DH orHocuTcs Kk  cyOsnuaepManbHbiM  [gA-onmocpenoBaHHBIM
3aboneBanusM (Hashimoto u coast., 2023).

I'epnetudopmubiii nepmarutr iopunra (dermatitis herpetiformis, DH) —
XPOHUYECKUN  PEHUIUBUPYIONINN  HUMMYHOKOMIUIEKCHBIA  CyO3MuIepMaIbHbIHN
Iy3BIPHBIA J€PMATO3, ACCOLUMPOBAHHBIN C TIIFOTEH-UYBCTBUTEIBHON SHTEPONATUEN
(Zone, 2005; Reunala u coaBrt., 2021).

CorymacHO  COBpEMEHHOM  KiacCU(UKAIMM ayTOUMMYHHBIX  OYyJUIE3HBIX
nepmaro3oB, DH orHocuTcs Kk  cyOsnmaepManbHbM  [gA-onocpenoBaHHBIM
3abosneanusm (Hashimoto u coasr., 2023).

5.2.2. Dnuoemuonozusn

3a00eBaeMOCTh W PACHPOCTPAaHEHHOCTh BAPBUPYIOT B 3aBHCHUMOCTH OT
peruona. HauboJee BbICOKHE MTOKA3aTeNN 3apEeruCTpUpoBanbl B OUHIISIHANY U IpyTUX
ctpanax Ceseproii EBpornsr (Salmi u coast., 2011).
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[To panabiM  amuTensbHOrO 40-JETHETO TMPOCIEKTUBHOTO HCCIEIOBAHUS,
3aboneBaeMocTh DH riMeeT TeHIEHIINIO K CHIDKEHHIO, YTO CBSI3BIBAIOT C YIIYUIIICHHEM
JTUATHOCTUKY TIEIMAKUA U PaHHUM Ha3HAYeHUEM Oe3rTIOTEHOBOW ameThl (Salmi u
coasT., 2011).

5.2.3. Hmmynonamoczenes

KiroueBbIM 3TaroM B MOHMMaHUU TATOreHe3a reprneTuopMHOro aepmaTuTa
CTaJo OTKPBITHE JrujepMalibHON TpaHcriayTamuHasbl (TG3) kak OCHOBHOIO
ayToaHTurena zaboseanus (Sardy u coant., 2002). DT0 MO3BOIMIO OKOHYATEIHHO
nokaszatb, uro DH sBnsercs I[gA-omocpenoBaHHBIM ayTOMMMYHHBIM IPOILIECCOM,
TE€CHO CBSI3aHHBIM C TTIIOTEH-UYBCTBUTEJIBHOW SHTEPOIATUEH.

Hnuyuayus ummynno2o omeema 6 KUuleuHuKe

[TaToreHeTnueckuii MPOIECC HAYMHACTCA B CIU3UCTOM OOOJOYKE TOHKOM
KHIIKU [PU SKCHO3ULIMU TIIOTEHA Y TEHETUYECKH mpeapacnonoxeHHbix jaui (HLA-
DQ2/DQ8) (Zone, 2005; Reunala u coaBrt., 2021).

ITon neiictBuem TKaneBod TpaHcrinytamuHasbl (tTG, TG2) npoucxoaut
JeaMUIUPOBAHUE TJIUAJUHOBBIX TMENTUIOB, YTO MOBBIIMIAET WX HUMMYHOT€HHOCTD.
MoaudunpoBaHHble TENTUIbI TPEACTABISIOTCS AHTUTCH-TPE3CHTUPYIOMUMU
kietkamu T-nmumdonuram, yto 3anmyckaeT aktupauo CD4+ T-K1eToK, CTUMYJISLUIO
B-xiierounoro otBera, npoaykiuio [gA-antuten k tTG.

Takum o0Opazom ¢dopmupyercs ayTOMMMYHHBI OTBET, IIE€PBOHAYAILHO
HarpaBlieHHbI poTuB TG2 B kuieunuke (Zone, 2005).

Dopmuposanue anmumer K snudepmanvhoi mparcenymamunaze (1G3)

VY manuentoB ¢ DH ayToaHTuTeNnbHBIA OTBET MPUOOpPETAET TOMOJHUTEIHHYIO
HaIPaBIICHHOCTh — MPOTUB 3NHUAepMaibHON TpaHcriytamuHasbl (TG3), koropas
SIBJISICTCSI OCHOBHBIM KOKHBIM ayToaHTHTeHOM (Sardy u coasrt., 2002).

Cunraercsa, uyto, aHTtu-TG2 oTBeT mpemmecTByeT aHTH-1G3, MPOUCXOAUT
AMUTOIN-CIPETUHT U POPMHUPOBAHUE TIEPEKPECTHOM ayTOUMMYHHOM peakivu, a aHTU-
TG3 IgA UtupKyIHpyrOT B KpPOBU M 00JIAIalOT CIOCOOHOCTHIO 0OpPa30BHIBATH
UMMYyHHBIe KomIuiekchl (Reunala u coasrt., 2021).

TG3 skenpeccupyerca B anuaepMmuce, ogHako npu DH kirodueBoe 3HaueHHe
UMEEeT HE BHYTPHUKIIETOYHAsS JKCIpeccus, a pukcauus nupkyaupyromux [gA-TG3-
KOMILIEKCOB B COCOYKOBOM CJIOE€ JEPMBI.

Omanoocenue IgA u popmuposanue uMMyHHBIX KOMHIIEKCO8

XapaktepHoit ocodenHocThi0o DH siBnsiercss rpanynspHoe oTioxkeHue IgA B
BEPXHHUX OTJENAaX JIEPMbI, MPEUMYIIECTBEHHO B cocoukax (Reunala u coasr., 2015;
GOrog u coanrt., 2021).

IgA oOpasyror kommiekchl ¢ TG3, KoTOphle, IEHOHHPYIOTCS B 30HE
JIEPMOSITUIEPMAIBHOTO COCIMHEHHUS, YCTOMYUBO (PUKCUPYIOTCS B COCOYKOBOM CIIO€
J€PMBbI, COXPAHSAIOTCA JaXe MPU KIIMHUYECKONH PEMUCCHH.

BaxxHo mog4epkHyTh, YTO JEMO3UTHI [gA MOTryT COXpaHSATHCA B KOXKE
JUIMTEJIbHOE BpeMsl JJaXKe Tociie Hayana Oe3riII0TeHOBOM JUETHI, YTO YKAa3bIBAET HA UX
BBICOKYI0 cTabmiibHOCTh (Reunala u coasr., 2021).

Axmusayus Komnjiemenma u Hetimpo@uibHblll KACKao
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[Tocne dukcanuu [gA-KOMIUIEKCOB TPOUCXOIUT AKTHBAIUS KOMILJIEMEHTA,
MPEUMYIIECTBEHHO MO allbTepHATUBHOMY IIyTH (Zone, 2005).

Oto compoBoxkmaercs oopazoBanueM C3a u C5a, BEIpAXKEHHBIM XEMOTAKCUCOM
HEUTPO(PUIIOB, MUTpALIUE HEUTPOPHUIIOB B COCOUKH JAEPMBI.

Heitrpoduiibl GopMUpYyIOT MUKPOAOCIIECCH B COCOYKOBOM CJIO€, YTO SIBIISETCS
TUCTOJIOTUYECKUM MapkepoM 3aboneBanus (Amber u coast., 2018).

AKTHUBaIs HEUTPOPUIOB MPUBOIUT K BBICBOOOXKIECHUIO MPOTEOJIUTHUECKUX
(dbepMeHTOB, 371acTa3bl, METAJIONPOTENHA3 U PEAKTUBHBIX (POPM KHUCIOPOJA.

OTU MeUaTOPhI BHI3BIBAIOT MOBPEKICHUE KOMIIOHEHTOB 0a3anbHON MeMOpaHbI
Y TIPUBOJIAT K CYyORNIMAEpPMaIIbHOMY PACCIOCHHUIO.

Mexanuszm popmuposanus ny3vips

[Ty3pipeoOpazoBannie npu DH sBiasercs BTOPHYHBIM — BOCHATUTEIHHBIM
IIPOLIECCOM.

B otnuune ot OymnésHoro memdurouaa, rae aHTUTENa HAIpPaBICHBI MPOTUB
CTPYKTYPHBIX O€IKOB reMujiecMocom, npu DH:

OTCYTCTBYET HPSIMOE ayTOAHTUTENBbHOE NoBpexaAcHuE BP 180 nnu BP230;

He HaOJ0/1aeTCs JIMHEHHOE CBeUEHHE Mo 0a3aibHON MeMOpaHe;

paccioeHue  (opMupyercs  BCIEACTBHE  HEUTPpOPMIBHOM  AECTPYKIUU
COCOUYKOBOTO cj10s1 AepMbl (Amber u coast., 2018; Hashimoto u coanrt., 2023).

Takum 06pazom, mmy3sips pu DH, cyOanuaepmansHbiii u hopMupyetcs Ha hoHe
HEUTPO(PHUIBHOTO BOCMAJICHUS, YTO SBJISETCS CIEICTBUEM HMMMYHOKOMILIEKCHOTO
HOBPEKICHUS.

C8513b KUMEUHO20 U KOHCHO20 UMMYHHO20 Omeema

DH mnpencrasnser co6oit MOEb CUCTEMHOTO ayTOMMMYHHOTO TIPOIecca, Mpu
KOTOPOM IMEPBUYHBIM UMMYHHBIN OTBET MHULIMUPYETCS] B KUIICYHUKE, ayTOAHTUTENA
HUPKYJIUPYIOT CUCTEMHO, U KIIMHUYECKasi MaHU(ecTalns pa3BUBAETCS B KOXKE.

[IpexpaiieHne SKCIO3UIINHY TAIOTEHA MPUBOAUT K CHIDKEHUIO TUTPOB aHTH- | G2
u aHTu-TG3 aHTUTEN U OCTENIEHHOMY YMEHBUIEHUIO KOXKHBIX IposBieHuit (Reunala
U coaBT., 2021; GOrog u coanrt., 2021).

OTU JaHHBIE MOJATBEPHKAAIOT NAaTOTEHETUYECKYIO POJIb INIIOTEHA U OOBSICHSIOT
3(PEKTUBHOCTH CTPOTON OE3TIIIOTEHOBOMN JUETHI.

Takum  oOpa3zoMm, HMMMYHONATOT€HE3  TepneTUPOPMHOrO  JIepMaTUTa
MpEACTaBIsAeT CO0OM  MOCIEAOBATENbHBIN  KacKaj TIIOTCH-UHIYIIUPOBAHHOTO
ayTOMMMYHHOTO OTBETa B KHUIIEYHUKE ¢ oOpa3zoBanueMm IgA k tkaneBoil (TG2) u
snuaepmansaoit (TG3) TpancrmyramuHazaMm, (GOPMHPOBAHHEM U TPAHYJISPHBIM
omiioxkenueM IgA-TG3 UMMYHHBIX KOMIUIEKCOB B COCOYKOBOM CJIO€ JIE€PMBI,
MOCIIEYIONIEH AaKTUBAIlMeW KOMIUIEeMEHTa, HEUTPOPUIBHBIM BOCIAJICEHUEM U
BTOPHUYHBIM CyO3MMHIepMaIbHBIM PACCIOEHUEM, YTO OTPAKAET €ro CYITHOCTh Kak [gA-
ONOCPEAOBAHHOTO MMMYHOKOMIUIEKCHOIO J€PMATO3a, JIEMOHCTPUPYIOIIETO TECHYIO
NaTOreHETUYECKYIO CBSI3b KUIIEYHOU M KOXKHOM ayTOMMMYHHOM naTtonoruu (Sardy u
coasT., 2002; Reunala u coaBrt., 2021).

5.2.4. Knunuueckas kapmuna
I'epnieTudopmubIit JIepPMaTUT XapaKkTepu3yeTcs XPOHUYECKUM
PELUIUBUPYIOIIUM TEUEHUEM U BBIPAKEHHBIM 3YJIOM, KOTOPBIN SIBJISETCS BEIYIIIUM U
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3ayacTyro HauOosiee M3HYpSIOUIMM cuMnToMoM 3aboneBaHus (Reunala u coasr.,
2021). B psge ciyyaeB 3y U KKEHHE NPEAIIECTBYIOT MOSBICHUIO BUANMBIX KOXKHBIX
AJIEMEHTOB, YTO OTPAKAET PAHHIOIO BOCTIAIUTENIbHYIO AKTUBHOCTh B COCOUYKOBOM CJIO€
TICPMBI.

Puc. 5.1. I'epnerudopmubiii nepmatur dropunra. Ilopaxxenue pasrudarejabHOM

IMOBEPXHOCTH JIOKTEBOI'0 CycTaBa. Ha npencraBieHHOM H300pakK€HUH BHU3YaIU3HPYIOTCA
CTPYIIIIMPOBAHHBIE MAIyJI0-BE3UKYJIE3HbIE IEMEHThI Ha pa3ruOaTesIbHOW MOBEPXHOCTH JIOKTEBOIO
CyCTaBa, 4TO SIBJISETCS TUITMYHOMN JIOKaJTU3aIien st repreTudopMHOro nepMaturta. B nienrpe oyara
OTMEYAIOTCSl MEJIKME 3PO3UHU U CEPO3HO-TEMOpPPArnuecKue KOpkH, chOpMHUPOBABILUECS BCIEACTBUE
pa3pyIeHus Be3uKy1 U pacuecoB. [1o nepudepnu coxpaHsioTcst OTEIbHBIE PO30BO-3PUTEMATO3HbIE
Hamysabl U MEJIKME BE3UKYJIbI, PacIolaratoliecs rpynmnamm.

KnrHanueckast kapTiHa OTIIMYaeTCs TOJIUMOP(PU3MOM BRICHITIAHNUN. TUIMTHIHBIMU
BJIEMEHTAMM SIBIISIIOTCS. MEJKUE HANpsDKEHHBIE BE3UKYJIbI, NaMyJdbl W MaIyJo-
BE3UKYJIbl, pacrojlaralouiiecss CrpynmnupoBaHO, YTO OOYCIOBWIJIO HCIOIb30BAaHUE
TepMuHa «reprnetuopmHublily. OpHako 3a0ojeBaHME HE HMEET OTHOIICHHUS K
BUPYCHON HH(EKIMU W HE COMPOBOXKIAETCA THUIUYHOM IS Teprieca 3BOJIIOIUCH
3JIEMEHTOB. BcieicTBMe MHTEHCUBHOTO 3yJa M IOCTOSHHOW TpaBMAaTU3alUU KOXKU
MALIMEHTHl HEPEJIKO PaCUYECHIBAIOT BBICHINIAHKS YK€ HA PAHHEW CTaIWM UX Pa3BUTHS,
II0TOMY IIPU OCMOTPE 4Yallle BBISABILIIOTCS DKCKOPHUALMU, TEMOPpPAruyecKue KOpPKH,
3pPO3HMM U YYACTKHU MOCTBOCHAIUTEIBHON THIIEPIUTMEHTALUN, TOT/1a KaK UHTAKTHBIC

BE3MKYJIBl MOTYT OTCYTCTBOBATh WJIM BCTPEUaThCs B HEOONBIIOM KoJudecTBe (Antiga
U coaBT., 2013).
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Jlist repnieTudOpMHOTO JIepMaTUTa XapaKTepHa CUMMETPUYHAS JIOKAJTW3AIHs
BBIChITaHW. Hanbosee THMUYHBIMUA 30HAMU TTOPAXKEHUS SIBIISIOTCS pa3ruOaTeIbHbIC
MIOBEPXHOCTH JIOKTEBBIX M KOJICHHBIX CYCTaBOB, STOAWYHAS 001acTh, MOSCHUYHO-
KpecTiioBasi 30Ha, IUJIEYM U BOJIOCHCTasi 4acTh ToJioBbl (puc. 5.1). Takas
M30UPATENIbHOCTD JIOKAIU3AIMU CYUTACTCS KIMHUYECKUM MapKepoM 3a00JieBaHUS U
nomoraetr B AuddepeHImaIbHOl AUArHOCTUKE € JPYTUMH CyO3MuaepMabHIMU
ny3bIpHBIME JepMaTo3amu (Reunala u coart., 2021). JIumo u nepeaHsis MOBEPXHOCTh
TYJIOBHUIIA TOPaKkatoTcs pexe. CIu3uCcTbie 000JI0UYKH BOBIIEKAIOTCS KpaitHe peiKo, UTo
SIBIIIETCSI BAXXHBIM OTJIUYHUTENIbHBIM MPU3HAKOM IO CPAaBHEHHUIO C MeMQpUTrycamMHu U
HEeKoTOpbIMU (hopMmamu niempuronnoB (Amber u coast., 2018).

NHTEeHCHBHOCTh 3yJla MOXKET OBITh JUCIPONOPIIMOHATIEHA KOJIUYECTBY
BUJIUMBIX 3JIeMEHTOB. OH HEpEIKO HApyLIAeT COH, CHUXAET KAayeCTBO JKU3HU M
SIBJISICTCSI OCHOBHOW TPHYMHON OOparieHus MarueHTa 3a MEIUIIMHCKONW MOMOIIBIO.
[Tpu pnurensHOM TedeHnn 3a00J1eBaHUs Ha (POHE MMOCTOSTHHOW TpaBMaTHU3AI[MH MOTYT
dbopMUpOBATHCS OYAru JINXEHU(DUKALIUN.

Hecmotps Ha TecHyro acconuainuio reprnetudopMHOTO JepMaTUTa C TIIFOTEH-
YyBCTBUTEIHHOMN SHTEpONaTUEH, BbIpaKEHHas racTpPOdHTEPOJIOTUIecKas
CUMIITOMAaTHKa HAOII0AaeTCsl JIUIIb Y YacTH MalMeHTOB. Y OOJBIIMHCTBA OOIBHBIX
KUILIEYHBIE TPOSBICHUS OTCYTCTBYIOT JIMOO HMEIOT CYyOKIMHUYECKUW XapakTep,
0JIHaKo Mop(dosornyeckue npusHaKku aTpohruu BOPCUHOK TOHKOM KUIITKH BBISBIISIOTCS
pH 1eseHanpasieHHoM oOcinenoBanun (Reunala u coast., 2021). D910 moguépkuBaer
KOXXHYIO JOMUHAHTY KIMHUYECKON MaHupecTauu 3a0071eBaHus.

Teuenne repneTUdOpPMHOTO JepMaTUTAa XPOHUYECKOE, C TMEepUojamMu
000CTpEHUsSI W OTHOCHUTEIIbHOM pemuccuu. be3rioTeHoBas auera OPUBOAUT K
MOCTENIEHHOMY CHI)KEHUIO YacTOThl PELUHUJIUBOB U BBIPAKEHHOCTH KOXKHBIX
MPOSIBJICHUM, OJTHAKO MOJIHAS KIMHUYECKAs] PEMUCCHSI MOXKET Pa3BUBAThCA B TCUCHUE
MECSIIEB WU Ja)xe JIeT, YTO OTpakaeT MEJJICHHYI0 SJIMMHUHAIUI0 WMMYHHBIX
nerno3utoB u3 koxu (Reunala u coasr., 2021).

5.2.5. luaznocmuka

Juarnoctuka repneTuopMHOro JAepMaTUTa OCHOBBIBAETCS Ha COBOKYITHOCTHU
KIIMHUYECKUX, MOP(OJOTUYECKUX U HUMMYHOJOTMYECKUX JaHHBIX, MpPU 3TOM
perniaroriee 3HaueHue uMmeet npsamas ummyHoduryopecuennus (IIMD), no3sonsromnias
BBISIBUTH XapaKTE€pPHBIC TPaHYJApPHBIE ACTO3UTHI IgA B COCOYKOBOM CJIO€ JEPMBI
(Gorog u coanr., 2021; Reunala u coasrt., 2021).

Knunuuecxkoe nooospenue

OcHoBaHMEM MJi AMArHOCTUKH SIBISETCA THUMHYHAS KIMHUYECKas KapTHHA!
WHTEHCUBHBIA 3yJl, CHMMETPHYHBIE CrPYIIHUPOBAHHBIE TAIyJIO-BE3UKYIE3HBIC
DJIEMEHTHI Ha Pa3ruOaTeNbHBIX MOBEPXHOCTIX KOHEYHOCTEH, ATOAUIIAX U MOSICHUIHO-
KPECTIIOBOM 00J1aCTH, a Takke MpeodiiafaHue 3KCKOpPHALUd M KOPOK BCIEACTBHE
BEIpakeHHOTO 3y71a (Reunala u coasrt., 2021; Antiga u coaBt., 2013).

[Ipu HaNM4YMK TaKOW KIIMHUYECKOW KapTUHBI OCOOEHHO Y MAallMEHTOB MOJIOJOrO
¥ CPEIHETO BO3pacTa HEOOXOAMMO UCKII0YATh TePIETU(OPMHBIN AEPMATUT JaXke IPpU
OTCYTCTBHUHU BBIPQKCHHOM KUIIEYHON CUMIITOMATHKH.

Ponyw tiooa 6 nposokayuu obocmpenuii
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B knuHHWYeCcKOWM NpakTUKE JaBHO H3BECTHO, YTO WOJA M WOJCOJEpIKAIIUE
npenaparbl CIOCOOHBI MPOBOIMPOBATH OOOCTPEHHE TEepPHEeTU(HOPMHOTO AepMaTHTA.
Emé B paHHUX onucaHuAx 3a00J1€BaHUsI OTMEYAIOCh YCUIICHUE KOKHBIX IIPOSBICHHIA
nocie npuémMa WOAWIOB WM  HAPYKHOIO IPUMEHEHUS  HOACOJEpKALIUX
AHTUCENTUKOB.

MexaHu3M NpOBOLUPYIOLIETO ACUCTBUS MOJa OKOHYATEIBbHO HE YCTAaHOBIIEH,
OJIHAKO TPEJIoJIaraeTcsi, 4YTO0 OH CBSI3aH C YCWJICHUEM YK€ cyuiecTByrouiero IgA-
ONOCPEIOBAHHOIO  BOCIIANIMTEIBHOTO TMpOLEcca B KOXKe. MOmHabI  COCOOHE
YCWJIMBATh XEMOTAKCUC U (DYHKIIMOHAIbHYIO AKTUBHOCTH HEUTPO(PHUIIOB, MOBHIIIATH UX
JETPaHyJISIIIMI0 U BBICBOOOXKIECHHE MpoTeonuTudeckux (epmenton. [lockonbky B
OCHOBE (POpPMHUPOBAHHUSA IMy3bIpS TpPU TeprneTUGOPMHOM J€pMATUTE JICHKHUT
HehuTpouibHass WHOUIBTpAIUS COCOYKOBOTO CJIOSI JEPMBI € OOpa3oBaHUEM
MHUKpPOAOCIIECCOB, JOMOTHUTEIbHAS CTUMYJISIUS HEUTPOMUILHOTO 3BEHA MOXKET
IPUBOJUTH K YCUJICHUIO IMOBPEXKACHUS I€PMO3NUAEPMAIIbHOTO COETUHEHHS.

KinHn4yecku 370 IposBIISETCS YCUIIEHUEM 3Y/1a U MOSIBJIEHUEM HOBBIX MMaITyJIO-
BE3MKYJIE3HBIX AJIEMEHTOB MOCIIE:

MpUEMa MPENapaToB, COAEPKAIMNX HOIUBI,

MCITI0JIb30BAaHUsI KOHTPACTHBIX BELIECTB C BHICOKUM COJIEpKAHUEM HOa,

HApYKHOTO IPUMEHEHUS H0ICOAEepKAITUX PACTBOPOB.

Knuauueckn 000CTpeHHE MOXKET pa3BUBATHCS IMOCIE MpUEMa TMPErnapaTos,
COZIEpIKAIIUX MOJUJIBI, UCTIOIb30BAHUSI PEHTTEHOKOHTPACTHBIX BEIIECTB C BBICOKHM
COJIEp’)KaHMEM MOJ1a, a TAK)KE HAPYKHOTO MPUMEHEHUs Mo/IcoaepKalluX pacTBOPOB
(MCTOPUYECKH HCIOJIb30BAIMCH MPOBOKAIIMOHHBIE HOMHBIE TPOOBI, BKIOYAs TaK
Ha3zbIBaeMyto IpoOy SAnaccona — anmiukanuio 50% Mas3u oiu1a Kanus Ha KOXKY WIN
NEpOpalbHOE Ha3HA4YCHHE WOauAa Kaldusl C OLEHKOW TMOSBICHHUS THUIIMYHBIX
BBICHIITAHUN B TeueHne 24—48 JacoB).

B Hacrosiee BpeMs NPOBOKALMOHHBIE MPOOBI C HOJOM HE MPUMEHSIOTCS B
PYTUHHOM JUAarHOCTUKE BBHUJAY HUX IMOTEHIMAIBHOM OMACHOCTH M OTCYTCTBUS
HEOOXOJMMOCTH  MpPU  HAIWYUU  [PSAMOM  MMMYHO(DIYyOpeCUEHIMH  Kak
BBICOKOCIICIIM(UYHOTO METOJia MOATBEpkaAeHus auarHoza (Gordg u coant., 2021;
Reunala u coagr., 2021).

Tem He MeHee MalMeHTaM C YCTAHOBJICHHBIM JTMAarHO30M TepreTu(dhOpMHOTO
nepMaTuTa PEKOMEHyeTCs u3berarb HEOOOCHOBAHHOTO IPUMEHEHUS
fo/icoieprKaluX MpernapaToB, 0COOEHHO B (ha3e aKTUBHOIO 3a00JIEBaHUS.

l'ucmonozuueckoe uccneoosanue

['ucronornyeckoe ucciieJOBaHUE KOXKH BBISBIIAET CyO3UIepMaIbHbINA y3bIp U
XapaKkTepHble HEUTpO(UIbHBIE MHUKPOAOCIECChl B COCOYKax JepMbl. B paHHUX
cTaausx 3a00J€BaHUS MOXET HAOJIOJATHhCS CKOIUICHHE HEUTPO(MUIOB B BEPXHHUX
oTnenax JepMbl 0€3 BBIPAKEHHOTO PACCIOCHHS, YTO OTpa)kaeT paHHUW dTall
UMMYHHOTO BocmajieHust (Amber u coaBt., 2018).

OpaHaKo THCTOIOTUYECKAsl KapTUHA HE SBISETCS CTPOTO CHEIU(PUIHON U MOKET
HAIlOMUHATh JAPYTHUE CyO3MUIepMaibHbIC MTy3bIPHBIE EPMATO3bl, BKIIFOUask TUHEHHBIH
IgA-nepmato3 u  Oymn€snbli  nemduronn. IlosTomy TrHUCTOJIOTHS — TOJKHA
UHTEPHPETUPOBATHCSA B KOMIUIEKCE C UMMYHOMOP(OJIOTUYECKUMH TaHHBIMHU.
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lpsmas ummynoghnyopecyenyus

[Ipsimast  uMMyHO(IyOpecleHIUs  SBJISETCS  «30JIOTBIM  CTaHJApTOM»
JIMarHoCcTUKH repruetudopmuoro aepmatuta (GOordg u coast., 2021).

buoncusi AomKHA BBIMONHATHCS W3 KIMHUYECKH HEU3MEHEHHOW WU
MUHUMAJIBHO W3MEHEHHOW KOXH, PpACHOJOKEHHOM BONM3M ouara MOpakKeHUs
(nepune3uoHanbHo). VMcnonb3oBanue  QopmanuMHa =~ HEOOMYCTUMO;  MaTepHall
MOMEIIAETCS B CEIHMATbHYIO TPAHCIIOPTHYIO CpPELY.

XapaKkTepHOU HaXOJKOH SBJISIETCS IPAHYJISIPHOE OTJIOKEHHE [gA B COCOUKOBOM
CJI0€ JIepMbl, NPEUMYIIECTBEHHO Ha BEPUIMHAX JE€PMAIbHBIX COCOYKOB. B0O3MOXKHO
CONYTCTBYIOILIEE OTJIOKEHUE KOMIIOHEHTAa KomiuiemeHTa C3.

Puc. 5.2. Ilpasmas uMmyHoQIyopecueHIIUsI NMPU reprneTu(OpPMHOM epMaTHTE

(IgA). B nepunesnoHanbHOM KOXKe ONpeNeiseTcss MHTEHCHBHOE TIPAHYISAPHOE («3EPHHCTOE)
cBedeHue IgA, Tokann3oBaHHOE IPEUMYLIECTBEHHO Ha BEPIIMHAX JepPMaIbHbIX COCOUKOB. OuaroBoe
CKOIUIEHUE SPKUX (DIFOOPECLEHTHBIX JEMO3UTOB (OPMUPYET XapaKTepHBIA KJIACTEPHBIN MaTTEpH,
NaTOTHOMOHHUYHBIN JJIS1 TePIIETH(POPMHOTO IEPMATHUTA.

JlaHHBI TIATTCPH SBJISETCA IMATOTHOMOHHYHBIM JUISL TepIreTH(GOpMHOTO
JepMaTuTa U mo3BosisieT nuddepeHmpoBaTh ero ot JuHEeHHOTOo [gA-nepmarosa, mpu
KOTOPOM BBISBIIICTCS JIMHEHHOE CBEUCHHE BJOJIb Oa3aibHONM MeMmOpanbl (Amber u
coaBrT., 2018; Hashimoto u coast., 2023).

CrnemyeT yYuThIBaTh, YTO MPH JJTUTEITHHOM COOJTIOIECHIUH O€3TTIOTEHOBOW TUETHI
UHTCHCHUBHOCTD [ZA-/1eTT03UTOB MOYKET CHIDKATHCS, OJJHAKO OHH MOTYT COXPaHSTHCS B
Koxe JuTensHoe BpeMs (Reunala u coasr., 2021).

Ceponozuueckas ouacHoCmuKa

Cepoitorrueckoe 00cie0BaHNE HAMMPABIEHO HA TIOITBEPKIACHUE aCCOIUAIINAH C
IeTMaKuel U BKITFOYAeT ONpe/IieieHre:

IgA k TkaHeBol TpaHcriTyTamuHase (anti-tTG),

IgA K sHIOMU3BHIO,
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pu HE0OXOMMOCTH — aHTUTEN K AMHIePMaIbHON TparcrryTamuHasze (TG3)
(Gorog u coarr., 2021; Reunala u coasrt., 2021).

[ToBeimennsle TuTphl anti-tTG wm anti-endomysial anturen mommepkuBaroT
JIMAarHO3 U OTPaXaloT aKTUBHOCTh TIIIOTEH-3aBUCUMOI0 Ay TOMMMYHHOTO TTpoiiecca.

Onpenenenue o6mero ypoBHs IQA  00s3aTebHO 711 UCKIIIOUCHMS
cenekTuBHOTO Aedunuta IgA, KOTOPHIA MOKET MPUBOAUTH K JIOKHOOTPUIIATETHLHBIM
pe3yibTaTam.

Obcnedosarue Ha yeruaxuio

VYuutsiBas 00s3aTeNbHYIO MaTOreHeTH4eckyro cBsi3b DH ¢ rmoreH-
YyBCTBUTEIIbHOU DHTEPOIIATUEN, BCEM IaryeHTam II0Ka3aHO
racTPOIHTEPOIOTHYECKOE O0CIeI0BaHNE, BKIIIOYAIOIIEE CEPOJIOTHUECKUIT CKPUHUHT
U, TIPU TIOKa3aHUAX, OMOICHIO CIM3UCTOM TOHKOM Kumku (Zone, 2005; Reunala u
coasT., 2021).

Jlaxke mpu OTCYTCTBUU KHIIIEYHOW CUMITOMATHKHU Y OOJBITUHCTBA MAIMEHTOB
BBISIBJISIFOTCST  MOP(OJOTMYECKUE MPU3HAKKA HHTEPONATHU PA3TUYHON CTEMEeHU
BBIPAKEHHOCTH.

Jlugppepenyuanvras ouacnocmuxa

HuddepenunanbHas TMarHoCTUKA MPOBOJIUTCA C JIMHEUHBIM IgA-nepmaro3om,
Oyui€3npiM  memburonsiom, IgA-nempurycom ©  TOKCUKO-aJIIIEPTUYECKUMHU
y3bIpHBIMU peakusaMu (Amber u coant., 2018; Hashimoto u coasrt., 2023).

KilroueBbIM IMAarHOCTUYECKUM KPUTEPUEM SIBIIIETCS TPAHYJISIPHBIA XapakTep
oTyioxkeHus IgA B cocoukoBoM ciioe aepMbl pu [TNO.

Lluaenocmuueckuu arcopumm

CornacHo koHceHCcycHbIM pekoMenaanusMm EADV (Gordg u coast., 2021), mpu
MOJ03PEHUU Ha repreTu(OPMHBIN JePMATUT PEKOMEHIYETCS:

Brinonnenue nepusie3noHanbHoi ouoncuu s [TUO.

[IpoBeneHue ceposornueckoro 00cae0BaHMs Ha LEJIUAKUIO.

[TonTBepxkaeHre TUarHo3a Mpu BbISIBJICHUU XapaKTepHbIX [gA-1eno3uToB.

Hasznauenue 0e3rioTeHOBOM JUETHI MOCII€ YCTAHOBJICHUS IMAarHo3a.

Takum 00pa3om, nTuarHocTuka reprneTudopMHOro jaepMarura Oazupyercs Ha
COYETaHUHU KIIMHUYECKOIO MOJ03PEHUS U 0053aTeIbHOTO UMMYHOMOP(OJIOTUYECKOTO
MOATBEPKIACHUS, TIPU ITOM MpsiMas UMMYHODITyOpPECIEHITUs OCTAETCSl KIIFOUEBBIM U
OTIpeIeIIONUM MEeTOI0M Bepudukammu 3adoneBanus (Gordg u coast., 2021; Reunala
U CcoaBT., 2021).

5.2.6. Jleuenue
Jleuenne tepneTu(OPMHOTO JEpMATHTA TPOBOAUTCS B COOTBETCTBUHM C
COBPEMEHHBIMH  €BpPOINEHCKMMHU  KOHCEHCYCHBIMM  peKoMeHmanusmMu  S2k,
VHUIMAPOBAHHBIMK EBpONENCKON akaJemMuen JIepMaToJIOTMH W BEHEPOJIOTUHU
(EADV) (Gorég u coast., 2021), a Takke C y4€TOM COBPEMEHHBIX O030pPOB U
KIIMHAYECKUX peKOMEHIaIui 1o BeaeHuro nauenToB ¢ DH (Reunala u coasr., 2021).
TepaneBTuueckas cTpaTerus HampaBjieHa Ha:
¢ TOJIaBJICHUE KOXKHBIX MPOSBICHUH,
e KOHTPOJIb 3yJIa,
e KOPPEKIUIO TIOTEH-3aBUCMMOI0 Ay TOMMMYHHOT0 TIpoliecca,
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o TMPOPUIAKTUKY OCIIOKHEHHUH IEITMAKUH.

[IpyHIMOMATBPHO  Ba)XHO IOHUMATh, YTO JICUEHHE BKJIIOYAET JiBa
B3aMMOJIONOJIHAIOIIMX KOMIIOHEHTA: MOXKU3HEHHYIO O€3IVIIOTEHOBYIO JUETY U
MEMKAMEHTO3HYIO TepPaInIO JJ1s1 ObICTPOr0 KOHTPOJISI KOXKHBIX MPOSBICHUM.

Crporasg Oe3rioTeHOBas JueTa sBIsAEeTCA (PYHIAMEHTOM JIEYEHUS H
HA3HAYaETCsl BCEM MalreHTaMm 0e3 UCKiItoueHus. VckitoueHre rioTeHa U3 pauoHa
IPUBOJIUT K MOCTENIEHHOMY CHM)KEHHUIO TUTPOB aHTUTEN K TKAHEBOM U 31U JIEpPMaIbHOM
TpPaHCIUIyTAMUHA3aM, YMEHBUICHUIO BOCHAJIUTENBHON AKTUBHOCTH B KHUIIEYHUKE U
KOXe€E, a TakKe K CHI)KEHHUIO YaCTOThl PElUIMBOB KOXKHBIX Bbichimanui (Reunala u
coaBT., 2021). KpoMe KOHTpOJISI KOXKHBIX MPOSIBICHUN, COOIO/ICHUE TUEThl UMEET
NPUHIIMITHAIBHOE 3HAYCHHE I MPO(UIAKTUKU OCJIOXHEHUN IEeTUaKUH, BKIIOYas
MabaOCOPOIMIO W PUCK pa3BUTHS KuliedHOW nuMdombl. CrieyeT yuuThIBaTh, YTO
KIMHUYECKH 3 (EKT pa3BUBAETCS MOCTEIIEHHO: PETPECC BBHICHIMTAHUN U YMEHBIIICHHE
CEPOJIOTMYECKUX MAPKEPOB MOTYT 3aHHMATh MECALBI U AK€ ToJbl, 3 UMMYHHbIE
JETO3UTHI [gA B KOXE HCUE3aI0T MEIJIEHHO.

J1st OBICTPOro KyNUpPOBaHUS KOXKHBIX MPOSIBICHUI MpernapaToM MNepBOi JTUHUU
SABJISIETCS] JATICOH, JIEMCTBUE KOTOPOIO MATOr€HETUYECKH OOOCHOBAHO MOAAaBICHUEM
HEUTPO(PHUIBHON aKTUBHOCTH — KJIFOUEBOT'0 3BE€HA BOCTIAJIEHUS IPU repreTuopMHOM
nepmatute (Gorog u coant., 2021). IlpenapaTt obecrnieurBaeT OBICTPOE YMEHBIIICHUE
3yJla ¥ peKpalleHue NOSIBJICHUS HOBBIX 3JIEMEHTOB, 3a4aCTYI0 YK€ B TEUEHHUE MEPBBIX
2472 dacoB 1oce Hayasa Teparuu.

Ocobennocmu HasHavenus 0ancoua U MOHUMOPUHS Mepanuu

JlanicoH sBNSIeTCS] MpenapaToM MEpBOM JIMHUU JUISI OBICTPOTO KYyHMHUPOBAHUS
KOXKHBIX TPOSIBJICHUN TeprneTu(OpMHOrO JEpMaTHUTa, OJHAKO €ro MpPUMEHEHHE
TpeOyeT 003aTeNbHOT0 Ta00PATOPHOTO KOHTPOJISI BBUAY PUCKA T€MATOJIOTHUECKUX H
MeTabonnmueckux ocioxxkuneHuit (Gordg u coanrt., 2021; Reunala u coasrt., 2021).

[lepen Hauamom Tepanuu HEOOXOIUMO MPOBEJIEHHE 0A30BOr0 J1AOOPATOPHOTO
o0OcneoBaHusl, BKJIIOYAIOLIErOo OOUIMH aHalu3 KPOBU C ONPENENICHUEM YpPOBHS
reMorjao0rMHa M JeHKOUUTApHOU (HOPMYJIIbI, OACUET PETUKYJIOLMTOB, OMPECICHHE
AKTUBHOCTHU TJII0K030-6-hocharaerunporenassl (GO6PD), a takxke ouneHKy (yHKIIMH
neuenu (AJIT, ACT, obmmit ounupyoun). Onpenenenue aktuBHocTH GO6PD mmeer
NPUHIIMITHAIBHOE 3HAYEHHE, MOCKOJIbKY €€ Ne(UIIUT CYIIECTBEHHO MOBBIIIAET PUCK
BBIPQXXEHHOI'O T€MOJIN3a Ha (JOHE Tepanuy JAalICOHOM. Y MallMeHTOB C HEAOCTATOYHOU
aKTUBHOCTBHIO ~ JAHHOTO  ()epMEHTa  SPUTPOLMTHI  OONAJAIOT  MOBBIIICHHOU
YyBCTBUTEIHHOCTHIO K OKUCIUTEIFHOMY CTPECCY, TaK KaK CHUKAETCS UX CIIOCOOHOCTD
HEUTpaAJIN30BaTh PEAKTUBHBIE KHUCIOPOAHBIE METa0ONUTHL. JlancoH OTHOCHTCS K
npernaparaM C BBIPaKEHHBIM OKHUCIUTEIbHBIM TOTEHIIMAIOM, YTO MpHU Jeduiure
G6PD MOXeT NpUBOJINUTH K MACCUBHOMY BHYTPUCOCYAUCTOMY I'€MOJIN3Y U PAa3BUTHUIO
TSKENION aHEMUMU.

JleueHne HAYMHAIOT ¢ MUHUMAJIbHBIX 1103, 00bIYHO 25-50 MI B CYTKH, 4TO
NO3BOJISIET OLIEHUTh IIEPEHOCUMOCTh IIpenapara M CHU3UTb PHUCK Pa3BUTHUSA
reMOJIMTUYECKON aHeMUU U MeTtremoraoounemud. [lpu xopoiuei nepeHoCUuMOCTH U
HEJOCTAaTOYHOM KJIMHUYECKOM 3(d@exre 103y MOCTENEHHO YBEIUMYMUBAIOT C
uHTEepBAJIOM 3—7 nHeW (uHorma 1m0 1-2 Hemenb) 0 AOCTHXKEHUS MHUHUMAJIbHO
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s dexTUBHOM 103b1. B O0IBIIMHCTBE Cly4aeB TepaneBTHUECKas 103a cocTaBiseT 50—
100 mr B cyTkH, pexe TpeOyeTcs moBbieHue 10 150—200 Mr B CyTKH, 9TO TOITyCTHMO
TOJIBKO IPU CTPOrOM JIJA0OPATOPHOM KOHTPOJIE.

KinHnueckuil oTBET mpu reprneTuopMHOM JepMaTUTE Pa3BUBAETCS OBICTPO U
UMEEeT JUArHOCTUYECKOE 3HAYEHHE: YMEHbIIEHHE 3yJa OOBIYHO HAOJII0JaeTcs B
TeyeHue 24—48 JacoB, MpeKpalieHue MnosBICHUS] HOBBIX 3JIEMEHTOB — B TeueHue 2—3
cyrok. OtcyTcTBHe ObIcTporo 3ddekra 3actabiseT nepecMorpeth auarao3 (Reunala
U COaBT., 2021).

MOHUTOPUHT Tepanmuu NPOBOJAUTCS peryisipHo. B mepBoie 1-2 Henmenu
PEKOMEHTyeTCsl KOHTPOJIb O0IIEro aHaIM3a KPOBH ISl BHISIBIICHUSI pAHHUX MTPU3HAKOB
remoiin3a. B TeueHume meEpBBIX JABYX MECAILEB Tepanmuu OONIMN aHAIU3 KPOBH
BBITIONIHAETCS Kaknable 1-2 Hemenu. [Ipu cTaOMIBHBIX MOKa3aTENsIX B JalbHEHIIEM
KOHTPOJIb OCYIIECTBIISIETCS €XeMecayHo. [lepuonyeckn OLeHUBAKOTCS MTOKa3aTeln
¢yukun nedenu (AJIT, ACT). Knuauueckuid MOHUTOPUHT BKIIOYACT OLICHKY
CUMIITOMOB METTEMOITIOOMHEMUHN — LIMAH03a, CIA00CTH, OJIBIILIKH, TOJIOBOKPYKEHHUSL.

I'emonu3 B IErKOM CTENEHU NPAKTUYECKU HEU30EKEH U HOCUT J10303aBUCUMBII
XapakTep, OJHAKO BBIpAXKEHHAs aHEMUsi TpeOyeT KOPPEeKUUU J03bl WU OTMEHBI
npenapara. MeTreMorioOMHeMus yalle pa3BUBAETCSl MPU BBICOKMX J103aX U MOXKET
COMPOBOXK/IATHCS [IMAHO30M U CHUXKEHHUEM TOJIEPAHTHOCTH K Harpys3Ke.

[lo w™epe nmocTuxkeHUsT CTOMKOW pemuccud Ha (GoHE COONIOACHUS
0e3rII0TEHOBON JHETHI 03y AAlCOHa MOCTENEHHO CHWXKAIOT. B psne ciayuyaeB uepes
6—24 mecsma ymaércs MOJHOCTHIO OTMEHHUTH IpemnapaTr 0e3 penuauBa 3a00JIeBaHUS
(Gorog u coasr., 2021).

[Ipy  HENEepeHOCMMOCTHM  JalcOHa  AlIbTEPHATHBOM  MOTYT  CILYXHUTh
Cynb(hanupuaInH Wik cyibdacanazud, OJHAKO UX 3PPEKTUBHOCTh OOBIYHO HIDKE, a
epeHOCUMOCTh Bapbupyet (GOrdg u coast., 2021).

Takum o0Opa3om, JarcoH sBJISIETCS BBICOKOA(P(PEKTUBHBIM CPEJICTBOM OBICTPOTO
KOHTPOJISl FEpIEeTU(POPMHOIO JepMaTUTa, OJJHAKO €ro NpUMEHEHHE TPeOyeT CTPOroro
71a00paTOPHOTO U KIMHUYECKOTO MOHUTOPHUHTA.

Jlnumenvnocms mepanuu u Kpumepuu ommeHvl 0ancoHa

JUITUTENbHOCTh TEPANUK JTalICOHOM OTPEENSIeTCS] KIMHUYECKON aKTUBHOCTHIO
3a00J1eBaHUSI U CKOPOCTBhIO (opMHpOBaHUs CTOWKOro »dddekrta Ha QoHE
0e3rarTeHOBOM ueThl. B OONIBIIMHCTBE Cily4yaeB Mpenapar NpUMEHSETCS B TEUEHUE
HEPBBIX MECSIEB MOCJIE YCTAaHOBJICHHUS TUArHo3a JJsl ObICTPOrOo KOHTPOJISI KOKHBIX
OPOSBJICHUM, TOIrJa Kak JajbHEWINas CTpaTerus. HalpaBjieHa Ha IOCTENEHHOE
CHUKEHUE JI03BI TI0 Mepe cTabunu3anuu nporecca (Gordg u coat., 2021; Reunala
coaBrT., 2021).

CHmxeHue A03bl HAUMHAIOT TOCTE JOCTHXKEHMS KIMHUYECKOH PEMHCCHH,
XapaKTEPU3YIOMIEHCS OTCYTCTBHEM HOBBIX BBICHIMTIAHUN W MUHUMAIBHBIM WJIH
OTCYTCTBYIOILUM 3yAOM. TUTpanusi NpoBOAUTCA NOCTENEHHO, C YMEHBIIEHUEM J03bI
Ha 25-50 Mr ¢ MHTEpBAJIOM B HECKOJIbKO HEAENb MOJ Ja0OpaTOPHBIM KOHTPOJIEM.
Lensro  ABAsIETCS  ONPEACICHWE  MHHUMAIBHOM  NOAACPKUBAIOLIEH  J103BI,
o0ecreynBaoiei cTabuiIbHOE COCTOSTHUE MAllUEHTA.
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Kpurepusamu 118 NONBITKM MOJHOM OTMEHBI JIaliICOHA CIIyXaT CTOMKAas
KIIMHAYECKass PEMHUCCHS, CTAOMIBHOE COONIFOJICHHE CTPOrOM OC3TIIIOTCHOBOM JTUETHI,
CHIDKEHHE WM HOpMAaju3alusi CEpPOJIOTMYECKUX MApPKEPOB IIEIMAKUM, a TaKXKe
OTCYTCTBUE IPU3HAKOB aKTUBHOCTHU 3a00JI€BaHUSI B TEUCHUE JUTUTEIBLHOTO Iepuoaa. ¥
4acTH MaIlMeHTOB OTMEHA BO3MOXKHA uepe3 6—12 mecsieB, 04HAKO HEPEAKO TpeOyeTcs
OoJee mpooJDKUTENIbHAs Tepanus — 10 1824 mecsieB u 6osee (Reunala u coasr.,
2021).

Crnenyer mNOOYEpPKHYThb, 4YTO OTMEHA Ipernapara JOJbKHA IPOBOIUTHCS
MIOCTENEHHO. Pe3kas OoTMEHa MOMXET CONPOBOXIATHCA PEUUIMBOM BBICHITAHUM,
0COOEHHO TpU HapylleHWU AueThl. [Ipu BO30OHOBIEHWN AKTHUBHOCTH 3a00JI€BaHUS
JTATICOH BHOBbH HA3HAYAETCS B MUHUMAJIBHO 3 (HEKTUBHOM J103€.

Takum oOpazoM, mamcoH B Tepanmuu TeprneTudOpMHOro JaepMmaTuTa
paccMaTpUBAETCS KaK CPEICTBO KOHTPOJISI CUMIITOMOB Ha mepuoi (HOpMHUpPOBAHHUS
UMMYHOJIOTHYECKOTO OTBETa Ha OC3MIIOTEHOBYIO JHMETY, a €r0 MOCTETICHHAs] OTMEHA
BO3MOXKHA TMpPU JOCTHKEHUU YCTOMUMBOM PEMHCCUU M CTPOrOM COOJIOJICHUU
JUETUYECKUX PEKOMEH/ AU,

Anemepnamuenas mepanus

[Ipy HemepeHOCMMOCTHM  JaliCOHa WM  HaJW4YUW  MPOTHUBOIOKA3aHUHN
JOIyCKaeTcsl MpUMeHeHue cylbdanupuauna win cyibdacanazuna (GOrog u coasr.,
2021). CucremHble TIIOKOKOPTUKOCTEPOUIABl HE OTHOCATCS K IpernapaTram BbIOODA,
MIOCKOJIBKY HE BO3JCHCTBYIOT Ha KIIOUEBON HEUTPOPHIbHBINA MEXaHU3M 3a00JI€BaHUS
¥ OKa3bIBAIOT JUIIL BpeMeHHb 3ddext. NMMmyHOCynpeccuBHBIE MpenapaThl
UCIIOIB3YIOTCSL KpallHe PEJIKO U paccMaTpPUBAIOTCS KAaK UCKIOUYEHUE TIPU aTUITMYHOM
WJIU PE3UCTEHTHOM TEUCHUHU.

Takum o0Opazom, JedeHwe TrepneTUGOPMHOTO JepMaTUTa OCHOBAHO Ha
COYETaHUU MOKU3HEHHOUW O€3TJIFOTEHOBOM AMETHI KaK MaTOreHETUYECKON Tepanuu u
JAriCOHA KaK CPeCTBa OBICTPOro KOHTPOJIA cuMOTOMOB. [Ipu cTtporom cobmtoaeHun
TEepPareBTUYECKUX PEKOMEHJAIM MpOrHO3 3a0oJieBaHUs OJarompusTHBIN, a
JUTATEIbHAS KJIMHHYECKas PEMUCCHS JOCTHKMMa Y OoJbITMHCTBA HanreHToB (Reunala
U coaBT., 2021; GOrog u coanrt., 2021).

Aneopumm  OuacHocmuku U 6edeHuUs nayueHma ¢ NOO003peHuem Hd
2cepnemupopmublil depmamum

[Ipu momo3peHnn Ha TrepneTH(OPMHBIA JIEPMATUT JTUATHOCTHUKA JOJKHA
MPOBOAUTHCS MOATAITHO c 00s13aTENHHBIM UMMYHOMOP(}OTOTHIECKUM
MOATBEpXKJACHUEM 3a0osieBanmsi. Ha mepBOM 9Tare OICHWBACTCS KIMHUYECKas
KapTHHA, BKJIIOYAIONIAasi WHTEHCHUBHBIA 3yJl, CHUMMETPUYHBIC CIrpPYNIHPOBAHHBIC
MaInyJIo-BEe3UKYJIE3HBIE DJIEMEHTHl Ha Pa3ruOaTeNbHbIX MOBEPXHOCTSIX KOHEYHOCTEM,
ATOJIAIIAX W TMOSCHUYHO-KPECTIOBOM oOnacTu. Hamnuue THUMWYHOW JIOKAIM3AIuu |
BBIPAKEHHOTO 3yJ1a GOpMHPYET 000CHOBAaHHOE KIIMHUYECKOE MO03PCHHUE.

O0s3aTeTBbHBIM 3TalOM Bepu(HUKAIIMN JUATHO3A SIBIISIETCS TPOBEICHUE MTPSMO
UMMYHO(ITYOPECIICHIINY TePUIC3UOHATFHON KOXKH, TPH KOTOPOH BBISIBISIIOTCS
rpaHyJispHble neno3uThl IgA B cocoukoBoM cioe aepmbl (GOrog u coasT., 2021;
Reunala u coasr., 2021). Umenno [IM® paccmarpuBaercst Kak «30JI0TOM CTaHIApT»
JUArHOCTUKH U TI03BOJISIET OKOHYATENbHO MOATBEPAUTH repreTu(OPMHBIN JTepMaTHT.
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[TapaniensHO MPOBOAUTCS CEPOJOrHUECKOe OOCIeIOBaHHME HA LEIHAKUIO C
onpenenienreM IgA k TkaneBol Tpancriaytamunase (TG2), aHTuTen K SHIOMU3HIO U,
OpU  HAJIMYUM TEXHUYECKOW BO3MOXKHOCTH, AHTHTEN K  SIUAECPMAIbHOU
tpancrrytramuHaze (TG3), uto oTpaxkaeT cucTeMHbId [gA-omocpenoBaHHbBIN
ayTouMMyHHBIN Tmiporiecc (Sardy u coaBt., 2002; Reunala u coast., 2021).
Onpenenenue oO1ero ypoBHs IgA He0OX0IUMO JJISI UCKITIOUEHUS CeIeKTUBHOTO [gA -
neduruTa.

[Ipy HanmuYMM JOUArHOCTMYECKUX BO3MOXHOCTEHM KENaTeNbHO MPOBEICHUE
HLA-tunupoBanust (HLA-DQ2 u HLA-DQS8), 4To mO03BOJISIET MOATBEPIUTH
IF€HETUYECKYI0 MPEAPACIOIIOKEHHOCTh K TJIIOTEH-3aBUCUMOMY ayTOMMMYHHOMY
IPoLIeCCy, XOTS JaHHBIM TECT HE SABJISIETCS 00S3aTeNbHBIM MPU TUIMTUYHON KIMHHUKO-
VMMYHOJIOTHYECKOU KapTHUHE.

Ilocne mnoaTBEp)KIEHUS JUArHo3a IMAalWEeHTy Ha3HA4YaeTcsl MOKU3HEHHas
cTporas Oe3rJIoTeHOBas AWeTa Kak Oa3ucHas mNaToreHeTuyeckas tepanus. s
OBICTPOro KYNMMPOBAaHUS KOKHBIX MPOSIBICHUIN npuMeHsieTcs nancoH (Gordg u coasr.,
2021). [Ilepenm ero Ha3HaueHHMEM OO0S3aTEIBLHO MPOBOJUTCS JaOOpPaTOpPHOE
o0OcnefoBaHue, BKIIOYArOIlee OOMMKA aHalu3 KpPOBH, PETUKYJOIMUTHI, OLEHKY
(GYyHKUMM TEYeHH M ONpeJeleHue aKTMBHOCTHU TII0K030-6-(hocdaraernniporenassl
(G6PD), mockonbky ne@uiuT gaHHOrO (epMEHTa 3HAYMTENIbHO IOBBIIIAET PHUCK
TeMOJIUTUYECKUX OCIIOKHEHHM Ha JOHE Tepanuu.

Takum o0pa3oM, BeaeHHE TNalMeHTa C TreprneTuGoOpMHBIM JAEpPMATHUTOM
BKJIFOYAET MOCIEA0BATEIbHBIE STalbl KIMHUYECKOTO MOJ03pEHMs, 00sf3aTeabHON
UMMYHOMOP(}OJIOrHYecKoil  BepU(pHUKALUU, CEPOJOTHUECKOr0  MOATBEPKIACHUS
LHEIHaKUd M TOCIEAYIOIIEr0o HAa3HAYEHHs MOKW3HEHHOM JHEThl B COYETAaHUU C
MaTOreHETUYECKU 0OOOCHOBAHHOW MEAMKAMEHTO3HOU Teparuei.

5.3.T'epneTndopmHubie BbICHINAHUS PU NAPAHEOILIACTHYECKHUX MPoLieccax

CoBpeMeHHbIe KiIacCHU(PHUKAIMN ayTOMMMYHHBIX OYJUIE3HBIX 1€pMaTO30B HE
BBIICTISIOT apaHeoIIaCTUIECKHI reprneTuGOpPMHBINA JCPMATHT KaK
CaMOCTOSITeNIbHYIO Ho3osiorndyeckyro eaununy (Hashimoto wu coast., 2023).
Knaccuueckuit  reprneTu@oOpMHBI  IepMaTUT paccMaTpUBaeTCs KaK  KOXKHas
MaHu(decTalus TIITEH-4YyBCTBUTEIIBHON YHTEPOINIATUU U MATOTCHETUYECKU CBSI3aH C
IgA-oTBeTOM K 3nuaepMalibHON TpaHcriayTamuHaze (Sardy u coast., 2002; Gordg u
coasT., 2021).

Tem He MeHee B KIIMHUYECKOW MPAKTUKE OMKCAHBI CIydau reprneTudOopMHOTO
J€PMaTUTONOAOOHBIX BBICHITAHWN, BO3HHUKAIONIMX Ha (OHE 3JI0KaYeCTBEHHBIX
HOBOOOpa30BaHUM, MPEUMYIIECTBEHHO IuMdonponudepaTuBHbIX 3a00JIeBaHUN H
OMyXOJIeH JKeNyJA0YHO-KUIIEUYHOTO TpakTa. B TOMOOHBIX HAOIIOJEHUAX KOXKHAS
KapTUHA MOXKET UMUTHUPOBATh TepneTU(OPMHBIA JAEPMATHUT, OJIHAKO OTCYTCTBYIOT
CEPOJIOTUYECKUE MAPKEPHI IIETMAKUU U HE BBISBIISICTCA TUMUYHAS accormanus ¢ HLA-
DQ2/DQ8.

NmmyHoMopdoriornueckass KapTHHA NP TAaKUX COCTOSHUSAX MOXET OBITh
BapuabenpHOU. B psime cmydaeB onuchkiBatoTcsl [gA-meno3uTsl B AepMe, OAHAKO MX
pacmpeneneHie W WHTCHCHMBHOCTH MOTYT OTJIMYaThCS OT  KJIACCHYECKOTO
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TPaHyJISIPHOTO MATTEPHA, XapaKTePHOTO s reprietudopmuoro aepmarura (Amber u
coasrt., 2018).
CrnenyeT yuyuThIBaTh BO3MOXKHOCThH MapaHEOIUIaCTUYECKOM PUPOJIBI Mpoliecca
B CIEIYIOIUX KIIMHUYECKUX CUTYaIUSIX:
o J1€00T 3a00JI€BaHUS B TTOKUIIOM BO3PACTE;
e OTCYTCTBHE CEPOJIOTMUYECKUX MAPKEPOB IEIHAKUH;
o orpunarenbabie pe3ynbTatel HLA-DQ2/DQ8 nmpu HEBO3MOXKHOCTH OOBICHUTH
ATO CEPOHETATUBHBIM BAPUAHTOM;
o orcyTcTBHE 3 (deKTa OT OE3rITFIOTEHOBOU IUETHI;
e ATUIIUYHOE TEUEHUE WIIM PE3UCTEHTHOCTD K JIAlICOHY;
e HaJTWYHME CUCTEMHBIX CUMIITOMOB (IMOXYJaHUE, aHEMUS, CIIA00CTh ).

B mogoOHBIX ciydasx TpeOyeTcs: mMpoBeACHUE PACIIMPEHHOTO0 00CIIeI0BaHUS C
LEJIbI0 UCKIIFOUEHUS] HEOTIaCTUYECKOT0 Mpoliecca.

Takum 00pa3zom, IpyU TUNMUYHOW KapTUHE MPSAMOM UMMYHO(DIYOpECUEHIIUN U
KJIMHUYECKUX TMPOSBJICHUSAX JAHArHo3 TreprneTu@opMHOro JepMaTthTa OCTaéTcs
BEPOSITHBIM,  OJJHAKO  TNpPU  OTCYTCTBUM  NPU3HAKOB  TJIIOTEH-3aBUCHUMOTO
ayTOMMMYHHOT'O TIpollecca M Haduduu (PaKTOpOB pUCKA CIEAYET paccMaTpUBATh
BO3MOKHOCTb repreTuOpMHBIX BBICHITIAHUM Kak POSIBJICHUS
MapaHeoIJIACTUYECKOTO UMMYHOKOMIUIEKCHOTO JIEpMaTo3a.

5.3. Byanésnas ¢popma cucremHol KpacHoii Boruanku ((bullous systemic
lupus erythematosus, BSLE)

bynnésnas ¢opma cucremnoii kpacHoil Bomuanku (bullous systemic lupus
erythematosus, BSLE) npencraBnser co0oii peakuii BapruaHT KOXHBIX MPOSBICHUN
CUCTEMHOM KpAacHOM BOJYaHKHM, OTHOCAIIMKWCS K TIpynne ayTOMMMYHHBIX
CcyOanuAepMalbHBIX IMY3BIPHBIX JEPMATO30B C aHTUTeNaMu K KoJuiareHy VII
(Hashimoto u coaBt., 2023). 3a0oneBanue pa3BUBAECTCS B KOHTEKCTE CHUCTEMHOIO
ayTOMMMYHHOTO Ipoliecca U XapaKTepu3yercs GOpMHUPOBAHUEM CYOIUAEPMATIbHBIX
ny3bipelt Ha (POHE UMMYHOKOMILJIEKCHOTO TMTOPAXKEHUST KOXKH.

5.3.1. Ilamozenes

B ocHoBe cucTeMHON KpacHOM BOJIYAHKH JIEKUT 0Opa3oBaHHE ayTOAHTUTEN K
sanepHbIM aHTureHam (aeycnupansaoi JJHK, Hykineocomam, puboHyKiIeonpoTenHam),
YTO MPUBOAUT K (POPMUPOBAHUIO IUPKYJIUPYIOMIMX MUMMYHHBIX KOMIUJIEKCOB U HMX
OTJIOKEHUIO B PA3JIMYHBIX OpraHax M TKaHsAX. IMEHHO 3TOT MEXaHU3M ONpPEAeIIsieT
CHUCTEMHBIN XapakTep 3a00JIeBaHUS ¥ TMOPAKEHHE IIOYEK, COCYJZIOB, CEPO3HBIX
ob6onouek u koxu. [Ipu Oynn€3noit popMe CHCTEMHON KpPacHOW BOJTYAHKH JAHHBINA
MEXaHU3M COXPAHSIETCS, OJHAKO JOMOJHUTEIHLHO (DOpMUpPYETCS ayTOAHTUTEIHHBIN
oTBeT K KosuiareHy VII — oCHOBHOMY CTPYKTYpHOMY KOMITOHEHTY SIKOPHBIX (UOPUILT
nepmosnuaepMaibHoro coequnenus (Gammon u Briggaman, 1993; Contestable u
coaBT., 2014). Takum o0pa3oM, MOMHUMO KJIACCHYECKOTO HMMYHOKOMILIEKCHOTO
nopaxxenus, xapakrepHoro i  CKB, Bo3Hukaer opraHocnenupuyecKuii
ayTOMMMYHHBIN MIPOLIECC, HATTPABIECHHBINA MPOTUB CTPYKTYPHOTO OEIKa KOXKH.

Anturena x koyutareny VII (mpeumyiectBenHo kiacca IgG) ¢uxcupyrores B
30He 0a3aIbHON MEMOpPaHbl, aKTUBUPYIOT KOMIUIEMEHT U MHIYIIUPYIOT BHIPAXKEHHYIO
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HeHuTporibHYI0 MHGUILTpaKio. BrICBOOOXKIEHNE MPOTEOTUTHIECKUX (DEPMEHTOB
OPUBOJUT K  TMOBPEKICHUIO  SKOPHbIX  ¢uOpumi  u  (OPMUPOBAHUIO
cyOamuaepManbHOTO MmMy3bIpsi. HecMOTpsi Ha HampaBIEHHOCTh ayTOAHTUTET TPOTHUB
CTPYKTYPHOTO KOMIIOHEHTa JACPMOSIMUACPMAIBHOTO COCAUHEHHUS, KIIOUEBYIO POJib B
pa3pylIeHUH TKaHEeH UrpaeT BocHaluTebHasA, HEUTPOPuUI-onocpeoBaHHAS PeaKIus
(Amber u coasr., 2018).

CnenoBarenbHo, Oymiésnas ¢opma CKB coueraer B cebe 1Ba
NaTOT€HETUYECKUX MEXAaHU3Ma: CHUCTEMHBI HMMMYHOKOMIUIEKCHBIM  IIpoIiecC,
XapaKTEPHBIN JJIs1 BOJIYAHKH, U JIOKAJIbHBIN ayTOAHTUTEIIBHBIN OTBET K KoJuiareHy VII,
OTIPEICIISIONTUHN Pa3BUTHE CyOIUIEPMATBHBIX Ty3bIPEH.

Takum 00pa3om, HECMOTpSI HA HAJTMYHE AyTOAHTHUTEN K CTPYKTypHOMY O€TKY,
ny3eipeoOpazoBanue mpu BSLE Bo MHOroM omocpenoBaHO MMMYHOKOMILIEKCHBIM
BOCHAJICHUEM, 4YTO COJIDKAeT €ro C JpYyruMu HEHTpoduI-onocpeoBaHHBIMU
nepmaro3amu (Amber u coaBrt., 2018).

5.3.2. Knunuueckaa kapmuna

3aboeBaHne MPOSBISETCS BHE3AMHBIM ITOSBIICHUEM HANPsDKEHHBIX MTy3bIPEH Ha
APUTEMATO3HOM WJIM HEM3MEHEHHOM (DOHE KOKH. BBICBHITaHWS MOTYT BO3HHKATh KaK
Ha Y4YacTKaX, XapaKTepHBIX ISl (OTOUYBCTBUTEIHHOCTH, TaK W Ha TYJOBUINE U
KOHEYHOCTSX. Ily3plpy 4YacTo MHOXKECTBEHHBIE, CKIOHHBI K BCKPBITHIO C
o0pa3oBaHMEM »HpPO3Hi, OJIHAKO, KaK NPAaBWIO, 3aXHUBAIOT 0€3 BBIPAKEHHOTO
pybuesanust (puc 5.3). Hepeako omHOBpEMEHHO MPUCYTCTBYIOT APYTHE MPU3HAKU
CHUCTEMHOM KpacHOM BOJYAHKHU: (HOTOCEHCHMOWIM3AIMS, JHUCKOWJHBIE OYard,
apTpairum, ceposiormueckas akTHBHOCTH (ANA, anti-dsDNA). B psnge ciyuaes
OyJUI€3HBIC BHICHITIAHUS MOTYT OBITh TIEPBBIM MTPOSIBICHUEM CUCTEMHOTO 3a00JI€BaHMUS
(Contestable u coasr., 2014).

D , Vo - ) =
Puc. 5.3. byanénas d¢opma CHCTEMHONl KpacHOMl BOJYaHKHU. Ha
IIPEICTaBICHHOM n300pakeHNH BU3YaIU3UPYIOTCS MHO>XECTBEHHBIE HaIpsHKEHHBIC
cyOsmuaepManbHble MY3BIPH  Pa3IMYHOrO pa3Mepa, pacrojiaralollidecs Ha KOXe BepXHeu

KOHEYHOCTH W B oOyactu 1uieya. [ly3pIpy MMEIOT IIOTHYIO TOKPBIIIKY, CEPO3HOE COICPKUMOE,

2Oy P
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MECTAMM — CEPO3HO-TEMOPPArM4YecKUil XapakTep. OJIEMEHTBhl paclojaralrcs Kak Ha
HEM3MEHEHHOM, TaK U Ha YMEPEHHO 3PUTEMATO3HOM (POHE KOXKH.

5.3.3. /luaznocmuxa

Jnarnoctrka Oyu€3HON GOPMBI CUCTEMHOM KpacHOM BOJTYAaHKU OCHOBBIBAETCS
HAa  COYETaHMM  KIMHUYECKOW  KapTUHBI,  MOP(OJOTHYECKHX  JIaHHBIX,
UMMYHOMOP(}OJIOrMYECKOr0  MCCIENOBaHUSA U TMOATBEPXKIECHUS  CHUCTEMHOMU
AKTUBHOCTU BOJIYAHKH. [TOCKOJNBKY KIMHUYECKHE MPOSBICHHS MOTYT HAllOMHHATH
Opyrue cyOsnuiepMalibHble My3bIpHBIE JEPMATO3bl, PEIIAIONIYI0 POJIb WrPaeT
KOMIIJIEKCHASI OLIEHKA MOJYYEHHbIX JTAHHBIX.

T'ucmonoeuueckas kapmuna

['ucronornyecku BBISIBIISICTCS cyOsnuepMalibHbI N my3bIp,
COTPOBOXKIAIOIIHNICS BhIPA)KEHHON HEUTPOPHIbHON MHHUIBTpAIEel B COCOUKOBOM
cioe  gepmbl.  Hepenko  dopmupyrorcs  mukpoalciieccbl, a B 30HE
JNEPMOSIUAEPMAIBHOTO COEAMHEHUS OTMEYAIOTCAd IPU3HAKKM BOCHAIUTEIBHOIO
noBpexaenus. [logqoOHast kKapTuHa MOKET HATOMUHATH TePIETUPOPMHBIN ePMaTHT,
9TO TpedyeT 0043aTeNbHOrO MPOBEACHUS UMMYHOMOP(OIOTHIECKOTO UCCIEAOBAHUS
JUIsl YTOUHEHHsI XapaKTepa MMMYHHBIX JENO3UTOB. B psae ciiydaeB BBISBISIOTCS
OPU3HAKK, TUOUYHBIE U1  CUCTEMHOM  KpacHOM  BOJYAaHKW,  BKJIOYas
BaCKYJUTONOJOOHbIE U3BMEHEHUS U IETEHEPALINIO 0a3aJIbHOTO CJIOS AIUAEPMHUCA.

Hmmynomopgonozus

[Ipu  npsimMoit  UMMYHO(DIyOpEeCUEHLMH  ONpENeNsieTCs  OTJIOKEHUE
UMMYHOTTI00yTMHOB KJaccoB IgG, IgA, IgM u xomnonenta komriementa C3 B1oJib
0a3aapHON MeMOpaHbl — TaK Ha3bIBAEMBIN «BOTYAHOUHBIA O3H1». JIemO3UTHl UMEIOT
JVMHEVMHBIA WM TPaHYJSIPHO-IMHEMHBIA XapakTep H© PACHpPOCTPAHSIOTCA IO
JIepPMOdIIHUIEPMATIBHOMY CO€IMHEHHIO. B oTiinuue ot repnetudopmMHOro aepmaTHuTa,
/i€ BBISIBJISIFOTCSI TPAHYJISIPHBIE JIETIO3UTHI [gA TIpeuMyIIECTBEHHO B COCOUKAX JIEPMBI,
npu Oyminésnoir popme CKB mMMyHHBIE OTIOXKEHHS JTIOKATU3YIOTCS IO BCEW JUIMHE
0a3anbHO MEMOpaHBI.

Henpsimass umMmyHopIyopeclieHIIMS U HUMMYHOOJOTTUHT MOTYT BBISBIISITh
LUPKYJIUPYIOIIHAE aHTUTENA K KoJutareHy VII — OCHOBHOMY KOMIIOHEHTY SIKOPHBIX
GbuOpWII 1epMO3MUIEPMATBHOTO COEAMHEHUS, YTO MOATBEPKIAET MPUHAJIEKHOCTD
3a0oneBaHusl K rpynne aHTU-koiareH VII-accolmupoBaHHBIX CyO3MUIEepMaIbHBIX
nepmaro3zoB (Hashimoto u coamt., 2023). Crnemyer yuyuThIBaTh, 4TO TOJOO0HBIE
AHTUTENA TaKXKEe BBIABIISIIOTCS MPHU dMHAECPMONIN3E OyIIE3HOM MPUOOPETEHHOM, YTO
JieaeT HeOOXOAMMBIM COMIOCTABJICHHE UMMYHOJIOTHYECKUX JAHHBIX C KIUMHUYECKUM
KOHTEKCTOM U HaJJMYUEM CUCTEMHBIX MPU3HAKOB BOJTYAHKHU.

JIOTIOTHUTENBHBIM TANOM JUATHOCTUKH SIBJISIETCS TOATBEPKICHUE CUCTEMHOMN
aktuBHocTu CKB, BK/TIOYast BeIsIBJICHUE aHTUHYKJIEApHBIX aHTUTEN (ANA), aHTUTEN K
neycnupanbioit JIHK (anti-dsDNA), a Takke OLIEHKY MOpa)XXeHUsi BHYTPEHHUX
opraHoB. Takum 00pa30M, OKOHYATEIbHBIN JUATHO3 YCTAaHABIMBACTCS MIPU COUCTAHUU
CyOaIuIepMaIBHOTO Ty3hIPe0Opa3oBaHus, XapaKTEPHOU UMMYHOMOP(OIOTHIECKON
KAapTUHBI U JA0OPATOPHBIX MPU3HAKOB CUCTEMHOM KPAaCHOM BOJYAHKHU.

5.3.4. lugpghepenyuanvnuan ouaznocmuxa
bynnésnas popma CKB TpeOyer nuddepenuumanuu c:
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o DIUIAEPMOIU30M OYJIIE3HBIM TPHUOOPETEHHBIM,
e TEepHEeTH(POPMHBIM JEPMATUTOM,
o JMHEUHBIM IgA-nepmarosom,
o OyJE3HBIM NEM(PUTOUIOM.
Pemaromyto posib urparot cucremueie mposiieHus CKB, ceponoruueckue
MapKepbl BOJTYaHKH U XapaKTEP MMMYHHBIX JIETIO3UTOB.

5.3.5. Jleuenue

Tepanus Oymi€3Hodt (GoOpMBI CHCTEMHOM KpacHOW BOJIYAHKH HaIpaBlieHA
IPEXJIe BCEr0 Ha KOHTPOJIb CUCTEMHOM ayTOMMMYHHOW aKTUBHOCTH 3a00JIEBAHMSI.
[Tockonbky manHas ¢opma pasBuBaercss B KoHTekcTe CKB, neuenue m0mKHO
OPOBOAUTHCA C YYETOM OOIIeH KIMHUYECKOW KapTHHBI, CTENEHU MOpakKeHUs
BHYTPEHHUX OPraHoOB U J1a00paTOPHOI aKTUBHOCTHU 3a00JIE€BaHUSI.

[IpenaparoM mepBoii TUHUKN TIPU OyJIE3HON (OpME YacTO SIBISETCS AICOH,
JEMOHCTPHUPYIOMIMIA  OBICTPBIA  KIMHHUYECKU 3¢ ekt Omaromaps MOAABICHUIO
HeiTpodunpHoro Bocnanenus (Contestable u coast., 2014). Hecmorps Ha
npeobnananue [gG-anturen k koyutareny VII, Beaymum 3B€HOM My3bIpeoOpa30BaHus
ABJISIETCSI HEUTpOPMIIbHAS UHPUIBTPALUs, YTO OOBIACHIET BHICOKYIO 3(P(EKTUBHOCTD
npenapara. KiMHMuYeckuil OTBET OOBIYHO pa3BUBAETCS OBICTPO — B TEUYCHHE
HECKOJIBKUX JHEW, C MpPEeKpalleHUEeM TMOSBIEHUS HOBBIX MY3bIPEH U PErpeccom
CYIIECTBYIOIINX 3JIEMEHTOB.

[lepen Ha3zHaueHueM jgancoHa TpeOyeTcs CTaHAApTHOE J1abopaTOpHOE
oOcrenoBaHue, BKIItOUasl OOIIMN aHaIM3 KPOBH, ONpeAeSIeHNe aKTUBHOCTH TIFOKO30-
6-bocharmernaporenassl u OLEHKY (QYHKIIUN MTEUEHH, C TTOCICTYIONTUM PETYIISIPHBIM
MOHUTOPUHIOM B MPOLECCE TEPAITHH.

[Tpu HenocTaTouHOM 3(hPEKTUBHOCTH AANICOHA WIIM TPHU HAJTMYUU BBIPAXKECHHOU
CUCTEMHOMN AKTUBHOCTHU 3a00sieBaHUS MIPUMEHSIOTCS CUCTEMHBIE
[IIFOKOKOPTUKOCTEPOUIbl. MIX Ha3HAUeHHUE OCOOEHHO MOKAa3aHO MPHU COMYTCTBYIOIIEM
NOpaXEHUU TIOYEK, CYCTaBOB WJIM JPYrMX oOpraHoB. B ciywae Tské€noro wuiu
PE3UCTEHTHOIO  TEUYEHUS HUCIOJBb3YIOTCA HMMYHOCYNPECCHUBHBIE — Ipenaparsl,
npumensieMble B Tepanuu CKB, Bkitouas azaTuonpuH, MUKo(eHojgaTa MOQETH,
METOTpeKcaT Win HukiopochaMul, B 3aBUCUMOCTH OT KIIMHUYECKON CUTYAIIHH.

AHTUManspuiiipie Tpenaparbl (TUAPOKCUXJIOPOXUH) SBISIOTCS 0Oa3uCHOMN
tepanueii CKB u MoryT mpuMeHATbCs y OOJIBIIMHCTBA MAIIMEHTOB, OJHAKO MPH
BBIPQXXEHHOM OYJUIE3HOM CHHIPOME OHHM HE 00ECIEeUMBAIOT OBICTPOrO KyMUPOBaHUS
My3bIpeOOPa30BaHUsT M PACCMATPHUBAIOTCS KAaK KOMIIOHEHT CHCTEMHOTO KOHTPOJIA
3a00JeBaHusl.

B peakux pe3nCTEHTHBIX Cllydasx OINHUCAHO NPUMEHEHUE PUTyKCcuMadba U
BHYTPUBEHHOTO HMMYHOTJIOOYJIMHA, OJHAKO JIaHHbIE OrPAaHUYEHbl KIMHUYECKUMHU
HAOJTIOICHUSIMHU.

Takum oOpazom, nedeHue Oyin€3HONW (GOPMBI CHCTEMHOW KPACHOW BOJTYAHKHU
BKJIFOYAET COUYETAHHUE TEpPAIlMHU, HAIIPABICHHOW Ha CUCTEMHYIO aKTUBHOCTb BOJTYAHKH,
U CPEJACTB, MOJABISAIOMINX HEUTPO(PHUIBHOE BOCHAJIEHUE, CPEIU KOTOPBIX AAICOH
3aHUMaeT ocoboe MecTo Onarogapsi ObICTPOMY KIMHUYECKOMY 3P PeKTy.
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bynnésnas ¢opMa CHUCTEMHOW KpacHOW BONYAHKUA SIBISIETCS PEIKUM
AyTOMMMYHHBIM CyOSIUIEpPMATbHBIM IY3BIPHBIM JIEPMAaTO30M C aHTUTEIAMHU K
koymareHy VII, pasBuBaromuMcss B KOHTEKCTE CHCTEMHOTO ayTOMMMYHHOTO
3a0osneBanus.  Mopdosoruueckoe  CXOJACTBO € JPYTMMH  HEWTpodui-
OTIOCPE/IOBAHHBIMU  JiepMaTo3aMu  TpeOyeT  oOs3aTeIbHOTO0  MPOBEIICHUS
UMMYHOMOP(}OJIOTUUECKOTO HUCCIAEOBAHUSI M OIEHKHM CUCTEMHOW aKTUBHOCTH
BOJTYAHKH.
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I'naBa 6. HaciencrBeHHble My3bIPHbIE 1EPMATO3bI

HacnenctBeHHbie My3bIpHBIE JI€PMATO3bl MPEACTABISIIOT COOOW  TpyIITy
TCHETUYECKH  OOYCIIOBJICHHBIX  3a00J€BaHUN  KOXKH,  XapaKTEPHU3YIOITUXCS
HApYUIEHUEM CTPYKTYPHOW LEJIOCTHOCTH 3MUIACPMUCA WIN JIEPMO-3MUICPMATBHOTIO
coeAHEHUsT U (opMHUpOBaHMEM Ty3bIpell pa3aM4YHOrO YpoBHsS. B ornuuue ot
AyTOMMMYHHBIX ITY3bIPHBIX JE€PMATO30B, MPU KOTOPBIX BEAYIIYIO POJIb HUIPAOT
ayTOAHTUTEIa U HWMMYHHBIE KOMIUICKCHI, TIpM  HACJIEACTBEHHBIX (hopmax
nmy3bIpeoOpa3oBaHre OOYCIOBIEHO BPOXKIEHHBIM AEPEKTOM CTPYKTYpPHBIX OEIKOB
KOKU WJIM HapyIIEHUEM MEKKIIETOUHBIX CBSA3EH.

B 3aBucuMoOCTH OT YypOBHS pacCIOCHHS M MOJEKYJIsipHOro nedexra
HACJICICTBEHHBIE ITy3bIPHBIE JEPMATO3bI YCIOBHO MOAPA3IACISIOTCS HA IBE OCHOBHBIE

TPYIIIbL:
1. HacnenctBennsle  JepMaro3bl ¢ Je(EKTOM  JEpPMO-3IHIEPMATIBLHOTO
COCIUHEHUS.
2. HacnenctBeHHble BHYTPUAMHIECPMANIbHBIE (aKaHTOJUTHYECKHE) ITy3bIPHbBIE
JE€PMATO3BbI.

HacaencrBennbie gepMaro3pl ¢ AeQeKTOM JAepMO-INHACPMAIBLHOIO
COeIMHEeHMS

K naHHOW rpymme OTHOCUTCS BPOXIEHHBIM IY3BIPHBIM  MUIECPMOJIN3
(epidermolysis bullosa), a Takxke cunapom Kunmiepa. OOmuM naToreHETUYECKUM
MEXaHU3MOM  SIBJIIETCSI ~ TEHETUYECKH  OOYyCIOBIEHHBIM  neexT  OenkoB,
00€eCreunBaIINX MPOYHOCTh JEPMO-3MUAECPMAIBHOTO COEAUHEHUsT (KEepaTHHBI,
JJAMUHUHBI, UHTETPUHBI, KojutareH VII u 1p.), 94To mpuUBOIUT K (POPMUPOBAHUIO
My3bIpE NP MUHUMAJIBHOM TPAaBMAaTHU3ALINH.

B 3aBucMMOCTH OT ypOBHS pacCiO€HUs BPOKAEHHBIN ITy3bIPHBIM YITUACPMOIINA3
No/Ipa3JIessieTcsl Ha MPOCTYI0, MOrpaHnYHYyIo (Junctional) u quctpoduueckyro Gpopmsl,
YTO OMNpeeseTcs JoKaIn3auue nedekra 1 BOBICYEHHBIM OEITKOM.

6.1. Bpo:xaéHHbIH MY3bIPHBII dNHUACPMOJIN3

Bpoxnéunbiii my3sipHbiil snuaepmonu3 (BB, epidermolysis bullosa, EB)
npeacraBiser  coOOM  Trpymimy — HAcleICTBEHHbIX  3a00JeBaHUN  KOXH,
XapaKTePU3YIOMIMXCA TOBBIIIEHHON JIOMKOCTBIO KOXH U CIM3UCTBIX OO0OJIOUEK C
dbopMupoBaHUEeM MMy3bIpell NP MUHUMAJIBHONW MEXaHW4ecKoil TpaBme. B ocHoBe
3a001eBaHUs JIEKAT TEHETUYECKH OOYCIOBIICHHBIE JAEPEKThl CTPYKTYPHBIX OCIIKOB,
00€eCcIeunBaIIMX MMPOYHOCTh SMUAEPMHUCA U JEPMO-3IHUIEPMAIBHOTO COEIUHEHHUS
(Has u coabrt., 2020; Fine u coaBt., 2014).

CornacHO COBpEMEHHOMY MEXKIyHapoJHOMY KoHceHcycy, BBD oTHocutcs k
TpyIIe HACIEACTBEHHBIX 3a00JIEBaHUI C TOBBIIIEHHOW XPYNKOCTBIO KOXH H
KJIacCU(UIMPYETCST TI0 YPOBHIO PACCIOCHMS TKaHEH, KIMHUYECKOMY (DEHOTHUITY H
moutekysspHomy nedekty (Has u coasr., 2020).

6.1.2. Ilamozenes
[TaToreHeTnyeckOM OCHOBOM  BPOXKIEHHOTO IMY3BIPHOTO  SMOUAEPMOIIM3A
SIBJISIFOTCSI MyTallMM T€HOB, KOJIUPYIOIIUX CTPYKTYPHBIE O€IKU dMUAEPMUCA U IEPMO-

I ACPMAIIBHOIO COCIANHCHUS. OTH OEJIKH 00eCIIeUNBaIOT MCXaHUYCCKYIO IIPOYHOCTD
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KOXH M YCTOMYMBOCTh K (pu3myeckomy BozaeicTBuio. Mx nedext mpuBomuT K
HapYIICHUIO 1IEJIOCTHOCTU TKaHEH Ja)ke P MUHUMAJIbHOW TpaBMaTHU3alUU.

Kak moka3zano Ha puc. X, nepMO-3MHAEPMATIBbHOE COCIUHEHUE MPEACTABIISIET
co00H CIOKHBIM OETKOBBIA KOMIUIEKC, BKJIIOUAIOIINI BHYTPUKIETOYHBIE AJIE€MEHTHI
IIUTOCKEJIETa KEPATUHOIUTOB (KepaTuHbl 5 U 14), Oenku reMuaecMocoM (TIJIEKTHH,
BP230, wunrerpun a6f4), KOMHOHEHTHl 0Oa3anbHON MeMOpaHbl (TaMUHUH-332,
komwtared XVII) u sikopHbeie (uOpumibl, cpopmupoBaHHbie KojutareHoM VII.
Hapymienue cTpykTyphl J1I000T0 M3 3TUX 3BEHBEB MPHUBOAMUT K OCIAOJICHUIO CBS3H
MEXIY SMUIEPMUCOM U IEPMO.

[Tpu npoctoit popme BB (EBS) Hanbosee 4acTo BBISBIAIOTCS MyTallMi T€HOB
KRT5 u KRTI4, komupyroommx KepatuHbl 5 u 14 — oOCHOBHBIE O€nKH
IPOMEKYTOUHBIX (humaMeHTOB OazanbpHbIX KepatuHonuToB (Uitto u coart., 2007). B
pe3yJibTare Hapyliaercss CTaOWIbHOCTh  IIUTOCKENIEeTa, KIJIETKHM  CTAHOBSTCS
MEXaHUYECKH HECTAOWIBbHBIMH, U IMY3bIph (OPMHUPYETCS BHYTPH IMUACPMHCA, YTO
OTpaXk€HO Ha cxeMe (TaHenb B) kak BHYTpUANUAEPMAIIbHBINA YPOBEHD PACCIOEHUS.

[Torpannunas ¢opma (JEB) cBa3ana ¢ nedexramu O€lIKOB T€MHIECMOCOM U
0azanbHOW MeMOpaHbl — JlaMMHUHA-332, uHTerpuHOB 06P4, komtarena XVII u
JOPYrUX KOMIIOHEHTOB, OOECIEUYMBAIOLIMX MPUKPEIJIEHUE 3MuaepMuca K 06a3aabHOM
memOpane (Fine u coant., 2014). [Ipu uX HEAOCTATOUHOCTH PACCIOCHUE MPOUCXOIUT
Ha YPOBHE CBETJION MJIACTUHKU 0a3a1bHOM MEMOpaHbl, YTO HA PUCYHKE COOTBETCTBYET
30HE JEPMO-3IUAEPMAIBHOIO COEANHEHUS.

Huctpoduueckas gopma (DEB) oOycnoBnena myrtammsimu rena COL7AI,
Koaupyrouero komiareH VII — OCHOBHOM CTPYKTYPHBIM KOMIIOHEHT SIKOPHBIX
bubpumn (Bruckner-Tuderman, 2010; Shinkuma, 2015). Komnaren VII coemunser
0azanbHyI0 MeMOpaHy ¢ Hojyuiexalien 1epmoil. Ero geekr npuBouT K HapyLIEHUIO
¢ukcanuu snuaepMuca K JEpMe, BCIEACTBUE YEro MNy3blpb (OPMHUPYETCS HHKE
0a3zanpHOM MeMOpaHbl, B BEPXHUX OTJENax JAepMbl, 4yTo Ha cxeme (maHenb B)
IPEICTAaBIICHO KaK cyOlaMUHApHBIA YPOBEHb PACCIOCHHUS.

Takum 00pazoM, IpeICTaBIEHHBIN HA PUCYHKE YPOBEHb 00pa30BaHUs ITy3bIps
OTpaXkaeT JIOKAJM3AIMIO MOJIEKYJIIpHOro nedekra. ['myOuHa paccioeHus HarpsMylo
onpeeNsieT KIMHUYECKYIO TSKECTh 3a00JI€BaHUs: YeM ITy0kKe YPOBEHb MOPAKEHUS,
TEM BBIIIIE PUCK PyOILIeBaHUS U TSHKENBIX OCIOKHEHUI.

Bo Bcex ¢popmax BBD my3beipeoOpa3oBaHre HOCUT MEXaHUYECKUN XapaKTep U
HE CBSI3aHO C HMMMYHHBIM TMOBpEXJIeHHEM TKaHed. OTCyTCTBUE ayTOAHTUTEN H
MMMYHHBIX JICTIO3UTOB MPUHUUIHAIBHO OTJIMYAET BPOXKIEHHBIM ITy3bIPHBIM
SNUAEPMOJIU3 OT AyTOMMMYHHBIX CYO3NUAEpPMalIbHBIX J€PMAaTO30B, TaKHX Kak
OyJUIE€3HBIN TEM(PUTOU] WIIH STTUAEPMOIIN3 OyIIIE3HBINA TPUOOPETEHHBIN.
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Puc. 6.1. YpoBeHb pacciioeHHMs KOXKHM INIPH BPOXKAEHHOM Iy3bIPHOM

IMUACPMOJIN3E N MOJIEKYJISAPHBIC )Ie(l)eKTbl ACPMO-3IMUACPMAJTBHOTO COCAUHCHUSI.
Ha cxeme (manens A) npeacTaBieHO CTPOSHHE AUAEPMUCA U IEPMO-3ITUACPMATbHOIO COSUHEHMUS.
OnuaepMHuC BKJIIOYAET pOrOBOM, 3E€pHUCTBHINA, MIMMOBAaTHIA M Oa3anbHBI ciou. ba3zanbHble
KEpaTUHOLUTHl COEOUHSIOTCS C TMOAJIekKalled JOepMON IOCPEICTBOM CIIO)KHOTO OEIKOBOIO
KOMILJIEKCa — TeMHIECMOCOM U SKOpHBIX (hubpmini. Ha manenu B mokasan ypoBeHb paccioeHus
KOXHU IpHU pa3iuyHbIX (opMax BPOXKIAEHHOIO My3blpHOTo snuaepmonusa: Ilpu mpocroit hopme
(EBS) my3sIpb (popMupyeTcs BHyTpH 3MUepMICa BCIEICTBIE MyTalluil KepaTUHOB 5/14, riekTuHa
U Jpyrux OenIKoB LUTOCKesneTa Oa3zainbHBIX KepaTuHOUUTOB. Ilpu morpanuunoit ¢opme (JEB)
paccioeHue JIoKanu3yeTcss B 30He 0a3zanbHOM MeMOpaHbl U CBSA3aHO ¢ JeeKTaMH JJaMMHUHA-332,
naterpuHoB U kosutareHa XVII. Ilpu auctpoduueckoit popme (DEB) my3sips 0oOpa3yeTcs: HIke
0a3ampHOM MeMOpaHbI, B BEpPXHUX OTHAeNax JAepMbl, Bciaeactsue MmyTtauuii rema COL7AL,
Konupyroriero kouiareH VII — oCHOBHOW KOMITOHEHT SIKOPHBIX (prOpHLI.

6.1.2. Knaccugpuxayusn

B 3aBucumoctu OT ypoBHS O0pa3oBaHUs MY3BIPS BBIIEISIOT TPU OCHOBHBIE
¢dbopmst BBO:

1. Ilpoctas ¢opma (EB simplex) — paccioeHne MNpPOUCXOIUT BHYTPH
AMHUIEPMHUCA.

2. llorpannunas (junctional) popma — my3sips popMHpyeTCs B 30HE OazaibHON
MeMOpaHBbl.

3. Jductpoduueckas ¢opma — pacclOCHHE JIOKAIU3YETCS HIKE Oa3aibHOM

MeMOpaHbl, B BEpXHUX OTJAEJIax JACPMBbI.
JIOTIOTHUTENBHO BBLACTAIOT cuHApoM KuHjuiepa kKak OTIAENbHYIO (GopMmy,
XapaKTepU3yIOIIyIoCcs BapuabenbHbIM ypoBHEM paccioenus (Has u coast., 2020).

6.1.3. Ilpocmasa ¢opma 6porscOEHHO20 RNY3BIPHO2O  INUOEPMOSIU3A
(Epidermolysis bullosa simplex, EBS)

[Ipoctass ¢dopma sBIsgeTcs Hambojee pPacHpoOCTpaHEHHBIM BapUAHTOM
BPOXKIEHHOTO ITy3BIPHOTO ATTUACPMOIIN3a H XapaKTePU3yeTCs BHY TPUAIHICPMATHHBIM
ypoBHeM paccioeHus. [ly3pipeodpazoBanue o0ycioBieHo mytamnusimMu reHoB KRTS u
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KRT14, komupyroomwux KepatuHbl 5 ¥ 14 — OCHOBHBIE CTPYKTYpHBIE OCIIKH
IPOMEKYTOUHBIX (pumamMeHToB Oa3anbHBIX KepatuHonuToB (Uitto u coast., 2007).
Hapymienue ux CTpyKTypbl NPUBOJUT K CHIXKEHUIO MEXAHUYECKOW yCTOMYMBOCTH
KJIETOK 0a3ajbHOr0 CJIOS SIUAEPMHUCA.

Knunuueckasn kapmuna

3aboneBaHue, Kak MpPaBWIO, MaHU(DECTUPYET C POXKICHUA WU B PaHHEM
JIETCTBE, HEPEAKO ¢ HAYAJIOM XOJb0BI. [1y3bIpy BOBHUKAIOT B MECTaX MEXaHUYECKOTO
JABJICHHUSI U TPEHUS — Ha JAJOHSX, MOJOIIBAX, JIOKTAX, KojeHsAX. OHM conepxar
MIPO3PAvYHYI0 UJIM CEPO3HO-TEMOPPArNUYECKYIO )KUAKOCTh, UMEIOT BSUIYIO TIOKPBILIKY U
OBICTPO BCKPHIBAIOTCSI.

ITocne 3axwuBieHUs pyoOmOB, Kak TIpaBuUio, HE ocraércsa. Bo3moxkHa
KpPaTKOBPEMEHHAs]  MOCTBOCHAJMUTENbHAA TUIEpOUrMEHTanus. B oTaenbHbIX
BapUaHTaX OTMEYAeTCsl TUIepKepaTo3 JiagoHel u mojomB. CIu3uCThIe 000JOYKU
MOPAXKAKOTCS PEJIKO, HOI'TH OOBIYHO COXPAHEHBI.

Teuenue 3aboneBaHUs BapbUpPyeT OT JIETKOTO O YMEpeHHoro. Bo MHormx
CIIy4asix OTMEYAETCs YJIyUIIEHUE COCTOSIHUS C BO3PACTOM.

Knunuueckue noomunvi  npocmoti  (popmvl  8POHCOEHHO2O — NY3BIPHOSO
snudepmoausa (EBS)

IIpoctass dopma BbBD xapakrepuszyercss 3HAUYMTEIbHOW KIMHHUYECKON
BapuaOebHOCTHIO0. B 3aBUCMMOCTH OT pachpOCTPaHEHHOCTU MOPAKEHUS U TSHKECTH
TE€UYEHUS BBIICIIAIOT HECKOJIBKO KIIMHUYECKUX TTOJATHUIIOB.

1. I'enepanuzoBanubiii TsokENbIi EBS (panee — Dowling—Meara)

JlaHHBIN BapwaHT OTHOCHUTCS K Hambojee TsHkEnmpIM ¢dopmaMm mpoctoit BBED.
3aboneBanne MaHU(PECTUPYET C POXKACHHS WM B TEpBbIe MHU >XKu3HU. [ly3bipm
BO3HUKAIOT T€HEPATIM30BAHHO, MOTYT pacrojaraThCs TPYIIaMH, HEPEIKO HUMEIOT
repanetudopMuyo KoHpurypanuo. OOOCTpeHHs TPOBOIUPYIOTCS TOBBIIICHHEM
TEeMIEpaTyphl Tesna, UHPEKIUIMU, MEXaHUYECKONU TPABMOI.

Bo3MOkHBI  MOpakeHHWE  CIM3UCTBIX  000JIoYeK, JucTpodus  HOITEH,
BBIP@KCHHBIN TUIIEPKEPATO3 JIAJLOHEN U noAowB. HecMOTps Ha TsKEIOE TEYEHUE B
paHHEM BO3pacTe, C roIaMH HHTEHCUBHOCTH IMTy3bIpe00Opa30BaAHMS MOKET CHUKATHCSI.

2. I'enepanusoBanubiii mpomexxyTounsiii EBS (panee — Koebner)

Manudectupyet B panHeM aerctse. [1y3bipy BOSHHKAIOT KaK Ha TYJIOBHIIE, TaK
Y Ha KOHEYHOCTSIX, OJTHAKO BBIPAXKEHHOCTH ITpoliecca yMepeHHas. Yale nopaxarorcs
YY9aCTKH MEXaHUYECKOTO JaBiieHus. PyOrieBanne OTCyTCTBYET.

Tedenne Gosiee OIATONPUITHOE TIO CPABHEHHIO C TSHKEIBIM TeHEPATN30BaHHBIM
BapUAHTOM, OJTHAKO Iy3bIPeOOpa30BaHUE MOXKET COXPAHSITHCS Ha MPOTHKEHUN BCEH
KU3ZHU.

3. JlokanuzoBauubiii EBS (panee — Weber—Cockayne)

Haunbonee pacnpoctpanéuaslii U Hanbomnee n€rkuii Bapuant. Manudectarus
HEPEJKO COBIAJIAECT C HAYAJIOM XO0/AbObI. [ly3bIpu MpEenMyIIeCTBEHHO JIOKATU3YIOTCS
Ha JIQJIOHSAX M TMOJIONIBAaX, BO3HUKAIOT TMocie (U3UYECKOW Harpy3Kd, TPEHHUs,
neperpesa.

81



3a0oneBaHne HKMEET XPOHUYECKOE pEeUUAMBHUPYIOIIEe TEUEHUE, OJIHAKO
BBIDOKCHHBIE OCJIOKHEHUSI OTCYTCTBYIOT. PyOmoB He dopmupyercs. Yacto
OTMEYAETCS yIYUYLIEHUE C BO3PACTOM.

4. Ilpypuruno3usiii BapuanT EBS (EBS pruriginosa)

Penxuil KJIMHUYECKUMH BapUaHT, XapaKTEPU3YIOLIUKUCSA BBIPAXKEHHBIM 3YIO0M,
TUXeHupukanue, GOpMHUPOBAHUEM HKCKOPHALMHA M  y3JOBATBIX 3JEMEHTOB.
KimmHndeckass kapTMHa MOKET HAIIOMUHATH Y3JI0OBAaThId NPYPUTO WM ATONUYECKUI
JNEPMAaTHT.

[Ty3bipeoOpa3zoBaHue MeHee BBIPAKEHO, OJHAKO 3yJl SIBISETCS BEAYLIUM
CUMIITOMOM. Halle acCOUMUPOBaH C MyTaLUSIMU B F€HAX, KOJUPYIOLINUX KEPATUHBI WU
koJutareH VII.

5. [TurmentupoBannbiii EBS (EBS with mottled pigmentation)

XapakTepusyercs: HaIUYUeM MATHUCTOMN («CeT4yaToi») rUnepnurMeHTaly Ha
doHe >mM3010B my3bIpeoOpazoBanms. [lurMeHTamuss MOXKET OBITh CTOWKOW WA
YAaCTUYHO PErpeccupoBaTh € BO3pacToM. [ly3bIpHBIM KOMIIOHEHT, Kak IIPaBWIIO,
YMEPEHHO BBIPAXKEH.

Takum 00pa3zom, KITMHUYECKHE MOATUIIBI IpocToi hopmbl BB paznuuaroTcs mo
CTEIIEHH PAaCIpPOCTPAHEHHOCTH IMOPAXKEHUS, BBIPAXKEHHOCTH CHUMIITOMOB U TSKECTH
TEYEHUS, OJHAKO OOBEIWHEHbl BHYTPUAIHUACPMAIBLHBIM YPOBHEM pAaCCIOCHUS H
OTCYTCTBUEM pyOIlIeBaHUSI.

6.1.4. Iozpanuunan ¢opma 6poIHCOEHHO20 RY3BIPHO20 INUOEPMONU3A
(Junctional epidermolysis bullosa, JEB)

[lorpannunas ¢opma xapakTepusyercss oOpa3oBaHHEM Iy3bIpsS Ha YPOBHE
O0azampHOM MeMOpanbl — B 30He cBemiod mmacTuHKU (lamina lucida).
[laToreHeTrueckn OHa CBsi3aHa C MYTAlUAMH TE€HOB, KOAMPYIOIIUX JTAMHUHHUH-332,
uHTerpul a6P4, komnaren XVII u apyrue KOMIOHEHTBI IeMUIECMOCOMAIBHOIO
komruiekca (Fine u coanrt., 2014).

Knunuueckasa kapmuna

3aboneBanue Mmanudectupyer ¢  poxaeHus. Ily3sipy  moryt  ObITh
pacnpocTpaHEHHBIMU U 3aTPAruBaTh HE TOIBKO KOXKY, HO U CIM3UCTbIE 0005104KH. [1j1s
TSOKENBIX OPM XapaKTEPHBIL:

e DPO3UU CIMU3UCTOM MOJOCTHU PTa,

¢ TOpaXkKeHME MUIIEBO/A,

e HapyIICHUS MUTAHMUS,

o 00Opa3oBaHME I'PaHYJSLMOHHON TKaHHU.

Hepenko otmeuatorcs nedekTsl dManu 3y00B, aJIoNelys, U3MEHEHHs HorTeil. B
TSOKENBIX Ccayyasx 3a00jeBaHHE MOXKET HMETh >KU3HEYIPOXKAIOIIUN XapakTep B
HEOHAaTaJIbHOM MEPUOJE.

[Torpannunas popma oTiinyaercs 0ojee TAKEIBIM TEUCHHEM 10 CPAaBHEHUIO C
npocToii (HOpMON M HE COMPOBOXKAAECTCA BBIPAKEHHBIM pPYyOIlEBaHUEM, OJHAKO
OCIIO’KHEHUS CO CTOPOHBI CIIM3UCTHIX MOTYT 3HAUUTEIBHO YXY/IIIaTh KAYECTBO KU3HH.

6.1.5. Jucmpogpuueckan gopma 6porcoénnozo ny3wlpHoz0 INUOEPMOSIU3A
(Dystrophic epidermolysis bullosa, DEB)
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Huctpoduueckas ¢dopma oOycrnoBneHa wMytamusimu reHa COL7AL,
Kogupytomero kojuiareH VII — OCHOBHOW KOMITOHEHT SIKOPHBIX (PUOPHILI IepMO-
smuaepMaiibHoro coenmHenus  (Bruckner-Tuderman, 2010; Shinkuma, 2015).
Paccnoenune npoucxoaut Huxke 0a3anbHOU MeMOpaHbl, B BEpXHUX OTAENAX AEPMBbI.

Pa3nuualoT [IOMUHAaHTHBIH W  PEUECCUBHBIM  BapuaHThl  3a0o0JieBaHUS,
paznuyarouMecs no TSHKECTH KIMHUYECKUX MTPOSIBICHUM.

Knunuueckasn kapmuna

[1y3bIpM BO3HMKAKOT C POXKICHHUS WJIHM B PAaHHEM JETCTBE U 3aXKHUBAIOT C
dbopmupoBaHueM pyO110B. XapaKTepHBI:

o arpoduueckue pyOoIsl,

e MWINYMBI,

¢ KOHTPAaKTyphl CyCTaBOB,

¢ CpallleHHE NalblEeB (CUHIAKTUIINN),

o nedopmarus KUCTel («BapeKKOOOPA3HBIC KUCTHY).

Yacto mnopaxaroTcs CIH3UCThIE OOOJOYKH, 4YTO MPUBOJUT K CTPUKTYypam
NUIIEBOJA W  HapylIeHWIO rijotaHus. Hortu Moryr OTCyTCTBOBaTh  WIIU
ne(hOpMHUPOBAHBI.

[Ipu TKENBIX pelecCUBHBIX (POpMaX 3HAYUTEIBHO MOBBIIIAETCS PUCK PA3BUTHS
arpeCcCUBHOIO IIOCKOKJIETOYHOI'O paka KOXKH B MOJIOZOM BO3pacTe.

6.1.6. Juaznocmuka éposrcoénnozo ny3vipHo2o INUOEPMOIU3A

JInarHocTUKa BpOXKIAEHHOTO My3bIpHOTO Zniuaepmonu3a (BbD) Hanpasnena Ha
MOJITBEPKICHUE HACJIEACTBEHHOTO XapakTepa 3a00jeBaHUs, ONpPENEICHUE YPOBHS
paccioeHUs KOXKH W YTOYHEHUE MOJICKYyJsIpHOTO nedexta. B cooTBeTCTBUU C
MEXKIyHAPOJHBIMH PEKOMEHAAIUSAMH, JUArHOCTUYECKUN aJITOPUTM  BKIIOYAET
KJIMHUYECKYI0 OIICHKY, MOpP(OIOTUYECKOE HCCIEIOBAaHUE U  MOJEKYJSIPHO-
reHeTudeckyro Bepudukamuio (Fine u coasr., 2014; Has u coasrt., 2020).

Knunuueckas ouaecnocmuxa

[TepBUYHBIM 3TArIOM SIBISETCA TIIATEJIbHBIA KIMHUYECKUH OCMOTP C OLIEHKOM:

e BO3pacTa MaHudecTaluu (4acTo ¢ POKIACHUS WU paHHETO JIETCTBA),
o JIOKAJIM3ALNHU ITy3bIPEH,

o Hamu4us pyOlleBaHUA,

o TOPAKEHUS CIMUZUCTHIX 00O0JIOUEK,

e COCTOSIHHS HOTTEH U 3yOOB,

e CEMEMHOI0 aHaMHe3a.

KiitoueBbIM KIIMHUYECKUM KPUTEPHUEM SIBIISIETCSI BOSHUKHOBEHHE IMy3bIped MpU
MUHHMAJIbHONU MeXaHu4eckoh TpaBMe. OTCYyTCTBHE MPU3HAKOB BOCHAIUTEIHHOMN
UHOUIBTPAIIMN U CUCTEMHBIX ayTOMMMYHHBIX MPOSIBICHHUIN MO3BOJISIET 3aI10/103PUTh
HACJICICTBEHHBIN XapakTep 3a00JIeBaHMUs.

['maBHOW 3amayeit Ha maHHOM JTame sBisieTcs auddepenmuanus BBD ot
ayTOMMMYHHBIX ITYy3BIPHBIX JIEPMATO30B, MPEKJE BCETO MUAEPMOIIN3a OYJIIEZHOTO
npuoOpeTEHHOTO U OyIIE3HOTO IeMpuUrona.

Mopdgonocuueckas ouaznocmuxa

Jl1s onpeiesieHusi ypOBHS PAcCIOCHUS MTPOBOAUTCS OUOTICHS KOXKHU U3 CBEKETO
y3bIpsl.
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['ucronormyecku mnpu BBD  BeEBAsSeTCs  cyOdmuaepManbHOE — WIH
BHYTPUAIHIEPMAIBHOE pAacCIOoeHHe 03 MPU3HAKOB HMMYHHOIO BOCIHAJICHHUS.
Bripaxxennas HeiTpoduabHas Wi 203MHOGUIbHAS HHOWIBTPAIUs, XapaKTepHas J1JIs
ayTOMMMYHHBIX JIpPMaTO30B, OTCYTCTBYET.

OmnpeneneHre TOUHOTO YPOBHS PACCIOCHHSI OCYIIECTBIISIETCS C TOMOIIIBIO:

« uMMyHOMOp(osoruueckoro kapruposanus (Immunofluorescence mapping),
« 3jexTpoHHOU Mukpockonuu (Fine u coast., 2014).

NmmyHOMOpdonornyeckoe KapTUpOBAHUE MO3BOJISIET BBIIBUTH CHUOKECHUE WITU
OTCYTCTBHE OKCIIPECCUM KOHKpEeTHOro Oenka (kepaTuHoB 5/14, namuHmHa-332,
kowtareHa VII u gp.), 4TO OpUEHTHPYET B BHIOOpE NATbHEUIIEr0 T€HETUYECKOIO
tectupoBanus (Has u coast., 2020).

Monexynapno-eenemuueckas OUA2HOCMUKA

MoutekyapHOE TECTHPOBAHUE SBISIETCS «30JIOTBIM CTAHIAPTOMY TUATHOCTHKHU
BB u no3posser:

e TOJATBEPAUTH JUATHO3,

¢ OMpEACTUTH THII HACIECIOBAHMUS,

¢ YCTaHOBUTH KOHKPETHYIO MYTallHIO,

o TIPOBECTH '€HETUYECKOE KOHCYIbTHpOoBaHue ceMbu (Has u coasrt., 2020).

HauGoiee 4yacTo BBISBISIOTCS MYyTAallUU:

o KRT5 u KRT14 — npu npocroii popme,
« LAMAZ, LAMB3, LAMC2, ITGAG, ITGB4 — npu norpannyHoii hopme,
o COL7Al1 — npu auctpoduueckoit dopme (Bruckner-Tuderman, 2010;

Shinkuma, 2015).

Wnentuduxaiuss MyTalluu UMEET MPOTHOCTUYECKOE 3HAUYEHHE, OCOOCHHO NpHU
TSOKENBIX PEIIECCUBHBIX (hOPMax, aCCOMUPOBAHHBIX C BBICOKUM PHUCKOM OCITIOKHEHUI.

Takum o00pa3oMm, IUWArHOCTHKA BPOXKIAEHHOTO MY3bIPHOTO OJMHIESPMOTIN3a
CTPOUTCSI Ha TOSTAmHOW BEpU(PHUKAIMU YPOBHA PACCIOCHHUS U MOJEKYJISIPHOTO
nedeKkra, YTo TO3BOJIIET HE TOJIBKO YCTaHOBHTH (opMmy 3abojeBaHHs, HO U
OTIPEACTTUTh MPOTHO3 U TAKTUKY BEICHHUS MAI[UCHTA.

6.1.7. lucppepenyuanvnas ouacnocmuka
B nuddepennmanbHOl TMarHOCTUKE BPOXKAEHHOTO MY3bIPHOTO SIUAEPMOIIN3A
(BBD) HeoOxomumMo y4MTHIBaTh ayTOMMMYHHBIE CyO3NuiepMajibHble ITy3bIpHBIE
J€PMAaTO3bl, IPEKJIE BCETO:
o anuaepmoiu3 0yiné3npiil mpruoopeTéHnsbiii (EBA),
o Oymné3nprit nempuronm,
o JIMHEUHBIN IgA-nepMaros.
Haubonpiive nuarHocTU4EeCKHEe TPYAHOCTH BO3HUKAIOT MPHU COMOCTaBICHUU
BBD ¢ snuaepmonnzom Oynn€3HbpIM NMPUOOPETEHHBIM, TTOCKOJIBKY 00a 3a00JeBaHuUs
MOTYT  CONPOBOXKIAThCS  CyOAMHIEPMAIBHBIM  pPAcCIOCHUEM M KIMHUYECKU
IPOSIBISATHCS My3bIPSIMU C MOCIENYIOMNM pyOrieBaHrueM. OHAKO MaTOreHeTHYeCKas
IpUPOAA 3TUX COCTOSHUN MPUHUMITMAIBHO Pa3InyHa.
Onunepmonn3  OyJUI€3HBIM  NPUOOPETEHHBIA  SABISETCS  AyTOMMMYHHBIM
3a0osieBaHMeM U oOycioBiieH oOpa3zoBanueM IgG-antuten k komiareny VII. Ilpu
npsimoit ummyHogayopecueHuu (IIM®) BeisiBnsierca nuHeitHoe otinoxenue 1gG u
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KoOMIOHeHTa KomiuieMenta C3 Bronb 6a3anbHOW MeMOpaHbl. B chIBOpOoTKe KpoBU
MOTYT 0OHapY>KMBAThCS HUPKYIUPYIOLIUE ayTOaHTUTENA K KoJutareHy VII.

bymnésnpiii nmemduronn xapakrepusyercs OOpa3oOBaHHEM ayTOAHTHUTEN K
oenkam remugecmocoM — BPI180 (kommaren XVII) u BP230. Ilpu [IU®D
onpenensercs JMHeHOoe oTnoxkeHue IgG m C3 BAOME AEPMO-3NIMAEPMAIBHOTO
COCAMHEHHUS, HEPEIKO  COMPOBOXKIAIOIIEECS  BBIPAXXEHHOW  P03UHOPUIBHOM
uH(pUIBTpaIuei B 1epMe.

Jluneninbli [gA-gepMaro3 COMpPOBOXKAAETCS OTJIOXKEHHEM [gA 10 JHUHUU
0a3anpHON MEMOpaHbI, YTO TaKke YETKO BhisBIsieTcs rpu [TUD.

[IpyHIMIIMATBHBIM ~ OTJIMYMEM  BPOXKAEHHOTO ITy3bIPHOIO  3MMIECPMOJIM3A
ABJIAETCSI OTCYTCTBHUE ayTOAHTUTEN M HMMMYHHBIX JICTIO3UTOB IIpU IPSIMOM
ummyHoduyopecuernuu (Fine u coast., 2014). Tlpu BBD TIN® He BbIsBIACT
JMHEHHBIX WIA TPAHYISPHBIX OTIOKEHUH UMMYHOTJIO0YJIMHOB U KOMIUIEMEHTA, YTO
OoTpakaeT HEMMMYHHBIN Xapakrtep 3aboneBanus. I[ly3pipeoOpazoBanue mpu BBD
00yCIIOBJIEHO CTPYKTYPHOM HEAOCTATOYHOCTHIO OEIKOB KOXH, a HE HWMMYHHBIM
MOBPEXKJIECHUEM TKAHEH.

JIOTIOJIHUTENIBHOE 3HAYEHNE NMEET KIMHUYECKUI KOHTEKCT:

« 1pu BBD 3a0oneBanue MmanudecTupyeT ¢ pokJIeHUs UM PAHHETO JI€TCTBA;

e OTCYTCTBYIOT CUCTEMHBIE ayTOMMMYHHBIE MTPOSIBJICHHUS;

e YaCTO UMEETCSl CEMEWHBIN aHAMHE3;

o 00O0CTpeHusl CBs3aHbl NMPEUMYIIECTBEHHO C MEXaHMYECKOW TpaBMOM, a He C

VMMYHHOU aKTUBHOCTBIO.

Takum o6pa3oM, couyeTaHue paHHETO Je0I0Ta, OTCYTCTBHSI HMMMYHHBIX
neno3utoB npu [IM® u noarBep:kAEHHOTO MOJIEKYJSIPHOTO JAe(eKTa MO3BOISET
HaJEXHO OTJIMYMUTH BPOXKAEHHBIM ITy3BIPHBIM JOUAECPMOJIM3 OT ayTOMMMYHHBIX
cy0anuaepMabHBIX 1EPMATO30B.

6.1.8. Ancopumm ouaznocmuxu 8por3HcOEHHO20 NY3LIPHO20 INUOEPMOIU3A

1. Knunuueckoe nooospeHue

JIMarHOCTUYECKMH TIOMCK HAYMHAETCA C KIMHUYECKOro mnopo3penus. O
BPOKJIEHHOM ITY3bIPHOM SMUIAEPMOIIU3E CIEAYET TyMaTh y MallMeHTa ¢ My3bIpSAMU WIH
9PO3USMHU, BO3HHUKAIOIIMMU C POXKJICHUS JIUOO B paHHEM JETCTBE, OCOOCHHO ECIIH
DJIEMEHTHl TOSABIISIOTCS IOCIE MHUHUMAIBHOM MEXaHWYECKOW TpaBMbl M HUMEIOT
PELUANBUPYIONIHNI XapakTep. JJonomTHUTEeIbHBIMI OPUEHTUPAMHE CITY>KaT pyOlieBaHue
(mpu TSDKENBIX popMax), AedhopMaIiK TATBIEB, TOPAKEHUE CIM3UCTHIX 000JI0UEK, a
TaK)XK€ HaJIUYUE CEMEMHOro aHaMmHe3a. YK€ Ha ATOM JTalle BaKHO MPEANO0XHUTh
HACJIEJICTBEHHYIO MIPUPOJIy IIpoliecca.

Ecnu xnmHMYeckass KapTHHA COOTBETCTBYET HACIEJICTBEHHOMY 3a00JIEBAHUIO
KOXKU — MEPEXOJAT K CIECIYIOIIEMY JTaIly.

2. Hcknouenue aymoummyHHbIX NY3bIPHLIX 0epMamo3086 (0013ameibHblil 5man)

CrnenyrommmM 00s3aTENHHBIM ITAlOM SIBIISIETCS HMCKIIOYEHUE ayTOMMMYHHBIX
My3bIPHBIX JEPMAaTO30B. [[7151 3TOTO BBITIONHSIETCS OMOTICHS TIEPHIIC3HOHHONW KOXKH C
IPOBEICHUEM NPSIMO UMMYHO(DITyopecueHUrU. BoiABIeHNE JIMHEWHBIX OTI0KEHHM
IgG, [gA wumu kommnoHeHTa kKoMmiuiemMeHTa C3 BAOJb JAEPMO-3MHUIEPMATBHOTO
COCMHEHHUS CBUJIETENILCTBYET B IMOJB3y ayTOMMMYHHOTrO Tporiecca (OyJIE3HBbIM
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nemdurona, muHenHHbIN [gA-nepmatos, snuaepmMonnu3 OyuI€3HbI MPUOOPETEHHBINN).
OtrcyTcTBHE HMMMYHHBIX JICTIO3UTOB  MOJJEPKUBAET HEUMMYHHYIO TPUPOIY
My3bIPe0Opa30BaHUsl U JIETAET JUATHO3 BPOXKIEHHOTO ITy3BIPHOTO AIHUACPMOIIN3A
BEPOSITHBIM.

OtpunarenpHas [IM® sBiseTcss KIIOYEBBIM TMPU3HAKOM HACIEACTBEHHOTO
xapakTepa 3a00J1eBaHMsI.

3. Iloomeepaicoenue HeUMMYHHO20 NY3bIPHO20 0ePMAaAmo3d

[Tocne uckItoueHus: ay TOMMMYHHOM MaTOJIOTUU MPOBOAUTCS Mop(doornyeckoe
UCCJIEIOBAHUE Kpas CBEXKEro IMy3bIps. [ MCTONOTMYECKH OINpEIessiioT ypOBEHb
PaCCIIOCHUS — BHYTPHUAHICPMAIbHBIN WM CyOdTTACpMAaIIbHBIN, @ TAK)KE OTCYTCTBHE
BBIPDQKEHHOTO BOCIHAJEHHUS W AaKAHTOJM3a. OTU TMPU3HAKU TOJATBEPKIAIOT
MEXaHUYECKYIO TPUPOY My3bIPs U TMO3BOJISIOT OPUEHTHPOBOYHO OMPEIETUTH (hOpMYy
3a0oneBanusi (MpocTasi, MorpaHnyHas wim AucTpoduyeckas). OgHAKO THUCTOJIOTHS
cama 1o ce0e He Ja€T TOYHOTO THITUPOBAHHUS.

4. Tounoe munuposanue (npu HATUYUU MEXHUYECKUX 803MONCHOCMEL)

Jlist yrouneHust popMbl 3a00JI€BaHUSI TPUMEHSETCS UMMYHOMOpP(]oIornyeckoe
KapTUpPOBAHHUE. DTOT METOJ MO3BOJISIET OIEHUTh HKCIPECCUI0 CTPYKTYPHBIX OEJKOB
IEePMO-3TIUACPMATBHOTO COCIUHEHUs — KepatuHoB 5 u 14, namuHuHa-332,
kosmareHa X VII, komnarena VII u apyrux komrnoHeHTOB. CHUKEHUE WA OTCYTCTBUE
omnpenenéHHoro OenKa YyKa3blBaeT Ha COOTBETCTBYIOIIMN THI BPOXKAEHHOTO
My3bIPHOTO AMUAEPMOJIN3A U HAMPABIISIET JAJIbHENIIEE TEHETUYECKOE TECTUPOBAHUE.

5. MonekynspHo-reHeTH4YecKas Bepudukaius (30710T0H CTaHAAPT)

3aKTIOYUTENIBHBIM U Hau0o0JIee TOYHBIM JTAllOM SIBISETCS MOJICKYJISIPHO-
reHeTudeckass  Bepudukamusi.  CeKBEeHHpPOBaHWE  COOTBETCTBYIOIMX  T'€HOB
MOATBEPKAACT IUArHO3, OMPEIEAET TUIT HACIEAOBaHUS, TO3BOJISET OIIEHUTh TPOTHO3
U TPOBECTH TEHETUYECKOE KOHCYJIbTUPOBaHUE CEeMbU. VIMEHHO TE€HETUYECKOe
UCCIICJIOBAHUE CUMTAETCS «30JI0ThIM CTaHJAPTOM» JAUArHOCTHKUA BPOXKIEHHOTO
My3BIPHOTO AMUJIECPMOIIHN3A.

[IpoBOaUTCS CEKBEHHUPOBAHUE COOTBETCTBYIOIIUX I'€HOB:

« KRT5/KRT14 — npu npocroii popme;
« LAMAZ, LAMB3, LAMC2, ITGAG6, ITGB4 — npu norpannyHoit hopme;
o« COL7Al1 — npu nuctpoduueckoit popme.
['enetnueckas BepuduUKaIs MO3BOJISIET:
e TMOJTBEPJUTH IUATHO3,
e OIpPEJEIUTH TUIl HACIIEIOBAHMUS,
e OLICHUTH IIPOTHO3,
¢ TIPOBECTH T€HETUYECKOE KOHCYJIbTUPOBAHUE CEMBH.

Takum 00pa3oM, AMArHOCTUYECKUNA  AITOPUTM  MPEACTABISET  COOOi
MOCJIEIOBATENbHBIM MEPEX0] OT KIMHUYECKOTO TMOJ03PEHUS] K HUCKIIOYEHUIO
ayTOUMMYHHOU MaToJOTUH, MOATBEPKACHUIO HEUMMYHHOI MIPUPOJIbI
My3bIpe0Opa30BaHMUs U TOUHOW MOJIEKYIISIPHON UACHTUUKAINK Te]eKTa.

6.1.9. J/leuenue
Ha ceromHsmHui neHb JIEYEHUE BPOXKIAEHHOTO IY3BIPHOTO 3IHUAEPMOJINA3A
(BBD) HOCUT npenmMyIieCTBEHHO CUMIITOMAaTUUECKUI U MOJIJIEPKUBAIOIIUN XapaKTep,
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MIOCKOJIBKY 3a00JieBaHHE OOYCIOBJICHO TEHETHYECKUM Je(EeKTOM CTPYKTYPHBIX
O0enkoB KOxkH. (OCHOBHBIE TEpaneBTUYCCKUE MEPOIPUSTUS HAMPABICHBI Ha
npoUIaKTUKY TpaBMaTU3allMM, MPABWIBHBIM YyXOJ 3a paHaMu, MpeaynpexacHHe
BTOPUYHON MH(EKUNU U CBOEBPEMEHHYIO KOppeKuHio ocnoxHeHuid (Fine u coasr.,
2014; Has u coast., 2020).

Obwue npunyunovl 8e0eHUs.

[TarmenTaM pekOMeHAyeTCs MAKCUMAaJIbHO MAISIINN PEKUM ¢ MUHUMU3AIHEH
MEXaHUYECKOT0 BO3JEHCTBUA Ha KOXKy. Mcmonb3yercs Msarkas cBoOoAHas olexia,
CrielMaIbHbIC MOBSI3KU, CHUYKEHUE TPEHUS U IaBJICHUSI HA YYACTKU KOXKHU.

[Ty3b1ipu ipr HEOOXOAMMOCTH AKKYpaTHO BCKPBIBAIOTCSI CTEPHIIBHOW HIJION C
COXpaHEHUEM TIOKPBIIIKU MYy3bIPs, YTO TO3BOJISIET YMEHBIITUTH 00JIb U CHU3UTH PUCK
WHOUIIMPOBAHUA. YXO/I 32 paHAMU BKJIIOYAET PEryJISIpHYI0 00pab0TKy U MPUMEHEHUE
COBPEMEHHBIX  aTpaBMAaTUYHBIX  TMOBS30K  (THAPOTENEBBIX,  CHJIMKOHOBBIX,
HEa/Ire€3MBHBIX ), MOAAECP>KUBAIOIINX ONTUMAIBHYIO BIXKHYIO CPEy I 3a)KUBJICHHUSL.

Ilpogunakmuxa u nevenue ungexyuu

Bropuunas OaxtepuanbHas WHQEKIHS SIBISETCA YacThIM OCJIOXHEHHEM,
0CcO0eHHO TpHU THKENBIX (Gopmax. [lpu mpusHakax MHPUUMPOBAHUS HA3HAYAOTCS
MECTHBIC AHTHCENTUKH W, MPH HEOOXOAWMOCTH, CHUCTEMHas aHTHOaKTepHalbHas
Tepanusi. BaxHo n3berats M30BITOYHOTO MPUMEHEHHS] aHTUOMOTHUKOB BO M30E€XaHHE
dbopMHUpPOBaHUS PE3UCTEHTHOCTH.

Konmponw 6oau u 3y0a

boneBoit cuHAPOM MOXKET OBITh 3HAYUTENBHBIM, OCOOCHHO MPHU OOMIUPHBIX
nopaxeHusx. Vcrnonp3yoTcs aHaJbI€TUKU B COOTBETCTBUU C BO3PACTOM MAllMEHTa U
BBIpaXEHHOCThI0 Oomu. [lpu BBIpa)KEHHOM 3yJ€ MPUMEHSIOTCS aHTUTHCTaMUHHBIC
npenapaTsl ¥ CMSITYaroIife CPeIcTBa.

Ilumamenvnas nodoepoicka

[Ipu TsKENBIX POpMax, 0COOEHHO MPU JUCTPOPUUECKOM BapHAHTE, BO3MOKHBI
HApYIICHUS MUTaHUS BCJICICTBUE MOPAKEHUsS CIM3UCTON TMOJOCTH PTa W MUINEBOAA,
XpOHMYECKHX TIOTeph Oelka depe3 paHeBble TMOBepxHOCTH. HeobOxoamnma
KOHCYJIbTAIIMSI TaCTPOIHTEpOJIOra M HyTpuuuosnora. B psge ciydaeB TpeOyercs
BBICOKOOETIKOBAsI TMeTa, BUTAMUHHAS MOJACPKKa, KOPPEKIUs aHEMUU U Jedunura
MUKPODJIEMEHTOB.

Xupypeuueckas KoppeKyus 0ClLOHCHeHUl

[Ipu dbopmupoBaHUHM KOHTPAKTYP, TICEBIOCUHIAKTUINN («BapeKKOOOpa3HBIC»
KHCTH), CTPUKTYP MHILEBOAA MOXKET MOTPEOOBATHCSA XUPYPruIeCKOe BMEIIATEIbCTBO.
OpHako omepanmud  CONPOBOXKIAIOTCS  BBICOKUM  PHCKOM  peluANBa  HU3-3a
coxpansrorierics xpynkoctu Tkaneit (Bruckner-Tuderman, 2010).

MynemuoucyuniunapHulil n00X00

[Ipu Tsoxéneix Gopmax BBD Benenwe manueHTa MOHKHO OCYIIECTBISITHCS
MYJbTUANCUMIIMHAPHON  KOMaHAOM €  yd4JacTHEeM JepMarosora, Xupypra,
racTpOdHTEPOJIOra, CTOMAaTojora, odrampMoiora, AUETONOra M CHEIHaTucTa IIo
peabmwimranun. Ocoboe 3HaUeHUE UMEET NCUXOJOTrnYecKas MOoJAEepKKa MalueHTa u
CEMBH.

llepcnexmusHvle HanpasieHus mepanuu
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B nmocnemnme rombpl  aKTMBHO  Pa3BHBAIOTCS METOIbl TapreTHOW U
MATOTEHETUYECKON TepaIuy, BKIIOYAs:
¢ TCHHYIO TEpPAINMUIO,
e KJICTOYHYIO TEpamnuto (TpaHCIUIAHTAIUSI KEPATUHOIIMTOB, (huOp00IIacTOB),
o 0ENKOBYIO 3AMECTUTEJIbHYIO TEPAIUIO,
e METOJbI PEAAKTUPOBAHUS T€HOMA.

Hecmotpss Ha oOHanéxuBaronye pe3ysibTaThl KIMHUYECKUX HCCIICIOBAHUM,
JAHHBIE TTOXO/IbI TIOKA HE SIBIISIIOTCSA CTAaHJAPTOM JICUCHUS! U IPUMEHSIOTCS B paMKax
crienran3upoBaHHbIX TporpamMm (Has u coasr., 2020).

Takum oOpa3zoMm, Je4YeHHEe BPOXKIEHHOTO IMY3BIPHOTO  AIUJIECPMOIIU3A
HAlpaBJICHO Ha TOJAJEpPKaHHE KadyecTBa JKU3HU TAIMeHTa, MNPOPUIAKTUKY
OCIIO)KHEHUH U TpojajieHue (YyHKIIMOHATLHONW aKTHBHOCTH, B TO BpeMs Kak
pagrKaIbHBIE METOJIBI TEPAITUU OCTAIOTCS IPEIMETOM HAYYHBIX pa3pabOToK.

HacaencrBenHble BHYTPHINUAEPMAJIbHbIE (aKkaHTOJMTHYECKHUE)
NMy3bIpPHbIE 1EPMATO3bI

K nmaHHOW Tpynme OTHOCATCS HACIEACTBEHHBIC 3a00JE€BaHUS KOXH, TPH
KOTOPBIX Iy3BIpeOOpa3oBaHUe OOYCIOBICHO HApPYIIEHHWEM MEXKICTOYHON aAre3uu
KEpaTUHOIIMTOB BHYTpHU snuaepMuca. B ocHOBe mnaToreHes3a JIEKUT T€HETUYECKU
JNETEPMUHUPOBAHHBIA  JePeKT OEJNKOB WM  PEryJsTOPHBIX  MEXaHHU3MOB,
00eCreuynBaIIMX IEJIOCTHOCTh IECMOCOM U MOJIIEPKaHUE KaJIbIIMEBOTO TOMEOCTa3a.

B ominune oT BpOXIEHHOTO TMY3BIPHOTO JSMHAEPMONH3A, MPU KOTOPOM
paccioeHue TMPOUCXOJUT Ha YpPOBHE JAEPMO-IMUACPMAIBHOTO COCAMHEHHS, IPHU
HACJICICTBEHHBIX aKAHTOJUTHUYECKUX JIepMaTo3axX IMy3bIph (HOPMHUPYETCS BHYTPHU
snuaepmuca. KirroueBbiM MOPGOIOTHUECKUM MEXAHU3MOM SIBIISICTCS aKaHTOJIU3 —
MOTEePST MEKKJICTOYHBIX KOHTAKTOB MEXKy KEPaTHHOIIMTAMH BCJICACTBUE HAPYIICHUS
CTPYKTYPBI WU (QYHKIIHHA TECMOCOM.

BaxxHO TMOMYEpKHYTH, YTO JaHHBIC 3a00J€BaHUS HE MMEIOT ayTOMMMYHHOM
IPUPOABI: MEXKKJICTOUHBIC CBS3M pa3pylIAlOTCSd HE TIOJ JSHCTBUEM AaHTHUTEIN, a
BCJICACTBHE BPOXIEHHOTO Je(deKTa KIETOYHBIX MEXaHW3MOB aJre3uu. OITO
OPUHIMIHAIBHO OTJIMYAET MX OT Iy3bIpYaTKH, HECMOTPS Ha MOP(QOJIOrHUECcKOe
CXOJICTBO aKaHTOJIMN3A.

K ocHOBHBIM MpeICTaBUTENSAIM JAHHOM IPYTIBbl OTHOCATCS:

o Oone3np Xeinmu—Xennu (cemeliHas J0OpOKavyeCTBEHHAss XPOHHMUYECKas

My3bIpYaTKa),

o Oone3np Jlappe (aKAHTOIUTUYECKHA IHCKEPATO3 C BO3MOXHBIM ITy3BIPHBIM

KOMIIOHEHTOM).

O06e HO30J0TMM HACJIEIYIOTCA IO ayTOCOMHO-JIOMHUHAHTHOMY THIY |
XapaKTEePU3yIOTCS HAPYIICHHEM KaJbIIMEBOTO OOMEHa B KEpPaTHHOIMTAX, 4YTO
MPUBOJIUT K HECTAOUILHOCTH JIECMOCOM M Pa3BUTHUIO Cynpada3aibHOT0 aKaHTOJIN3A.

Takum oOpa3oMm, HacCIEACTBEHHBIE BHYTPHANHICPMAIbHBIE ITy3bIPHBIE
JIEpPMaTo3bl  MPEACTABISIIOT COOOW  OTACIBbHYIO TMATOTCHETHYECKYI0 TPYIIITY,
00BeIMHEHHYIO BHYTPUKOKHBIM YPOBHEM PAaCCIIOCHUS M TEHETHYECKOW TMPHUPOIOH
nedexTa MEKKICTOUHOH a/Ire3u.
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6.2. bosae3ns Xeinu—Xeism (cemeiiHas HOOpPOKAaYECTBEHHAsT XPOHUYECKAS
y3bIpYaTKa)

6.2.1. muonozun u namozenes

Bonesns Xennu—Xeiinu (bXX) — penkoe HaclneCTBEHHOE 3a00JIeBaHUE KOXKU,
OTHOCSIIEECS K TPYIe BHYTPUINUACPMAIBHBIX aKAHTOJIUTHYECKUX JI€PMATO30B.
3aboneBaHue HacleIyeTcs MO ayTOCOMHO-JIOMUHAHTHOMY THITy U OOYCJIOBJIEHO
myTarusamu rena ATP2C1, konupyromero kanbiueByto ATd-a3y annapara ['onbmku
(hSPCAT) (Hu u coasr., 2000; Sudbrak u coanrt., 2000).

benox hSPCA1 obecrnieunBaeT TpaHCHIOPT MOHOB Kalibliusl B anmapat [ onbku
U TOJJCPKUBACT BHYTPUKJIETOUYHBIM KaJbIMEBbIA ToMeocTa3. Kambnuii wurpaer
KITFOUEBYIO pOJib B ()OPMHUPOBAHUU U CTAOMIBHOCTU JIECMOCOM — MEKKIIETOUHBIX
KOHTakTOB 3nuaepmuca. [Ipu myramusax ATP2C1 napymaercsa peryiasiuus Kajiblus B
KEpaTUHOLIUTaX, YTO NPUBOAUT K JEeCTAOMIIM3AlUU JECMOCOM M Pa3BUTHUIO
cynpada3aqbHOr0 aKaHTOIU3A.

Takum o00pa3oM, MEXKKJIETOUHBIE CBS3M pa3pyILIAIOTCd HE BCIEICTBHE
ayTOUMMYHHOM arpeccu, a B pe3yJibTaTe TEeHETHUYECKU JACTEPMUHHUPOBAHHOIO
nedexTa KIeTOYHOHN aaAre3uu. 3T0 NPUHIUIHAIBHO OTINYaeT 00J1e3Hb Xelnu—Xennu
OT UCTUHHOM y3bIPYATKHU.

['vucTonornyeckd axkaHTOJMW3 HMMEET XapaKTEepPHBIM BHUJ, OIKCHIBAEMBIN Kak
«pa3BaNMBIIASCS KUPIMUYHAS CTEHA» — XAOTUYHO PACIIOJIONKEHHBIE KEPATUHOIUTHI
IIPU OTHOCHUTENIBHOM coXpaHHOCTH Oa3zaibHOro cios (Bolognia, 2018).

[Ty3bipeoOpa3oBanue TIpU JTaHHOM 3a00JICBAaHUM  SIBISIETCS  CJIEJICTBHEM
BBIPOKEHHOTO Cymnpaba3aibHOTO aKaHTOJIN3a, OJHAKO KIMHUYECKH ITy3bIpH HEPEIKO
OBICTPO BCKPBIBAIOTCS M TPAHC(HOPMUPYIOTCS B DPO3HH.

6.2.2. Knunuuecxkasa kapmuna

bonesnp Xeinn—Xelnu OOBIYHO MAaHH(ECTUPYET BO BTOPOM—TPETHEM
NECATUIIETUH XU3HH, OJIHAKO BO3MOXKHBI Kak Oosiee paHHUE, Tak U Oojee MO3IHHE
ne0roThl. 3a00J1€BaHNE XapaKTePU3yeTCs XPOHUYECKUM PELUIMBUPYIOUIUM TEUEHUEM
C TepuojaMu  OTHOCUTEIBHOM peMHCCMM U OOOCTPEHUSIMU  pa3Iu4yHOU
IPOIOJKUTEIBbHOCTH.

bonesns Xennu—Xeinu yarie MaHUPECTUPYET MOCIE MOJIOBOTO CO3PEBaHMS,
npeuMyniecTBeHHO B Bo3pacte 20—40 mer. HecMOTpss HA T€HETHYECKYIO MPUPOIY
3a00JIeBaHus, KIMHUYECKHE MPOSIBICHUS PEAKO BOZHUKAIOT B IETCKOM BO3pacTe. JTO
o0bsicHsieTcs TeM, uTo MyTauus reHa ATP2C1 npuBoAUT K 4aCTUYHOMY, a HE IOJTHOMY
HapymieHuto GyHKIUU KanbimeBoit AT®d-a3s! anmapata ['onsmku. B panaeM Bo3pacte
KOMIIEHCATOPHBIE MEXAHU3MBbI KJIETOYHOIO TOMEOCTa3a MO3BOJIIOT MOJAEPKUBATH
OTHOCHUTENIbHYIO  CTaOMJIBHOCTH jgecMocoM. C  Bo3pacToM, TMOJ  BIHUSHHUEM
MEXaHUYECKOTO TPEHUs, TUIMEPTHApP03a, TOPMOHAIBHBIX (HAaKTOPOB M MHUKPOOHOM
KOJIOHHM3ALUU CKJIAJ0K KOXH, KOMIIEHCATOPHBIE BO3MOXHOCTH HCTOILAKOTCS, YTO
MPUBOJUT K KIMHUYECKOW MaHU(ecTauy 3a00IeBaHusI.

Hawnbonee THIMYHON JOKaIU3alUEl SIBISIOTCA MHTEPTPUTHHO3HBIE 30HBI —
NOIMBILIEYHBIE BIIA/IMHBI, TAXOBbIE CKJIAJAKH, IOJIMaMMapHbIe 00J1aCTH, JIaTepalbHbIE
MOBEPXHOCTH IIIEH, PEXKE — MEXKbATOJUYHAS CKJIaJKa U aHOTCHUTaJbHAas 00JIacTh
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(puc. 6.2). Takas n30MpaTeTLHOCTH MOPAKEHUS 00YCIOBIEHA POJIBI0 MEXaHUYECKOTO
TPEHUS, TOBBIIIIEHHON BJIAKHOCTHU M TUIICPTHAPO3a B TPOBOKAIIMY aKAHTOJIH3A.

Puc. 6.2. boaesnp Xeian—Xeisin. IPO3MBHOE MOPAKEHHE MOAMBIIICYHOM

00J1aCTH. B NOAMBINIEYHON CKIAIKE OMNPENENSETCS JPUTEMATO3HAs DPO3UBHAs OJAIIKA C
Malepaluyen, MOBEPXHOCTHBIMU TPEIUMHAMU M ydyacTKaMu IenymeHus. Ily3slpHble 31€MeHTBI
OTCYTCTBYIOT BCJIEJICTBHE UX OBICTPOTO BCKPBITHSL. XapaKTEPHbI JJOKATU3AIH B UHTEPTPUTUHO3ZHON
30HE ¥ XPOHUYECKUI peLUANBUPYIOLINN XapaKTep OPaKEHHUS.

KnnHanuecku 3a00ji€eBaHNE€ HAYMHAETCA C MOSBICHUS] MEJIKUX MOBEPXHOCTHBIX
BE3UKYJI WIH My3bIpeil HA OHE yMEPEHHOU 3puTeMbl. OJTHAKO MY3bIPHBIE ATEMEHTHI
OBICTPO BCKPBIBAIOTCS, OpMHUPYsT O0JIE3HEHHBIE PO3UU C Mallepauuei. B pe3ynbrare
00pa3yroTCsl BJIAXKHBIE DPO3UBHBIE OJISIIKH C HEPOBHBIMU, (PECTOHUYATHIMHU KpPASIMH,
IIOKPBITHIE CEPO3HBIMU KOPKaMu M TpelrHaMu. Hepenko nmpucoenHseTcss BTOpUYHas
OakTepuanbHas WIM TpUOKOBass WHQEKLHs, YTO COINPOBOXKAAECTCA YCUICHHUEM
BOCHIAJICHUS U HENIPUATHBIM 3aI1aXOM.

Cumntom Hukonbckoro mnpu Oone3Hn  XeWnmu—Xewinm MOXKET ObITh
IIOJIOYKUATEIIBHBIM B IIpEJeax MOpaXKEHHOTO Oo4ara, IIOCKOJIbKY MEXKIIETOYHBIE CBSI3H
KEPaTUHOIMTOB OCJIA0JEeHbl BCIEICTBUE akaHToidu3a. OJHAKO OH HE SABIAETCS
IrE€HEPAIM30BAHHBIM U HE CTOJIb BBIPAKEH, KAK IPH BYJbrapHOM My3bIpyaTke. 3a
npenesaMu KIIMHUYECKA U3MEHEHHOM KOKU CUMIITOM, KaK MPaBUJI0, OTPULIATEIbHBIMH.
DTO CBS3aHO € TEM, 4YTO pa3pyLIEHUE MEXKJIETOYHBIX KOHTAaKTOB OO0YCIOBJIEHO
JIOKaJIbHOW HECTAOMIBHOCTBIO IECMOCOM, @ HE CUCTEMHOW ayTOMMMYHHOM aTakou.

XapakTepHbIM SBJIAETCS CKJIOHHOCTh OYaroB K CIMSHHMIO ¢ OOpa3oBaHHEM
OOIMPHBIX  ApOo3uMBHBIX  Omstmiek.  Hepenko — mpucoeauHsieTcss  BTOpUYHAs
OakTepuanbHas WIM KaHOUAO3Has HMHQPEKLHUs, YTO COINPOBOXKAAETCS YCUICHHEM
SKCCyJalliy, HENPUITHBIM 3alMaxoM U OOJE3HEHHOCThbIO. 3yJ MOXKET OBITh
YMEpPEHHBIM, OJIHAKO O0JI€3HEHHOCTh U UyBCTBO YKEHHSI BbIPAKEHbI 3HAUNUTENBHO.
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O6octpenusi 3a00J€BaHUS  MPOBOIUPYIOTCS  MEXAaHHUYECKUM  TPEHHUEM,
HOBBIIICHHON  BJI&XXHOCTHIO, TOTJIMBOCTBIO, HWHQPEKUUSAMHU, T[EPETPEBAaHUEM U
ctpeccoBbiMU (hakTopamu (Ben Lagha u coast., 2020; Mathur u coasrt., 2025).

Cnuzucteie 000JOYKM TOpakaloTcs peako. PyOneBanue, Kak MpaBWilO, HE
BBIPQXXEHO, OJHAKO TpU JUIUTEIHPHOM TEYEHWH BO3MOXHO (OPMHUPOBAHHE
MIOCTBOCTIAIUTEIHLHON THIIEPITUTMEHTAIUH.

Teuenune 3aboneBaHUs XPOHMUYECKOE, C UEPEIOBAHUEM pPEMHUCCHH U
oboctpenuii. I[IpoBomupyromumu (HakTopamu SIBISIFOTCS MEXaHHYECKOE TpEHHE,
TIOBBIIIICHHAST BJIQXKHOCTh, THIIEPTHIPO3, HHQPEKIUH, IEeperpeBaHUe W CTpeccC.
CnuzucTtbie 000JI0YKY MTOPAKAIOTCS peqko. PyOiieBanue, Kak mpaBuiio, HE BBIPAXKEHO,
0JIHAKO BO3MO’KHA MIOCTBOCHIAJIUTEIbHASI THIIEPIIUTMEHTALIUS.

Takum oOpazom, s Oone3Hn Xewnu—Xewnu XapaKTepHbl XPOHHUYECKHE
PELUINBUPYIOIINE PO3UBHBIE MOPAXKEHUS MPEHMYIIECTBEHHO B CKJIaJKaX KOXH C
OBICTPBIM pa3pyILIEHUEM IMy3bIPHOTO KOMIIOHEHTA U BBIPAXKEHHOM Malleparueil.

6.2.3. /luaznocmuka

Huarno3  Oosie3Hn  Xenn—XeWnu  yCTaHaBIMBAETCSI HAa  OCHOBaHUU
KJIIMHUYECKON KapTHHBI U MTOATBEPKIAETCS MOP(HOIOTrHUECKUM HCCIIETOBAHUEM KOXKH.
B TUIMYHBIX Cloy4dasX COYETAaHUE PEUUAMBUPYIOLIIMX SPO3UBHBIX NOPAKEHUN B
MHTEPTPUTMHO3HBIX 30HAX C OTPULIATEIBHON NPSAMON UMMYHOQIIyOpPECLEHIIMEH yKe
MO3BOJIIET 3alOJ03pUTh 3a00J€BaHUE, OJHAKO OKOHYaTelbHas BepUUKaLUs
OCYILECTBIISAETCSA TUCTOJIOTUYECKHU.

l'ucmonozuueckas xkapmuna

IIpu cBeTOBOW MHKPOCKONHU (OKpAacKa IeéMAaTOKCHIMH-303WHOM) BBISIBIISIETCS
BBIpQXXCHHBIN Cynpaba3albHbIil akaHTOJAN3 ¢ (OPMHUPOBAHMEM MHOXKECTBEHHBIX
BHYTPUAIIUJICPMAIIBHBIX —Iese. PaspylieHue MEXKIETOUHBIX CBSI3€M  HOCHUT
muddy3HbIA  XapakTep M 3aTparuBaeT MPEUMYLIECTBEHHO IIMIIOBATHIA  CIIOM
snuaepMuca. basanbHBIM  CIIOW, Kak TMPaBWIO, COXPAHSAETCA M OCTAETCS
IIPUKPEIIEHHBIM K JIEpME.

XapakTepHOM OCOOEHHOCTBIO SIBISIETCS  OECHOPSAIOYHOE  PaCIOJIOKEHHE
KEpaTUHOLIMTOB,  YTPaTUBLIMX  MEKKJIETOYHBIE  KOHTAKTBI, YTO  CO34AET
MOp(OJIOTMUECKYI0 KapTHUHY, OIKCHIBAEMYIO Kak (EHOMEH «pa3BajuBIICHCA
KUPIUYHOM CTeHbD». BHyTpusnuiepmMalibHble MMOJIOCTH MOTYT CIMBAThCs, GOpMUPYS
Oonee kpynHble MLIend. B gepme omnpenensiercs yMepeHHas BOCHAIUTENbHAs
UHOUIBTPALUS, TPEUMYIIECTBEHHO JUMpOoLUTapHAsL.
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SMUACPMUCE OINpEAeseTCs] BBIPAKECHHBIN  Ccynpaba3anbHBIi  aKaHTONIM3 C  00pa3oBaHUEM
MHO>KECTBEHHBIX BHYTPHUANMJEPMalbHBIX Ieneil. KepaTMHOUUTHI pacmonoxeHbl OecrnopsgouHo,
MEXKJICTOUHBIE KOHTAKTHl pa3pylIeHbl («pa3BajuBIIasiCsl KUPIUYHAS CTeHa»). ba3anbHbIN croii
OTHOCHUTEIBHO COXPAHEH U MPUKPEIUIEH K JEPME.

Hmmynomopgonocuueckoe uccnedosanue

[Ipsimast umMMmyHOGIIyopecteHIus oTpularenabHa: orioxeHus 1gG, IgA u C3
BJIOJIb MEKKJICTOYHBIX MPOCTPAHCTB WX 0a3ajibHOW MEMOpaHbl OTCYTCTBYIOT. DTO
NPUHLUIIAATBHO OTIUYAeT 00Je3Hbp XeUnn—Xelan OT ayTOMMMYHHON My3BbIPYaTKH,
P KOTOPOM BBISABIIsIETCS MeKIIeTouHas ¢pukcanus [gG.

MonexynapHno-eenemuyeckas Oua2HOCMUKA

I'enetnueckoe TectupoBanue BoisiBisieT myTaunu rena ATP2C1, kogupytoiiero
kasbieByto AT®-azy ammaparta [N'ompmxu (hSPCA1). IloaTBepxkaeHue MyTamuu
UMEeT 3HayeHue i1 OKOHYATeJIbHOM Bepu(UKAIMM JUarHo3a M T€HETUYECKOIo
KOHCYIbTHpOBaHus ceMbr (Hu u coast., 2000; Sudbrak u coast., 2000).

6.2.4. J/leuenue

B Hacrosimiee BpeMsi CTaHIAPTH3UPOBAHHBIX MEXIYHAPOIHBIX KIMHUYIECCKHIX
peKoMeHIauuii 1o JeueHuto Oone3Hn XeWnu—Xewnun He pazpadorano. Tepamwus
OCHOBBIBACTCS Ha COBPEMEHHBIX 3KCIIEPTHBIX 0030pax W KIMHUYSCKUX JaHHBIX (Ben
Lagha u coast., 2020; Mathur u coast., 2025; Bolognia, 2018). Jleuenne HOCUT
IPEUMYIIECTBEHHO CHMITOMATHYCCKHIA XapaKTep W HampaBiICHO Ha CHWKCHHC
4acTOThl OOOCTPCHMIA, YMEHBIICHHE BOCHAJICHHS W TPOMUIAKTHKY BTOPUYHOU
uHpeKuu.

bazucnas (nemeouxamenmosnas) mepanus

basuc Tepanmum COCTaBISIOT HEMEIUKaMEHTO3HbIe Mepbl. [locKoIbKY
3a0osieBaHe 00OCTpSIETCA TOJ] BIUSHUEM MEXaHHYECKOTO TPEHHS, IOBBIIICHHON
BJIQKHOCTH W THUIEPTUAPO3a, KIFOYCBOC 3HAUCHUE UMEET YCTPAHCHHE TPHUITEPHBIX
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¢dakTopoB. PekoMenayercsi HOllIeHHE CBOOOTHOM OJIEXKIbl U3 MSTKUX HATypaJbHBIX
TKaHEH, CHIKEHHE MacChl Tela MPH HAJIMYUU OXHUPEHHUS, MOJACpPKAHHE CYyXOCTH
KOXKHBIX CKJIQJIOK W OTpaHHuYeHue neperpeBaHus. KOHTPoIb MOTOOTIEICHHUS UTPAeT
BaXHYIO POJb B MNpO(UIAKTHKE pPEUUIUBOB. be3 KOppeKIuu MpOBOIUPYIONIINX
dakTOpoB  MEAMKAMEHTO3Has Tepamusl YacTO  OKa3bIBACTCS  HEIOCTATOYHO
sa¢dextuBnoit (Ben Lagha u coasrt., 2020).

Mecmnas mepanus

MecTHast Tepanus SBISETCA MEPBbIM dTarioM JiedeHus. B mepuoa oboctpenus
MPUMEHSIOTCST TOMMYECKUE KOPTUKOCTEPOUIBI CPEHEN CHIIbI KOPOTKUMHU Kypcami,
4YTO MO3BOJIAET YMEHBUINTHh BOCHAJEHHWE U JKccyaauutoo. OJHAKO UIMTEIbHOE
UCIOJIb30BaHUE KOPTUKOCTEPOUIOB B UHTEPTPUTHHO3HBIX 30HAX OrPAaHUYEHO PUCKOM
atpodum xoxku. B cBsi3M ¢ 3TUM IS MOJJEPKUBAIONIEH Tepamuu IeIeco00pa3sHo
OPUMEHEHHWE  TOMHYECKUX  WHTHMOMTOPOB  KaJbIMHEBpPHHA  (TAKpOJIUMYC,
OUMEKPOIUMYC), KOTOpPBbIE MOTYT UCIOJb30BaThCS 0OoJee MPOAOKUTEIBHO U
00Ja1at0T ITPOTUBOBOCHIATUTENBHBIM 3((PEKTOM 0€3 BBIPAKEHHOrO aTpo(OreHHOro
nevicteus (Bolognia, 2018; Ben Lagha u coasrt., 2020).

Bropuunass OakrtepuanbHas u TpuOKOBas HHQPEKLUHS HEPEIKO OCIOXKHIET
TedyeHue 3aborneBanud. Ilpu mnpuszHakax OakTepuanbHOrO  MHQDUIIMPOBAHUS
HA3HAYAIOTCSI MECTHBIE AHTHCENTHKM W AHTUOMOTHKH, a TpH KaHIUI03HOM
MOPAXXEHUU — TONMUYECKUE AHTUMUKOTUKH. B yHNOpPHBIX ciyyasx BO3MOKHO
NPUMEHEHUE CUCTEMHBIX TPOTUBOrPHOKOBBIX cpencTB (Mathur u coast., 2025).

Cucmemuasn mepanus (npu msaxcénom u peyuousupyrouem medeHuu)

[Ipy TsOKEAOM U PE3UCTEHTHOM TEYEHMM 3a00JIeBaHMs paccMaTpUBAETCA
BO3MOKHOCTh CUCTEMHOM Tepanuu. B nuteparype onucaHo npuMeHEHHE CUCTEMHBIX
PETHHOUIOB, KOPOTKHUX KYPCOB CHCTEMHBIX TIIOKOKOPTHKOCTEPOUIOB, a TaKXKe
UMMYHOMOAYJIHPYIOMUX TpenapaToB. CucTeMHbIe peTUHOUIBI (aruTpeTnH) Moryt
CHIDKAaTh BBIPAKCHHOCTh aKAaHTONMM3a 3a CYET peryasnuu  auddepeHInpoBKA
KepaTHHOIUTOB.  [loka3zaHbl TpU  XPOHUYECKOM  PE3UCTCHTHOM  TEUYCHHH.
AHTUTHCTaMUHHBIC TIPETapaThl HCIOIB3YIOTCS BCIIOMOTATENbHO MJISI YMEHBIICHUS
3yna u tpaBmatuzanuu (Mathur u coaBt., 2025; Ben Lagha u coast., 2020).
boTrynuHuyeckuii TOKCHMH THIa A CUMTAETCS NATOT€HETUYECKH 000OCHOBAHHBIN METO/I.
CHmKeHre MOTOOTIEJICHUS MPUBOIUT K YMEHBIIICHUIO Mallepaliii 1 MEXaHUYECKOTO
paspyuieHust JecMocoM. B KIMHHUYECKUX CepHsiX MOKa3aHO YMEHBIIEHHE YacCTOTHI
perauBoB (Ben Lagha u coar., 2020). D¢ddhekTHBHOCTS 3THX METOA0B BaprabdeabHa
u TpeOyeT uHauBHAyanpHoro noadopa (Ben Lagha u coast., 2020; Mathur u coasr.,
2025).

Annapammvie memoosl

B psne ciydyaeB mpu OrpaHUYEHHBIX, XPOHUYECKH PELMIMBUPYIOIIMUX Ovyarax
OPUMEHSIOTCS (U3UUYECKHUE METOAbl JIeUeHHUs, BKIo4as abmauunoHHbI CO-2-mazep,
IepMabpa3uio M Jpyrue JAeCTPYKTUBHbIE METOAMKU. VX 1enp 3akirodaercs B
yIaJeHUH MaTOJIOTUYECKU U3MEHEHHOTO 3IUEPMHUCA C TIOCIEAYIOUIEH perenepalmeit
Oosee cTaOUIBLHOTO AMUTENHUATBHOTO cI0A. OAHAKO JaHHBIE METOBI MCIOIB3YIOTCS

IPEUMYILECTBEHHO NMPU pe3UCTEHTHBIX (hopmax 3aboneBanus (Ben Lagha u coasr.,
2020).
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COz-nazep  (aOnsmmoHHBIA, 10 600 HM). VYaganser mnopakEHHBIN
akaHtonuTuaeckuii  smuaepmuc. [locne 3axuBnenus (Qopmupyercs Ooiee
yCTOWUYMBHIN smuTenuii. Hambomnee mokasarenbHast 6aza cpeny anmapaTHbIX METOOB
(cepuu KIMHUYECKUX HAOIIOJEHUN).

Er:YAG-nazep (2940 um). bonee mansmias aGusius, MEHbIIIE TEPMHUECKOTO
NoBpeXeHus, Oosnee ObICTpoe 3axuBiieHue. [locie y1azepHoil Tepanuu BO3MOMKHBI
JiTenbHble pemuccun (6—24 mecsiua) (Ben Lagha u coast., 2020).

Takum oOpaszom, jedeHue 00Jie3HU XeUTu—XeWnu SBISICTCS CTYNEHYaThIM U
WHJVMBUAYaIN3UPOBAaHHBIM. OCHOBY COCTaBJSI€T KOHTPOJb TPUITEPOB M MECTHAas
IPOTHUBOBOCIIATIUTENbHAS TepaIus, TOT/a KaK CUCTEMHBbIE M (PU3UYECKUE METOJIbI
OPUMEHSIOTCS TPU THKEIOM Wi pedpakTepHOM TeueHuu. 3aboJeBaHUE HMEET
XPOHUYECKUN XapaKTeEP, OJHAKO IPU aJI€KBATHOM BEJICHUU BO3MOXHO JTOCTUKECHHUE
JUTUTEIBHBIX PEMUCCHUH.

6.3 boue3snb Jlapbe (AKAHTOJMTHYECKMH [MCKEPaTo3 ¢ BO3MOKHBIM
NY3bIPHBIM KOMIIOHEHTOM)

bonesns lapre (Darier disease, keparo3 Qoimukynspubiid, dyskeratosis
follicularis) — penkwuii HacaeICTBEHHBIH AKAHTOJIMTHYECKUN JEPMATO3 C ayTOCOMHO-
JOMUHAHTHBIM ~ THUIIOM  HACJIEIOBAaHUS,  XapaKTEPHU3YIOUIUMHCA  HapylIeHUEM
KaJIbLIUEBOI0 TOMEOCTa3a KEPaTMHOILIMTOB, Pa3BUTHEM AaKaHTOJIM3a M JIUCKEpaTo3a
(Burge, 1994; Cooper, Burge, 2003; Bolognia u coagt., 2018; Habif, 2016).

B xnaccudukanuu my3bIpHBIX JIepMaTO30B 3a00J€BaHWE OTHOCUTCS K
HACJICICTBEHHBIM aKAHTOIUTHYECKUM (popMaM (Ta. 6), MOCKOIBKY (HOpMUPOBaHHE
My3bIPHBIX 3JIEMEHTOB 00YCIIOBJICHO MEPBUYHBIM Je(hEKTOM MEXKKICTOYHOU are3uH,
a He ayTOMMMYHHBIM MEXaHU3MOM. B oTnuuame ot nemdurycos, npu 6one3nu J[apbe
OTCYTCTBYIOT ayTOAHTHTEJA K JIECMOCOMAaJIbHBIM O€KaM W OTPHUIATEIbHBI JaHHBIC
npsimoit ummyHopayopecuenuuu (Burge, 1994; Schmieder u coasrt., 2023).

Crnenyer yd4uTBIBaTh, 4YTO TIPH BBIPAKCHHOM aKaHTOJM3€ U BOCIAJICHUU
BO3MOXEH Iy3bIPHBIH KOMITOHEHT, YTO MOXET 3aTpyIHATh auddepeHInanbHyIo
JTUATHOCTHKY C aKaHTOJIUTHYCCKUMHU ayTOMMMYHHBIMU JICPMaTO3aMH.

6.3.1. Imuonozua u monexkyniapuo-zenemuyeckue 0CHOBH
bonesns [Japre oOycnopiena mytanusmu reHa ATP2A2, 1okaan30BaHHOTO HA
XpOMOCOME 12q23—q24.1, KOJIMPYIOIIETO KAJIbIUEBYIO AT®dazy
capko/aHaorIazmMarudeckoro petukyiayma tuna 2 (SERCA2) (Burge, 1994; Cooper,
Burge, 2003; Schmieder u coagt., 2023).
Hapymenne pynkmun SERCA2 npuBoauT K:
e CHW)XECHHUIO TPAHCIIOPTA KaJbIUA B SHIOIJIA3MATUYECKUN PETUKYITYM;
e HAPYLIEHUIO BHYTPUKIETOYHOTO KAJIBI[MEBOIO TOMEOCTA3a;
o JedeKTHOM cOOpPKE M CTAOMIIM3AIIUH JIECMOCOM;
o 0CITA0JEHUIO MEKKJICTOYHOU are3un;
e PAa3BUTHIO AKAHTOJIM3A U MPEKIECBPEMEHHON KepaTUHU3ALUU (JIUCKEPATO3a).
[IpuHIMNIMATBEHO BaXHO, YTO CXOHbIe MyTaunu reHa ATP2A2 BoIsiBIeHBI IpU
akpokeparosze Beppyuudpopmuom [omda, 4To MOATBEPKAACT AJUICIbHYIO HPUPOIY
stux coctostHuit (Dhitavat u coast., 2003).
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Takum 0Opa3om, B OCHOBE 3a00JI€BaHUS JICKHUT CTPYKTYPHO-(DYHKITHOHATILHBIT
ne(deKT KaabIUi-3aBUCUMBIX aJIF€3UBHBIX MEXAaHU3MOB IMHJICPMHUCA, 3 HE UMMYHHOE
IIOBPEXKICHUE.

6.3.2. Ilamozenes

bonesnp [lapne siBisieTca HACIECTBEHHBIM aKaHTOJIUTUYECKUM JIEPMATO30M, B
OCHOBE KOTOpOro jexxutr myTtamusi reHa ATP2A2, koaupyroniero KajibIUEBYIO
AT®a3y capko/sHaomiazmaTudyeckoro petukyiayma tuna 2 (SERCA2) (Burge, 1994;
Cooper, Burge, 2003; Schmieder u coat., 2023). JlaHHbIi Oenok obecreynBaeT
AKTUBHBIM TpPaHCIOPT MOHOB KaJlbLUs M3 LUTO30J1 B HHAOIUIA3MATHYECKUN
PETUKYIYM M WIPacT KIIOUYEBYIO poOJb B IOJJIEPKAHUM BHYTPHUKIETOYHOIO
KaJIbLIUEBOI'0 TOMEOCTa3a KEPATUHOLIUTOB.

B Hopme B smnmaepMuce CyIIECTBYET CTPOrO PETryJIUPYEMbIN KajJbLUEBBIN
rpagueHt: koHueHtpanus Ca** MuUHMManbHa B 0a3ajJbHOM CJIO€ M IOCTENEHHO
YBEIMYHMBAETCS K 3€pPHUCTOMY CJIOK0. DTOT IPaAUEHT O0ECHeYMBAET KOOPIWHALIUIO
nponudepanuu, 1upGepeHInPOBKH U MEKKIETOYHON aAre3uu KepaTuHOUUTOB. [1pu
myTtanuax ATP2A2 HapymaeTcs HaKOIUIEHHE KaJbLMs BO BHYTPHUKJIETOYHBIX AEIO
SHJOIJIA3MATUYECKOTr0  PETHKYJIyMa, 4YTO MNPUBOAUT K  JAecTaOWIM3aliu
SNUAEPMAIBHOTO KaJIbIIMEBOr0 TpPAaJUEHTa M HAPYUIEHUIO KalbIMi-3aBUCUMbBIX
CUTHAJIbHBIX ITyTEH.

Jlepuuur kaiabus OKa3bIBaeT JBOIHOE MAaTOreHeTHdyeckoe Bo3zzeicTaue. Bo-
HEePBbIX, HapylIaeTcs cOOpKa U CTaOMIIBHOCTD JECMOCOMANIbHOTO annapata. Kanpunii
SBIISIETCS  00s3aTelNbHBIM  KO(GAKTOpPOM  KaArepHUHOB  (IECMOIJIEMHOB U
JIECMOKOJJIMHOB), 00eCIeunBarOINX MEXKIETOUHY0 aare3uto. [Ipu ero HegocraTke
CHIDKaeTcss KOH(GOpMallMOHHAsI CTa0MIIBHOCTh aJr€3UBHBIX MOJIEKYJ, OCladisercs
CIETVIEHUE MEXJy KepaTHHOLIMTAaMU M Pa3BUBAETCs Cymnpaba3ajibHbId aKaHTOJU3 C
(opMHpOBaHKEM LIENEN U JTAKyH B SITUAEPMUCE.

Bo-BTOpbIX, Hapylmaercs Mpouecc TEPMHUHAIBHONH au(PepeHIIMpOBKU
KepaTUHOIMTOB. Kanbumili peryiaupyer 3KCIOPECCHI0 TE€HOB KEepaTUHU3ALMU U
(dbopMHpOBaHKE POrOBOrO CJOSA; €ro AUcOaJaHC BBI3BIBACT MPEXKICBPEMEHHYIO U

MAaTOJJOTUYCCKYIO KCPATHMHHU3AIUIO OTIACIIbHBIX KICTOK — JHUCKCPATO3. Takum
06p3,30M, Ipu 0oJ1e3HU I[apbe dAKaHTOJIN3 COUCTACTCA C BBIPAKCHHBIMH HAPYIICHHUAMUA
OpPOT'OBCHUAI.

Mopdonornueckdn  AaHHBI ~ mpoliecc  NPOSIBISETCS  cympadazaibHbIM
pacilerUIeHueM  SIUICPMHUCA, AaKaHTOJIM30M M XapaKTepHbIMH  MpPU3HAKaAMH
auckeparo3a — (GopMupoBaHueM corps ronds (OKPYIJIBIX KIETOK C 303MHO(DHIBHOM
LUTOIUIa3MOM U TMIEPXPOMHBIM AJIPOM B IIMIIOBATOM CJIOE€) U grains (YIIOIIEHHBIX
JUCKEPAaTOTUYECKUX KJIETOK B poroBoM cioe). CoueTaHue akaHTOJIN3a U JUCKEpaTo3a
SIBJISIETCS] TATOTHOMOHUYHBIM MOP(OJIOTHUYECKUM MPU3HAKOM 3a00JI€BaHUSI.

B otnuuane ot 6onesnn Xeitnmu—Xeinu, npu kotopoir mytanuu rena ATP2C1
IPUBOJAT IPEUMYIIECTBEHHO K U30JUPOBAHHOMY CyIlpala3ajJbHOMY aKaHTOJIU3Y 0e3
BBIDAKEHHOI'O  JIMCKeparo3a, npu Oone3nn Japee mnopaxenne SERCA2
0o0ycnoBnauBaeT OoJjiee TIyOOKOE HapylIeHUE KaJblUM-3aBUCUMON PEryJsiuu
G depeHunpPOBKU SMUAEPMHUCA.
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Cnenyer TOMYEPKHYTh, YTO AaKaHTONMM3 mpu Oone3nu Jlappe HE HMeEeT
AyTOMMMYHHOU TIPHUPOABL: MHUPKYJIUPYIOIMIHE ayTOAHTHTENA K JIECMOCOMATbHBIM
OemkaM ~ OTCYTCTBYIOT,  mpsMas  UMMYHOQIYOPECICHIIUS  OTpPHIlATENIbHA,
Mexxkietounblie Aeno3utbl [gG u C3 He BoiBastorcs (Bolognia u coast., 2018;
Schmieder u coasrt., 2023).

Takum oO6pa3oM, maroreHnes 6osie3nu Jlapbe npeacTaBiseT coO0N TeHETUYECKU
00yCIIOBJIEHHOE HApYIICHUE KaJbIIMEBOTO TOMEOCTa3a KEPATUHOLMTOB, MPUBOISIIIEE
K COYETaHWIO JedeKTa MEXKKIETOYHOW aJre3ud M HapyUIeHUH TepMUHAIbHOM
nudhepeHITUPOBKYU AUAECPMHUCA.

6.3.3. Knunuueckaa kapmuna

bonesnp Jlappe 00bIMHO MaHH(ECTUPYET B MOJAPOCTKOBOM BO3pACTEe WU B
paHHEN B3pOCIOW KWU3HU M XAPAKTEPU3YETCA XPOHUUYECKUM PEUUIUBUPYIOIIUM
TEYCHUEM C TepUojaMu OOOCTPEHUS W OTHOCHUTEIHHOW CTaOWIM3aIuu Mporiecca
(Burge, 1994; Cooper, Burge, 2003; Habif, 2016).

Obwas KnuHu4eckas xapaKkmepucmurda

OCHOBHBIMM ~ DJIEMEHTAMU  BBICHITIAHUM  SIBJISIFOTCS. ~ MHOXECTBEHHBIC
GOUTUKYJISIpHBIE  THUNEPKEPATOTUYECKUE TMamyJibl  KEJITOBATO-KOPUYHEBOTO  WIIH
cepoBaTo-0yporo 1IBCTA C IUIOTHOM, IIEPOXOBATON OBEPXHOCTHIO.

Puc. 6.3. Bboaesns [lapbe (mamyJjé3Ho-rumepkeparornyeckasi ¢opma c

BOCHAJIMTEJIbHBIM KOMIIOHEHTOM). Ha mpeicTaBieHHOM M300paKeHMH BU3YalTU3UPYIOTCS
MHOXCCTBCHHBIC MCJIKUC THIICPKECPATOTUYCCKUC TIAallyJIbl KpPAaCHOBATO-KOPHYHCBOI'O IIBCTA,
NpCUMYIICCTBCHHO JIOKAJIM30BAHHLIC B CC60pCfIHBIX 30HaX — B 00J1acTH T'pYyAUHLBI, MOJIOYHBIX JKenés
u BerHeﬁ yactu xuBora. OTMeyaeTcs TCHACHIINSA K CIUAHUIO 3JICMCHTOB C q)OpMI/IpOBaHI/IeM
3pI/ITCMaTO3HO-HaHyJ'Ié3HBIX Y4aCTKOB. B HCHTpaHLHOﬁ CTepHaHBHOﬁ 30HC BbIpAKCHA
BOCHAIUTENbHASI UHQUIbTPALIHSL.

[Tamynbl CKJIIOHHBI K CIIUSIHUIO, (hOpMUPYST OOpoJIaBYaThie, MAMUIIIOMATO3HbIC
Wi cebopeitHo-mogo0HbIe Onsimku. [IpemmyiecTBeHHas JoKanu3anus — Tak
Ha3bIBaeMble CEOOpEHBIC 30HBI: TEPENHSS TOBEPXHOCTh TPYIHON KIIETKH,
MEXKJIomaTo4YHasi 00JacTh, IJIEYM, BOJIOCHCTAs 4acTh TOJOBBI, JIOO M HOCOTYOHBIE
cknagku (puc. 6.3). XapakTepHO yCHJICHHE BBICBHINIAHWIA B TEMJIOE BpeMsl TO/a, pU
MOBBIIICHHOHN BIQXHOCTH, TIEPETPEBAHUH U MEXaHUICCKON TpaBMaTU3aINHA KOXKHU.
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B ckmagkax Kok (TIOJMBIIIEYHBIE, IMAaXOBble O00JIACTH, IOJ] MOJOYHBIMHU
JKE€JIe3aMU) BBICHITIAHMS YaCTO OCJIOKHSIIOTCS Mallepalfeil, TpeuMHaMy U BTOPUYHON
WH(MEKIMEH, YTO COMPOBOXKIACTCS HEMPHUITHHIM 3alMaxoM M CYOBEKTHBHBIM
JTUCKOM(BOPTOM.

Jlist Oone3nu Jlapbe TUNMMYHBI U3MEHEHHsI HOT'TEH: MPOJ0JIbHbIE OenecoBaThie
WM KPacHOBATHIE TOJIOCHI, MOBBIIIECHHAS JIOMKOCTh, IIOJHOITEBOM THIIEPKEPATO3, a
TaK)Ke XapakTepHble V-00pa3Hble BHIEMKH CBOOOJHOIO Kpas HOTTE€BOW IUIACTHHBL. Y
YacTH TAI[MEHTOB BBISBISAIOTCS TOYEYHBbIE YIIyOJeHUs (SIMKH) Ha JaJ0HAX U
nojonBax. Bo3aMoxxHbI nanyné3Hbie AIEeMEHThI Ha CIIM3UCTON 000JI0UKE MOJIOCTH PTa,
yaiie B BHJI€ MEJKUX O€JIeCOBATHIX MaIryl.

11y3v1pHbITL U 29PO3UBHBLIL KOMIOHEHM

Hecmotps Ha TO, 4TO Kiaccuyeckash KIMHHUYECKas KapTHHA MpEJICTaBiIeHA
nanyia€3Ho-TUIIEPKEPATOTUYECKUMHU JIEMEHTAMM, MPU BBIPAKEHHOM aKaHTOJIM3€ U
BOCHIAJICHUH MOXKET (hOPMHUPOBATHCS IMTy3bIPHBIA KOMITOHECHT.

[1y3bIpHBIE AIIEMEHTBI, KaK MPaBHUIIO, UMEIOT CIEAYIOIINE OCOOEHHOCTH:

o HeOoOJbIINE MO pa3Mepy, IOBEPXHOCTHBIE, HEPEAKO pacnojiaralorcs Ha
pUTEMATO3HOM (POHE;

o OBICTPO BCKPBIBAIOTCS C 00pa30BaHUEM 3PO3UN U KOPOK;

¢ yYalle BO3HUKAIOT B 30HAX TPEHUS U Mallepaluu (CKIaJAKU KOXKH);

e MOTYT COMPOBOXKAATHCS O0JIE3HEHHOCTHIO U HKKECHUEM.

dopMupoBaHuE IMy3bIpe CBA3aHO C Cymnpada3albHBIM  paCHICTUICHHEM
AMUAEpPMHCA BCIIEACTBHE akaHTonm3a. OgHaKo, B OTJIMYKUE OT MeM(UrycoB, my3bIpu
npu 6omne3nu Jlapbe:

e HE SBJSIOTCS JOMUHHUPYIOIIUM 3JIEMEHTOM BBICHITIAHUN;

e HE UMEIOT TEHACHIMHN K TeHEPAIN3ALINH;

e HE CONPOBOXKAAIOTCS MOJIOKUTEIBHON MPAMON UMMYHO(IIyOpECLICHIINEH;
¢ BO3HHMKAaIOT Ha (DOHE BBIPAXKEHHOI'O TUIIEPKEPATO3a U MaNnuIJIoMaTo3a.

B ¢a3ze o0octpeHuss BO3MOXHO TMOSBICHHE DSPO3UBHBIX YYaCTKOB U
Ny3bIPENOAOOHBIX  AJIEMEHTOB, 4YTO  MOXET  KIMHHUYECKH  CHUMYJIHMPOBATH
AKAHTOJIMTHUYECKUE AayTOMMMYHHBIE JE€pMAaTo3bl, MPEXKIE BCero mnemuryc
ByJIbrapHbeli uiu Oosie3Hp Xeinmn—Xehnu. OgHako OTCYTCTBUE THUITMYHBIX BSUIBIX
FEHEPAJIM30BAHHBIX  MY3BIPEH, orpunarenbHas  [TAOD U XapakTepHas
Mopdooruyeckasi KapTHHA MO3BOJIAIOT MpoBecTU MU PepeHIINATBHYIO0 TUaTHOCTUKY
(Cooper, Burge, 2003; Habif, 2016).

Takum oOpa3om, KIWHWYECKas KapTuHa Oone3nu Jlappe xapakTepusyercs
XPOHMYECKUM IAMYJIE3HO-TUIIEPKEPATOTUYECKHUM IPOLIECCOM C MPEUMYILECTBEHHBIM
HopakeHUEeM CeOOPENHBIX 30H, K KOTOPOMY IpU 00O0CTPEHUH MOXKET IPUCOEAUHATHCSA
BTOPUYHBIN  ITy3bIPHO-3PO3UBHBI  KOMIIOHEHT, OOYCJIOBJICHHBIN BBIPAKECHHBIM
AKaHTOJIU30M.

6.3.4. /luaznocmuxa

Jluarnoctuka 0oJie3Hu J[apbe OCHOBBIBAETCSI HA COBOKYITHOCTH KJIMHUYECKUX
JAHHBIX, CEMEMHOT0 aHaMHe3a U MOP(OIOTUYECKOTO MOATBEPkKAeHUS. B oTauuue ot
ayTOMMMYHHBIX aKaHTOJMTUYECKUX JEPMaTO30B, UMMYHOJIOTHYECKHE METOJIbl HE
BBISIBJISIFOT CIIEHU(UUECKUX U3MEHEHUM, YTO UMEeT MPUHIIMITHATILHOE 3HAaUCHUE IS
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muddepennnansuoit auarnoctuku (Bolognia u coaBt., 2018; Schmieder u coasr.,
2023).

Knunuueckasn ouacnocmuxa

Knuunueckuit auarno3 Oone3nu Jlappe ycTaHaBIMBaeTcd Ha OCHOBaHUH
XapaKkTepHOU COBOKYITHOCTH MIPU3HAKOB. 3aboneBaHue MIPOSIBIISICTCS
MHO>XECTBEHHBIMU  THUIIEPKEPATOTUYECKUMU  MamyjiamMu,  [PEUMYIIECTBEHHO
JIOKAJTU3YIOIIUMHUCS B CEOOPEUHBIX 30HAX — B OOJIACTH TPYAMHBI, MEXJIOMATOUHON
00JacTH, HA BOJOCHUCTOM YacTH TOJOBBI U Jinie. [lamysbl CKIOHHBI K CIHUSIHUIO C
oOpa3oBaHMEeM TMaMWUIOMAaTO3HBIX, OOpOJAaBUATHIX WM CeOOPEHHO-TI0JOOHBIX
onsmek. TeueHne XxpoHUUYECKoe, pEUANBUPYIOIIEE, C TEHACHIINEH K 000CTPEHUIM B
TEMI0E BpeMs rojia, MpH MOBBIIICHHOW BIQXKHOCTH U IIEPETPEBaHUMU.

BakHbIM KIMHUYECKUM MPU3HAKOM SIBIISIFOTCS U3MEHEHHUSI HOTTEBBIX MIACTHH:
IPOJIOJIbHBIE OeNecoBaThIe WJIM KPACHOBATHIE TOJOCHI, JIOMKOCTh, IOJHOTTEBOM
TUTNIEPKEPATO3 W XapakTepHbIe V-00pa3Hble BBIEMKH CBOOOTHOTO Kpas. Y 4YacTH
MAllUEHTOB  BBISBISIETCS  OTSTOLIEHHBIA CEMEWHBIM AaHAMHE3, 4YTO OTpa)kaer
ayTOCOMHO-/IOMUHAHTHBIM TUI HACJIEI0BaHUSI.

B ¢aze o0ocTpeHuss BO3MOXHO TMOSBICHHE DSpPO3UBHBIX YYaCTKOB U
MOBEPXHOCTHBIX IY3BIPETOJOOHBIX 3JIEMEHTOB, OCOOCHHO B CKJIaJIKaX KOXH, YTO
MOXKET KIIMHUYECKH CUMYJIMPOBATh aKaHTOJIUTUUYECKHE Ay TOMMMYHHBIE IepMaTo3bl. B
MOI00HBIX CiTy4asix TpedyeTcs uCKiIroueHue nemduryca u 6ose3nn Xeinu—Xeunu.

T'ucmonoeuueckoe uccredosanue

I'ucronorunyeckoe UCCIIEIOBAHUE KOXH SABJISIETCS OCHOBHBIM
MOITBEPIKIAIONITUM METOIOM JUATHOCTUKH Oosie3Hu Jlapbe.

B snmpepmuce BEIsSBIsSETCs Cynpada3anbHBIN akaHTONIU3 ¢ (hopMupoBaHHEM
miesieil U JakyH HaJ 0a3albHbIM CJI0eM. XapaKTepHOH OCOOEHHOCTHIO SIBISETCS
COYETaHUE aKaHTOJIM3a C BHIPAXKEHHBIM JUCKEPATO30M. B MIMMOBATOM U 3€pHUCTOM
CJIOSIX ONPEIEIISIOTCS TUIIMYHBIC JTUCKEPATOTHYECKUE KJICTKU THIa COrps ronds, a B
POTOBOM CJI0€ — YILIOMEHHBIC KJICTKH THIa grains.

OnuaepMuc YTOMIMIEH 3a CYET aKaHTO3a W MamuuioMaTo3a, OTMEuYaeTcs
OpTOKEpaTOTUYECKH  rumepkeparo3. B  nmepme omnpenensiercs  yMepeHHBIN
NEPUBACKYIISIPHBINA TUM(OTUCTHOUUTAPHBIN HHPUIBTPAT.

Coueranue cynpada3aJbHOTO AaKaHTOJIM3a C BBIPAXKEHHBIM JUCKEPATO30M
SBIICTCS KIFOUEBBIM MOP(HOJIOTHYECKUM KpuTepueM Oone3nu Jlappe U mo3BOJISET
muddepeHnupoBaTh €€ OT APYruX aKaHTOIUTUIECKUX JepMaTo30B (puc. 6.4).

HmmyHnonozuyeckue memoowl

[Ipsimast UMMYHO DTy OPECIICHITUS OTPUTIATEITHLHAS.

Mexkierounble aeno3utbl IgG u C3 He BBIABISAIOTCS, HUPKYIUPYIOIIUE
ayTOaHTUTENA K JECMOCOMAJILHBIM O€lTKaM OTCYyTCTBYIOT.

JlaHHBI TpHU3HAK HWMEET pelampInee 3HadeHue mnpu auddepeHInaIbLHOM
JTUATHOCTUKE C TIEM(PUTYCOM.
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rudyeckas kaptuHa (H&E).

— THCTO0JI0
Omnpenensercs BbIpaKEHHBIN NANMUIOMATO3 U aKaHTO3 SIHMIEPMHUCA, TUIIEPKEPATO3 POrOBOTO €10,
a TaKke cynpalazaibHbIl akaHTONU3 ¢ (opMupoBaHMeM Mienedl Hajx Oa3aibHBIM cioeM. B
[IMIIOBATOM M 3€PHHCTOM CJIOSIX BU3YAITM3UPYIOTCS TUCKEPATOTUIECKUE KIETKU THIIa corps ronds, a
B POTOBOM CJIO€ — YIJIOUIEHHBIE KJIETKH THUIIA grains, YTO OTpa)kaeT BBIPAXKEHHBIHN JuckepaTos3. B
JiepMe OTMEUaeTCsl yMEPECHHBIN IePUBACKYJISIPHBIN BOCTIAIUTEIbHBIN HHUIBTPAT.

I'enemuueckas ouacnocmuka

[Ipy  aTUNMMYHOM  TEUYEHUHM  WIM  HEOOXOJUMOCTH  IOATBEPKIACHUS
HACJIEJICTBEHHOI'O XapakTepa 3a0osieBaHMsI BO3MOXKHO IPOBEICHHE MOJIEKYJSIPHO-
T€HETUYECKOr0 UCCIIEI0BAaHNUs C BbIsiBIIeHHEM MyTauuii reHa ATP2A2.

['eHeTnyeckas IMarHOCTUKAa OCOOCHHO MOKa3aHa:

e TIPU COMHHUTEIBHBIX KIMHHUKO-MOP(OIOTHIECKUX JAHHBIX;
o TIpU paHHEM J1e0r0TE 3a00ICBAHNS;
o TIpH IJIAHUPOBAHUHM MEIUKO-TE€HETUIECKOTO KOHCYIbTHPOBAHUS.

Takum o0pa3zoM, nuarHoctuka Oone3Hu Jlappe Oasupyercsi Ha XapaKTepHOM
KJIIMHUYECKON KapTUHE U MOATBEPKIAETCS TUCTOJIOTUYECKUM BbISIBIICHUEM COYETAHUS
Ccynpaba3aJlbHOrO  aKaHTOJIM3a M JUCKeparo3a  IpU  OTPULATENbHBIX
UMMYHOJIOTMYECKHUX UCCIIEOBAHUSAX.

6.3.5. lucpgpepenyuanvnas ouacnocmuka

Huddepennpanbaas  guarHoctuka  OonesHw  Jlappe  IPOBOAMTCS €
3a00/I€BaHUSIMUA,  COTIPOBOXKIAIONIUMUCS ~ AKaHTOJIU30M, THIEPKEPATO30M  WJIH
namnyJé3HO-3pUTEMATO3HBIMY BBICHITIAHUSAMHE B ce00peHBIX 30HaX. Ocoboe 3HaUYCHHE
UMEET HCKIIOUYCHHE ayTOMMMYHHBIX AaKaHTOJIMTHYECKUX JIEPMATO30B U JPYTHX
HACJICICTBEHHBIX ()OPM HAPYIICHHSI MEKKJICTOYHOU a/IMe3UH.

Ilemepueyc synveapuwui. Ilpu nemduryce ByJbrapHoM (GOpMHUPYIOTCS BsUIbIC
NMy3bIpH C TOHKOW TIOKPBIIIKON, CKIOHHBIE K OBICTPOMY BCKPBITHIO, YacTO C
MOPAXKEHUEM CIIM3UCTHIX 000JI04YeK. [ MICTOIOTMYECKU OpeieiaeTCs Cynpada3aibHbIMI
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aKaHTOIM3 0€3 BRIPAKEHHOTO IMcKepaTo3a. KiroueBbIM JUarHOCTUYECKUM KPUTEPUEM
SBJISICTCSL  TOJIOKUTENIbHAS ~ TIpsiMasi  MMMYHOQIIYOPECICHITUS C  BBISIBICHHEM
MeXKIeTouHbIX feno3uToB IgG u C3. [Ipu 6onesnu Jlappe MMMYHHBIE IEMO3UTHI
OTCYTCTBYIOT, a MOp(oJoruyeckass KapTUHAa XapaKTepU3yeTcs COUYETaHUEM
AKaHTOJIN3a C BBIPAKEHHBIM JUCKEPATO30M (corps ronds u grains).

bonesno  Xeunu—Xeuinu. Hng  Oone3unm  Xeunum—XeWnu  TUIIHYIHO
NPEUMYILIECTBEHHOE TMOPAXKEHUE CKIAJIOK KOXH, PEUUIUBUPYIOIIEe TEYEHUE C
9po3usiMH U Mmarepanuel.  ['ucTomornyecku  BBIABISIETCS  BBIPAXKCHHBIM
cynpaba3aabHbIi aKaHTOJIM3 C XapaKTEPHOM KApTUHOU «pa3pyIIEHHONW KUPIUIHOM
CTEHBI», OJIHAKO JUCKEPATO3 BBIPAXKEH MUHUMAJIILHO WJIK OTCYTCTBYET. B oTimumne ot
6onesnn Jlapwe, OTCYTCTBYIOT corps ronds u grains. MmmyHodmyopecueHius
oTpulaTeIbHas TPU 000uX 3a00JIEBAHMSIX, YTO TpeOyeT Oonophl Ha Mop(doJornyeckue
KPUTEPUH U KIMHUYECKYIO JIOKATU3ALIHIO.

Cebopeunvii  Oepmamum.  KIUHUYECKH  MPOSBISAETCA  SPUTEMATO3HO-
CKBaMO3HBIMM oOYaraMd B CEOOpPEHHBIX 30HAX, OJHAKO OTCYTCTBYIOT IUIOTHBIE
TUIEPKEPATOTUYECKUE MamyJjbl W MNanuUIOMaTo3Hble Oismku. ['ucTomoruyecku
XapaKTEePHbI CIIOHTHO3, MTapaKepaTo3, MOBEPXHOCTHBIN BOCAIUTENbHBIA HHPUIBTPAT
0e3 akaHTOJIM3a U AuCcKepaTo3a. HacneacTBeHHbIN XapakTep OTCYTCTBYET.

llcopuasz. Tlpm mncopuaze OTMEUAIOTCS JPUTEMATO3HbIE  OJSAIIKH €
cepeOpUCTHIMU YeIIyHKaMH, TIOJIOKUTENbHBIN cuMIToM AycrnuTia. ['ucronornyecku
BBISIBISIIOTCSL  AKAHTO3 C YJJIMHEHHEM JNUAEPMalIbHBIX BBIPOCTOB, IAapaKepaTos,
MCTOHUYCHHE HAJICOCOYKOBBIX IJIACTUHOK W MHKpoadciecchl MyHpo. AKaHTOIN3 U
JUCKEpaTo3 HEe XapakTepHbl. Jlokanu3anus MpeuMyIIeCTBEHHO Ha pa3ruOaTebHbBIX
MOBEPXHOCTSX, YTO MOMOTAeT B MU depeHITNaIbHON JUATHOCTHKE.

Axpoxepamos  eeppyyugopmuviti  Tonga.  IlposBisieTcss  TUIOCKHUMHU
O00poAaBYaTHIMU NAIyJIaMU, TPEUMYIIIECTBEHHO Ha ThUIbHBIX MTOBEPXHOCTAX KUCTEH U
cTon. ['MCTONOrMYECKM OTCYTCTBYET BBIPDRKEHHBIM aKAHTOIM3 M JUCKEpPaTO3;
BBISIBJISIETCS TUIIEpKEpaTo3 U nanwuiomaTo3. Ciaeayer yuuThiBaTh, YTO aKPOKEPATO3
BeppytudopmHubIi ['onda sBiaseTcs anieabHbIM BapuaHnToM 0osie3Hu Jlapse u Takxke
o0ycnoBiaeH wMyrtamusmMu reHa ATP2A2, oaHako KJIMHUYECKH TIpOTEeKaeT 0e3
BBIPAKEHHOT'O aKAaHTOJIUTUYECKOTO U MY3bIPHOTO KOMITIOHEHTA.

Takum oOpa3oM, OCHOBHBIMH KpUTEpHUsIMHU TudPepeHIInanbHON TUarHOCTUKH
0omne3nu Jlapbe SBISIIOTCS coueTaHue Cynpada3allbHOrO aKaHTOJU3a C BBIPAKEHHBIM
JMCKEPATO30M, OTpHIATENIbHAS TpsMas MMMYHODIyOpecleHIIUsS W XapaKTepHas
KJIMHUYECKas JTIOKAJIU3alMs BbICHITAHUH.

6.3.6. /leuenue

Ha cerogusmuuii 1eHb yHUDHUIIUPOBAHHBIX MEXIYHAPOIHBIX KIMHUUYECKUX
pEeKOMEHIaIii, OCHOBAHHBIX Ha KPYITHBIX PaHIOMU3UPOBAHHBIX UCCIICIOBAHUSX, JIJIs
6one3nu Jlappe He paspaboraHo. Tepamusi OCHOBBIBACTCS HAa KIMHHUYCCKOM OIIBITE,
JAHHBIX  HAONIOJATEIbHBIX HMCCICAOBAaHUM M PEKOMEHIAINUAX MPO(HIBHBIX

pykoBoAcTB no aepmatoioruu (Bolognia u coast., 2018; Habif, 2016; Schmieder u
coaBT., 2023).
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JledeHne HOCUT CUMITOMATHYECKHI XapaKTep W HalpaBJIeHO Ha YMEHBIICHUE
TUIIEPKEPATO3a, MOJABICHUE BOCHATICHUS, TPOMUIAKTUKY BTOPUYHOW HH(PEKINH H
CHUKEHUE YaCTOTHI 000CTPEHUH.

Obwue npunyunol

[TaimeHTaM peKOMEHAyeTCs W30eraTh TeperpeBaHrs ¢ TOBBIMICHHON
BJIQXHOCTH, MHHHUMHU3HPOBATh MEXaHWYECKOE TPEHHWE KOXKH, OTPAHWYMUBATH
yIbTpaHOICTOBOEC BO3ACHCTBUE, COOJIONATh THUTHEHY KOXKHBIX CKIQJIOK M
CBOEBPEMEHHO JICYUTh BTOPUUYHYIO OaKTEPUATBbHYIO U TPUOKOBYIO MH(EKITHIO.

[Ipu HamMuMK Malepaly B CKIaAKax MOKa3aHo MPUMEHEHHE MOICYITMBAOIINX
Y QaHTUCENTUYECKUX CPEJICTB.

Mecmmnas mepanus

[Ipu orpanmyeHHbIx (opmax 3a0o0JieBaHHS MPUMEHSIOTCS TOMHYECKUE
peTuHOUIBI (aJananeH, TPETUHOWH) — YMEHBIIAIOT TUIEPKEPATO3 U HOPMATH3YIOT
KepaTUHU3AIMIO, KEpaTOJUTHUYECKHE CpeacTtBa (camuipioBas kuciora 2-5 %,
moueBrHa 10—20 %), TomryecKue rIIFOKOKOPTHKOCTEPOUIBI KOPOTKUMHU KypCcaMu IIPH
BBIPOKCHHOM BOCTIAJICHUH, aHTUCENTHYECKHUE MPeTapaThl TPU SPO3UBHBIX yUacTKaxX, a
Ipy TpU3HAKaX BTOPUYHOW WH(MEKIIMM — MECTHBIE aHTHOAKTepUaIbHBIC WIIH
IPOTUBOrPUOKOBBIE CPEACTBA.

Mecthas Tepanusi »ddexTuBHAa Mpu JETKUX M JIOKAJTU30BaHHBIX (OpMax,
OJIHAKO TMPHU PACTIPOCTPAHEHHOM IIpoliecce €€ HeOCTAaTOYHO.

Cucmemnas mepanus

[Ipu cpenHeTsHKENOM U THKETOM TEUSHUH 3a00JIeBaHUs MpenapaTaMu BeIOOpa
SIBJISIFOTCSI CHCTEMHBIE PETUHOUIBI.

Amutpernn. Pexomenmyemas noza: 0,25-0,5 MI/Kr/cyT ¢ BO3MOXKHBIM
yBenmuueHueMm 10 0,5—1 Mr/kr/cyT B 3aBUCHMOCTH OT NEpeHOCMMOCcTH. OTMevaeTcs
YMEHBIIICHUE TUTIEPKEpaTOo3a, CTIIAKUBAHKE TAITYJI U CHIDKCHHUE 9aCTOTHI 000CTPEHHUIA.

W3orpernnous. Haznauaercs B no3e 0,3—0,5 Mr/Kr/cyT, npenMyIIeCTBEHHO MTPU
BBIPOKCHHOM BOCTIAJTMTEIIBHOM KOMITOHEHTE.

OddexT pa3BuBaeTcs B TeueHue 4-8 Henmenb. llogaepskuBaroinasi Teparus
IIPOBOJUTCS UHIANBUIYAIbHO, BO3MOXHBI PELUIAMBLI MOCIE OTMEHBI ITpenapara.

[lepen HavamoMm Tepanuu pPETUHOUJAMU HEOOXOIUM KOHTPOJb (PYHKIIUU
NeYeHW, JUNUAHOTO TNpoduias ¢ HUCKIIOYeHHe OepeMeHHOCTH. JKeHIuHam
JIETOPOIHOTO BO3pacTa 00si3aTeIbHa HaAEKHAST KOHTPALICTIIIHS.

Anbmepnamugnvle mMemoowl.

B otmenbHBIX ciyuasx omucaHa 3((GEeKTUBHOCTH MEPOPATHLHOTO BUTAMUHA A
(BBICOKHE J03bI, TIOJ JTAOOPATOPHBIM KOHTPOJIEM), MHKJIOCIIOPHUHA TPHU THKETBIX
BOCHAIMTENbHBIX (PopMax, Jla3epHO abnsuuu W aepMaldpa3ud MpH OrPaHUYEHHBIX
TUNEPKEPATOTUIECKUX ovyarax, GOTOAMHAMUYECKON Teparnu (110 JAHHBIM OTICIbHBIX
HaOJIIOICHHI ).

OpnHako MaHHBIE METONBI HE BXOAST B CTAHIAPTU3UPOBAHHBIC CXEMBI H
MPUMEHSIOTCSI HHIUBUTYaIbHO.

Jleuenue ny3vipHo2o u 3p03usHO20 KOMHNOHEHMA

[Ipy Hamuuuu  My3BIPENOJOOHBIX  3JIEMEHTOB W OPO3MH  TOKa3aHbI
aHTUCENTHYEeCKass 00paboTKa, aTpaBMAaTHYHBIE TTOBS3KH, KOPOTKHE KYPCHI TOTTMYECKUX
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TJIFOKOKOPTUKOCTEPOUIOB, a TPH BTOPUYHOM HWH(PHUIIMPOBAHUM — CHUCTEMHAs
aHTHOAKTEepUATbHAS TEPAIUS 110 TTOKA3AHUSIM.

Cnez{yeT MNOAYCPKHYTDH, YTO CUCTCMHBIC I'NTFOKOKOPTUKOCTCPOUIBI HE SABJISAFOTCS
CTaHAApTHOM Tepanueil Oone3nn Jlappe H NPUMEHSIOTCS KpalHEe peaKo,
IMPEUMYIICCTBCHHO IIPHU BBIPA)KCHHOM BOCIIAJIMTCIILHOM KOMITIOHCHTC.

3aboneBaHME HMEET XPOHMUYECKOE TEUEHHWE C TMEepUoJaMH pPEMHUCCUU U
o0octpenuii. [lonHoe wu3IeYeHHE HEBO3MOXKHO BBUJY T'€HETHUYECKOW MPUPOIBI
3a00/1eBaHuUs. HpI/I IMpaBUJILHO HO,Z[O6paHHOﬁ TCpaIllMi BO3MOXHO OOCTHIKCHHC
CTOMKON KIIMHHUYECKOU PEMHUCCHHN W 3HAYUTCIBHOC YIYUIICHHC Kad4CCTBA KU3HU
alyeHTa.

Bolognia JL, Schaffer JV, Cerroni L. Dermatology. 4th ed. Elsevier; 2018.
Paznmen: Hailey-Hailey disease.

Bolognia J.L., Schaffer J.V., Cerroni L. Dermatology. 4th ed. Elsevier; 2018.
Paznen: Darier disease.

Habif T.P. Clinical Dermatology. 6th ed. Elsevier; 2016. Paznexn: Darier disease.
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I'naBa /. UH¢ekunoHHbIe My3bIPHbIE MOPAKEHUS KOXKHU
WHu(ekunoHHble My3bIpHbIE TMOPAXXEHUS KOXKU IPEACTaBISIOT cO00M Tpymimy
3a00eBaHUi, TpPU KOTOPHIX (HOPMHUPOBAHHE TMY3bIPS SBIAETCS BTOPUYHBIM
(eHOMEHOM U 00YCJIOBJICHO MPSMbIM LIMTONATUYECKUM JIEHUCTBUEM BHPYCOB JHOO
TOKCHUH-OTIOCPEOBAaHHBIM MMOBPEXKACHUEM MEKKIETOUHBIX KOHTAKTOB 3IHJIEPMUCA.
B ominuume OT HMCTHUHHBIX ayTOMMMYHHBIX IIy3bIPHBIX JI€pMATO30B, IPHU
UH(DEKIIMOHHBIX TTOPAKEHUSAX:
e OTCYTCTBYIOT ayTOAQHTHUTEJA K CTPYKTYPHBIM O€JIKaM KOXH;
o IpsiMasi UMMYHO(IyOpECIECHIIMS OTpULIaTEIbHAs;
e Iy3bIpb GOPMUPYETCS BTOPUUHO;
o TOBPEXKACHHUE KOKU O0YCIIOBIIEHO MPSIMBIM IEHCTBUEM MH(PEKLIIMOHHOTO areHTa
WJIN €r0 TOKCUHOB.
K uHQEKIMOHHBIM My3BIPHBIM TMOPAXKEHUSM OTHOCATCA BHUPYCHBIE U
OaKkTepuanbHBIE (POPMBI.

7.1. BupycHble ny3bIpHbI€e IOPAKeHHUs KOKH

BupycHbple HMHpEKIMHM 3aHUMAIOT BEAyLIEE MECTO Ccpeaud HH(GEKIIMOHHBIX
IpUYMH y3bIpeoOpa3oBanud. [1y3bips GopMHUpyeTCS BCAEACTBUE BHYTPUKIETOUYHOM
peIUIMKalMyd BUpyca, LUTONaThuyeckoro 3¢dexkra u OaTIOHHOM JIereHepaluu
KEPaTHUHOLIUTOB.

BupycHbie Tmy3bIpHBIE TOpaXEHUST KOXH MPEACTABISIOT CcO00#  rpymimy
WH(EKITMOHHBIX 3a00JIEBAHUM, TIPU KOTOPHIX (HOPMHUPOBAHUE ITY3bIPsi 00YCIOBICHO
OpSIMBIM [IUTONATUYECKUM JEHCTBUEM BHUpPYCa Ha KEPAaTHHOLMUTHL. B oTiaumume ot
ayTOMMMYHHBIX TY3BIPHBIX JI€PMATO30B, ITy3bIpeoOpa3oBaHWE TPU BUPYCHBIX
WH(DEKIUAX SBISIETCA BTOPUYHBIM TIPOIIECCOM U CBSI3AHO C BHYTPUKICTOYHOU
peruiuKaie Bupyca, OalZIOHHOW JAereHepaied SMUJIepMalIbHBIX KIETOK W HX
MOCJIEAYFOIIUM JTU3HCOM.

NMMyHOIOTMYECKME  MEXaHU3MBbl, XapaKTepHble Il NEeMPUIYCOB U
neM(UronsioB, MpU JaHHBIX 3a00JEBaHUAX OTCYTCTBYIOT: ayTOAaHTUTENIA HE
BBISIBIISIFOTCSI, TIPSAIMasi HUMMYHO(DITyOpeceHIUs OTpULIaTeNbHAS.

K BUpYCHBIM My3bIpHBIM MOPAXKEHUSIM KOXKU OTHOCSTCSA:

« mpocroii repriec (HSV-1, HSV-2);
« onosceiBaronuii ummai (Herpes zoster);
e BETpsiHadA OcIa.

7.1.1. IlIpocmoii 2epnec (HSV-1, HSV-2)

Omuonocus

[Ipoctoii repriec — BuUpycHas WH(EKIMs, BBI3BIBAEMAasi BUPYCOM IPOCTOTO
reprneca 1 u 2 TumoB (Herpes simplex virus, HSV), oTHocsSmuMCs K CEMEHUCTBY
Herpesviridae. HSV-1 mnpeumyIiecTBEHHO acCOUMUpPOBaH € opodairaibHbIMU
nopaxeHusiMu, Toraa kak HSV-2 yarre BrI3pIBaeT reHUTaIbHBIC (POPMBI 3200JICBaHMUS,
OJTHAKO TepekpécTHas Jjokamm3anus Bo3MmoxkHa (Bolognia u coart., 2018; Habif,
2016).

llamocenes
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[Tocne mepBUYHOTO MHMDUITMPOBAHUS BUPYC MPOHUKAET B SMUTEIUN KOXH WU
CIIM3UCTHIX 000JI0YEK Yepe3 MUKPOIIOBPEKACHHS M HAUMHACT AKTUBHYIO PETUTHKAITUIO
B KEpaTHMHONMTAX. BHYTpUKIETOUHAS PEIUIUKAINS COMPOBOXKIACTCS BBHIPAKCHHBIM
UTOMATHYCCKUM  A(h(EKTOM, TNPUBOAANUM K  OQIJIOHHOW  JIeTCHEPAINH
MH(UIMPOBAHHBIX KJIETOK, UX HEKpo3y W paspyuienuto snuaepmuca (Whitley u
coasr., 2007).

bamnonnas ~ mereHepamusi  XapakTepu3yeTcs — pe3KuM  HaOyxaHueMm
KEPaTHHOITUTOB, BaKyOJHW3allMell MUTOIUIa3Mbl U HAPYIIEHHWEM BHYTPHKJICTOYHBIX
CTPYKTYp. Pa3pbIB ecMOCOM IpH 3TOM HOCUT BTOPUYHBINA XapakTep U 00YCIOBJIECH
pa3pylieHHeM caMOM KJETKHM, a He TEpPBUYHBIM HMMMYHHBIM MOPAKEHUEM

MEXKJIETOUYHBIX  aAre3WBHBIX  MOJEeKyld. B pesynprate  opmupyercs
BHYTPHUAIUICPMAIIbHBIN ITy3bIPb, 3aII0JIHEHHBIN CEPO3HBIM SKCCYAATOM U KIETOYHBIM
JETPUTOM.

[Tocne mepBUYHON perUIMKAIIMN BUPYC PACIIPOCTPAHSIETCS 110 YyBCTBUTEIHHBIM
HEPBHBIM BOJIOKHAM B pETHMOHApHBIC TaHTIIMU, TNE€ COXPAHSACTCS B JIATCHTHOM
cocrosiHuM. [Ipu peakTHBAIMK MPOMCXOAUT MOBTOPHAS PEIUIMKAIMs BHpPYyca C €ro
AQHTEPOTPATHBIM TPAHCIIOPTOM K KOXKE, YTO KIMHUYECKH TPOSBISICTCS PEIUIUBOM
3aboneBanus (Whitley u coanr., 2007; Bolognia u coast., 2018).

NMMyHHBIN OTBET IpH TreprneTHuYecKo MH(EKIUU HOCUT IUTOTOKCHUYECKUUN
xapaktep. B mporecce anuMuHanuu UHPUIIUPOBAHHBIX KJIETOK yyacTBytoT CD8* T-
mumborutel U NK-knerku, a takxke mutokuabl (IFN-y, TNF-a), ycunuparomiue
anonTo3 MOPaXEHHBIX KIIETOK. JlaHHBIM MEXaHU3M SIBIIIETCS MPOTUBOBUPYCHBIM U HE
OTHOCHTCS K ayTouMMYHHBIM Tipouieccam (Whitley u coasrt., 2007).

Knunuueckas kapmuna

-~ - : - . -
4 - g , - . N ~

Puc. 7.1. IIpocroii repnec (HSV-1) — TunuYHAas KJIMHUYeCKAas KApTHHA. Ha
MPEJICTABIICHHOM H300paKEHUHM BU3YAIH3HPYETCS XapaKTepHas KIMHUYECKash KapTHHA IPOCTOTO
repreca: CTpYHIIMPOBAHHBIC MCJIKHEC MIpO3pPaAvYHBIC BC3UKYJIbI, PAaCIIOJIOKCHHBIC Ha
THIIEPEMUPOBAaHHOM OCHOBAaHUH, (DOPMHUPYIOIIHNE TaK Ha3bIBAEMBIH «T€PIIETUICCKUAN OyKEeT».

104



Hy3BIpBKI/I HaHpH)KéHHBIC, OOTHOKaMCPHBIC, C CCPO3HLBIM COACPKUMBIM. YacTh 3JI€eMEHTOB
HMECT TCHACHIUIO K CIHUAHWIO, HCKOTOPBIC HAXOAATCA B CTaAWU BCKPBLITHUA C (i)OpMI/IpOBaHI/IeM
IMOBCPXHOCTHBIX 3p03HI>i. 3pHTeMaT03HBIﬁ (1)0H BBIPAKCH YMCPCHHO, UTO OTPaXXacT BOCITAJIUTENbHBIN
KOMITIOHCHT ITpo1ecca.

Knunnueckn 3a0osieBaHue MPOSBISETCS  CTPYIIIUPOBAHHBIMH — MEIKUMU
HanpsOKEHHBIMU - BE3UKYJIAMH HAa DJPUTEMATO3HOM (OHE — Tak Ha3bIBAEMBbIH
«repnetudeckuil Oyket». Ily3bIpbKH OJHOKaMepHbIE, OBICTPO BCKPBIBAIOTCA C
oOpa3zoBaHueM O0JIE3HEHHBIX IPO3UIl U KOPOK.

Tunuunas nokanuzanus — ryOsl U nepuopanbHas ooxacTts npu HSV-1, a raxxe
reHutanbHas oOnacte npu  HSV-2. Tedenue 3a0oneBaHusi, Kak MPaBUiIo,
peuuauBupytoniee. Hepenako  BBICBIMAHMSIM — MPEANIECTBYIOT — MPOJPOMATIbHbBIE
CUMIITOMBI B BUJIE #OKCHHS, MOKAJIbIBAaHUS WUJIM 3yJla B 30HE OYIyIIEro MOpaKeHUs
(Habif, 2016; Bolognia u coasr., 2018).

T'ucmonozuueckasn kapmuna

I'ucronornyecku OIpENENSIETCS BHYTPU3IIHIEPMAJIbHBIN y3bIpb,
OOyCJIOBIIGHHBIN ~ OQJJIOHHOW  JIeTeHepaluel  KEePaTHHOLUTOB.  XapaKTEePHBI
BHYTPUKJIICTOUHBIA OTEK, OOpa30oBaHME MHOTOSJACPHBIX T'HTAHTCKUX  KJIETOK,
MapruHanMs. XpOMaTHHAa W HAJIWYUE BHYTPHUSIAEPHBIX BUPYCHBIX BKIFOYECHHI.
Bo3MOXHBI OYaroBbelii HEKPO3 DHIUIAECPMUCA W YMEPEHHBIA BOCIHAJIUTEIbHBIN
uHpuneTpat B 1epMme (Bolognia u coast., 2018; Whitley u coasr., 2007).

[Ipsmas uMMyHOQIyOpecleHIusl OTpULaTeIbHasl, YTO MOATBEPKIACT
OTCYTCTBHE ayTOMMMYHHOI'O MEXaHU3Ma ITy3bIpe00pa30BaHMUs.

Jleuenue

JleueHue mpocTOro repreca HarpaBJICHO Ha MOAABICHUE PEIUIMKAIIMU BUPYCA,
COKpallleHHE NPOJOJDKUTEIBHOCTH  KJIMHUYECKHUX  IPOSIBICHUH, YMEHBIICHUE
BBIPQXXEHHOCTU OOJIEBOT0 CHHJIPOMA U CHWYKEHHUE YacTOThl peluIuBOB. B HacTosiee
BpEMS CTaHJAPTOM TEPAIIHUH SIBISIOTCA CUCTEMHbBIE IPOTUBOBUPYCHBIE ITpENapaThl —
aHaJIOTU HYKJIe03un0B, MHrubupyioume BupycHyo JHK-monumepasy (Bolognia u
coasT., 2018; Habif, 2016).

[Ipu nepBUYHOM 31U30/1€ MH(PEKIMN PEKOMEHIYETCSl Ha3HAUeHHE alluKJIOBHpa
B 103¢€ 400 mr 3 pasa B cyTku B TeueHue 7—10 gueit nubo BanamukiaoBupa o 1 r 2 pasza
B CYTKH, 1100 pamimkiaoBupa o 250 mr 3 paza B cyTku B TeueHue 7—10 nueit. Hauamno
Tepanuu B nepBbie 24—48 4acoB OT MOSBJICHUS CUMIITOMOB CYIIIECTBEHHO COKpallaeT
IPOJIOJDKUTEIBLHOCTD 3a00JIEBaHUSI U BBIPAKEHHOCTh KIIMHUYECKUX MPOSBICHUH.

[Ipu penuauBUpyOIIeM TEYEHUU JiedeHHue HauOosiee 3PGHEKTUBHO TMPHU
Ha3HA4Y€HUU B mpojapoManbHoM nepuoje. [Ipumensitor anuknosup 800 mr 2—-3 paza B
CYTKH B Te€UeHHE 5 qHEH, 100 BananukioBup 500 mMr 2 pa3a B CyTKU B TeUeHHE 3 AHEH,
100 KOPOTKHUE PEKUMBI (haMIIMKIOBHPA.

VY manueHToB ¢ YacThIMU peruauBaMu (06ojee 6 SMU30/10B B roj) MOKa3aHa
cynpeccuBHas Tepanusi auukiaoBupom 400 mr 2 pa3za B CyTKU WM BaJallUKIOBUPOM
500 mr—1 r 1 pa3 B cyTku Ha npoTsKEHUH 6—12 MecseB ¢ MOCIEqYIOMENd OLEHKOM
HEOOXOMMOCTHU MPOAOIKEHHUS JICUEHUSI.

[Ipu TsXKENBIX, AMCCEMUHHUPOBAHHBIX (opMax, a TakkKe Yy JHI C
UMMYHOAC(PHUIIMTOM IOKa3aHO BHYTPHUBEHHOE BBEACHHE alukioBupa B go3e 5-10
MT/KT Ka)KJpIe 8 4acoB.
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MectHass Tepanusi (KpeMbl C allMKJIOBUPOM WM TICHIIUKIOBUPOM) MOXKET
MPUMEHSTHCS TIpH JIETKUX (hopmax 3a00sieBaHms, OTHAKO €€ AP(HEKTUBHOCTH YCTYIAET
cucTeMHOUM Tepanuu. [IpoTHBOBUpYCHBIE TpemapaThl HE YCTPAHSIOT JIATEHTHYIO
MH(EKIINIO, OJJHAKO CYIIECTBEHHO CHUKAIOT TSKECTh U JIUTEIbHOCTh KIIMHUYECKIX
IIPOSIBIICHU.

7.1.2. Onosacwviearowuii tuwai (Herpes zoster)

dTHOJOTHSA

OmnosichIBaroNUid JUIIal BBI3BIBACTCS peakTHBalue Bupyca Varicella-Zoster
(VZV) — ueiiporpornHoro Bupyca cemeiictsa Herpesviridae, panee nepeHecEHHOIO B
BU/JIE BeTpsiHOM octibl. [Tocie nepBuuHO HHGEKINMY BUPYC COXPAHSIETCS B JJATCHTHOM
COCTOSIHUM B UyBCTBUTEIIbHBIX CIIMHAIIBHBIX U YepenHbiX ranrusax (Gershon u coasr.,
2015; Cohen, 2013).

PeakTuBanus nNpoucXoauT MPU CHUKEHUU KIETOYHOTO UMMYHHTETa (BO3pacT,
UMMYHOCYIIPECCHS, OHKOJOTHYECKue 3a00JieBaHUs, CTPECC), UYTO MPUBOAUT K
pEeIUIMKAIlMM BUpPyCa U €ro pacnpoCTPAaHEHUIO IO YYBCTBUTEIBHBIM HEPBHBIM
BOJIOKHaM K KOXe€.

llamoczenes

[Ipu peakTuBalUM BUPYC PEIUIMIUPYETCS B HEUPOHAX UYBCTBUTEIbHBIX
TaHTJIMEB, 3aTEM PACIIPOCTPAHSIETCS 110 aKCOHAM K COOTBETCTBYIOIIEMY JiepMaromy. B
MUAEPMUCE pa3BUBaeTCs nurTonatudyeckuit rddexr, cxoauslii ¢ uHpekuen HSV:
OaJsIOHHAsT JIeTeHepalsi KEepaTUHOIIMTOB, BHYTPUKIETOYHBIA OTEK W HEKPO3
(Bolognia u coasr., 2018).

dopMupoBaHue My3bIpsi 00YCIOBICHO:

o OaNIOHHOM JereHepanueil KepaTUHOIUTOB,;

e Ppa3pYILICHUEM MEXKIIETOYHBIX KOHTAKTOB BTOPUYHO;
o JIU3UCOM MH(DPUIIUPOBAHHBIX KJIETOK;

o (opMHUPOBaHUEM BHYTPUIHICPMAIbHBIX BE3UKYIL.

OHOBpPEMEHHO Pa3BUBACTCS BhIpaKEHHAS BOCTIAJIUTENIbHAS PEAKIIUs B IEPME U
MOPXKEHUE HEPBHBIX CTPYKTYpP, UYTO KIWHUYECKH TPOSIBISCTCS HWHTEHCUBHBIM
6oneBbiM cuHApoMoM (Cohen, 2013).

Knunuueckasa kapmuna

3a0osieBaHUE HAUMHAETCS C MPOJAPOMATBHOTO MEPUO/a, BKIIOYAIOUIETO:

o 00IIb, ¥OKEHUE WM TTAPECTE3UHU B MPEJIesIax OJTHOTO JEPMATOMA;
o 00ImIYyI0 C1a00CTh, CyO(heOpHIIHTET.

Uepe3 1-3 1HS MOSBISAIOTCS CTPYNIUPOBAHHBIE BE3UKYJIBI HA SPUTEMATO3ZHOM
¢doHe. Brichianus pacmoiaratoTcst CTpoOro Mo X0y AepMaToMa, 4aiie OJHOCTOPOHHE
U HE MEePEXOISIT CPEIUHHYIO JTUHUIO.

ITy3pipbku HaNpsOKEHHBIE, CEPO3HBIE, MOTYT CIHMBAThCA. B  nanbHenmem
AJIEMEHTHl BCKPBIBAIOTCA C OOpa3oBaHUEM J3pO3UH M  KOpPOK. BO3MOXKHBI
reMOpparndeckue U HeKPOTUIECKUe (POPMBI PU THKETOM TCUECHUH.

Haunbouee yacTas nokanu3anus:

o MEXpEOEPHBIE 1epMATOMBI (TOpakanbHas GopMa);
e BETBHU TPOMHUYHOTrO HepBa (opTanbmuyeckas popma).
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XapakTepHoil OCOOCHHOCTHIO SIBIIIETCS BBIPAKECHHBIA OOJEBOM CHUHIPOM,
KOTOPBIA MOXET COXpPaHATbCS TIOCIE perpecca KOXXKHBIX NPOSBICHUN B BHIE
noctrepreruueckoi HeBpairuu (Cohen, 2013; Gershon u coasrt., 2015).

l'ucmonozuueckas xkapmuna

['mcronornyeckne M3MEHEHHS CXOAHBI C TMPOCTBIM TEPHECOM M BKIIOYAIOT
BHYTPUATINICPMAIBHBIN  My3bIpb, OaNIOHHYIO JETEHEpalni0 KEePaTHHOIUTOB,
MHOTOSIJICPHBIC TUTAHTCKUE KICTKH, BHYTPUSJICPHBIC BUPYCHBIC BKIIFOUYCHHS,
BOCHAIMTENbHBIN  HHQUIBTpaT B jAepMe. llpsmas ummyHO]IIyopecueHIHs
OTpHULIaTEIbHAS.

Jleuenue

Tepanust omosiChIBArOIIETro JMINAs HAMpaBlieHa Ha TMOJABICHUE BHPYCHOM
pEIUIMKAIllY, YMEHBIICHHE BBIPAKEHHOCTH OOJIEBOTO CHHIAPOMA W TPODHUIAKTHKY
nocTrepneTnieckoil HeBpanruu. Haunbomnbmras 3¢h(HEKTUBHOCTh TOCTHTACTCS TPU
HayaJje JeueHus B epBbie 72 yaca oT nosiBieHus Beicbinanuii (Cohen, 2013; Bolognia
1 coaBT., 2018).

[Ipemapatamu mepBON JIMHWUK SIBISIOTCS CUCTEMHBIE MPOTUBOBUPYCHBIC
cpeacTBa: amukioBup B ao3e 800 mr 5 pa3 B cyTku B Teuenue 7—10 mgHeid, nubo
BaJauKIOBUp 1o 1 T 3 pa3a B CyTKU B TeueHue 7 qHeH, 1ubo ¢pamuukiosup no 500
Mr 3 pa3a B CyTKHU B TeueHue 7 nHed. Banaukiaosup u GpamiukioBup odiaagaior dosee
BBICOKOM OMOJOCTYITHOCTBIO U YJI0OCTBOM NMPUMEHEHHS.

Boipaxkennsiii  0onieBoi cuHApOM TpeOyeT o0s3arenbHON Koppekiuu. B
3aBUCUMOCTM ~ OT  MHTEHCUBHOCTM  OOJM  TNPUMEHSIOT  HECTEPOHJIHBIC
MIPOTHUBOBOCIIATTUTEIHHBIC mpenaparel, rabaneHTHH WIH nperadaivH,
TPULIMKJIMYECKUE  aHTuaenpeccaHtol. [lpm  Tsok€npix  popmax  BO3MOMKHO
KpPaTKOBPEMEHHOE Ha3HAUCHUE OMMOMNIHBIX aHATBI€TUKOB.

[Ipu odrampmMudeckoM 30cTepe, TUCCEMHUHHPOBAHHBIX (oOpMax WIH Yy
NAIMeHTOB ¢ MMMYHOAC(PHUIINTOM TOKa3aHO BHYTPUBEHHOE BBEJCHHE alMKIOBUpPA B
no3e 10 Mr/kr kaxxpie 8 4acos.

[TpodunakTrka OMOSCHIBAIOUIETO JIMINAS OCYIIECTBISETCS BaKIMHAIIMEH JIHIL
ctapiie 50 jeT, 4To MOo3BOJIsET 3HAYUTEIbHO CHU3UTh PUCK 3a00JIEBaHUSl U Pa3BUTHUS
nocrreprerudeckoi Hespanruu (Cohen, 2013).

7.1.3. Bempsanasa ocna (Varicella)

Amuonozus

Berpsinas ocma — octpas BupycHas WH(MEKIUS, BbI3bIBAEMask BUPYCOM
Varicella-Zoster (VZV), otHOCcsmmMcst k ceMelictBy Herpesviridae. 3aboneBanue
ABIIIETCS TepBUYHON (opmoit mHbekunmu VZV, yame pa3BUBaeTCS B JIETCKOM
BO3pACTe M XapaKTepHU3yeTCsl BBICOKON KOHTarmo3HocThio (Gershon u coast., 2015;
Bolognia u coasr., 2018).

[lepenava uHpEKUU OCYIIECTBISETCS BO3AYyIIHO-KaneabHbIM TyTéM. [locrme
NEPBUYHOTO WH(HUIIMPOBAHUS BHUPYC BBI3BIBACT TEHEPATU30BAHHYIO BHUPEMHIO C
MOCJICTYIOIITUM TIOPAKEHUEM KOXKHU U CIIM3UCTBIX 000JI0YEK.

llamocenes

[Tocne MpOHUKHOBEHHUSI Yepe3 CIM3UCThIE OOOJIOUYKU BEPXHHUX AbIXaTEIbHBIX
nyTeld BHUPYC PEIUTMIUPYETCS B PETUOHAPHBIX JHUM(GATUUECKUX Yy37aX, 3aTeM

107



pa3BUBAETCs IEPBUYHAS U BTOPUYHASI BUpEMUs. BUpyc reMaToreHHoO JOCTUTaeT KOXKH,
rie HQUIUPYET KEPATUHOLIUTHI.

B omuaepmuce pa3BuBaeTcs BBIPAKEHHBIM LUTOMATHYECKUH 3 (deKT,
BKJIFOUAIOMINI OaJUIOHHYIO Jer€HEepaluio KepaTUHOILMTOB, BHYTPUKIETOUYHBINA OTEK,
HEKpPO3 MH(UIIMPOBAHHBIX KJIETOK, (POPMUPOBAHUE BHYTPUIIIUIEPMATBHBIX BE3UKYIL.

[1y3b1pb (popMUpYeETCS BCIEACTBUE JU3MCA KIETOK M HAKOIUIEHHUS] CEPO3HOTO
sKccynaTa. Pa3pylieHre MEXKIETOYHBIX KOHTAaKTOB HOCUT BTOPUYHBIM Xapakrep.
NMMyHHBIN OTBET HalpaBJieH Ha ITMMUHALNIO HHOUIIMPOBAHHBIX KIJIETOK U HE UMEET
ayrouMMmyHHOU nipuposl (Gershon u coasrt., 2015).

[Tocne nepeHecEHHON MH(EKIUN BUPYC COXPAHAETCS B JJATEHTHOM COCTOSIHUU
B UyBCTBHUTEJIbHBIX T'aHIJIMAX U MOYKET PEAKTHMBUPOBATHCS B BHUJIE OIOSCHIBAOLIEIO
JUILIASL.

Knunuueckasa kapmuna

3a0oieBaHre HAYMHAETCS OCTPO, C YMEPEHHON MHTOKCHKAIUH, CyO(heOpuapHoi
i (GeOpUILHON TEMIIEPATYPHI.

XapakTepHOl ~ OCOOCHHOCTBIO  SIBJISIETCS.  BBIP@XKEHHBIM  moaumMopdusm
BBICBIITAHUI: OJJHOBPEMEHHO Ha KOK€ MPUCYTCTBYIOT MSTHA, MamyJibl, BE3UKYJbl U
KOPKH («JI0KHBIA MOTUMOPHU3IM»).

Be3ukynbl MeNKHE, NOBEPXHOCTHBIE, OJHOKAMEPHBIE, pACIOiararoTcs Ha
TUIEPEMUPOBAHHOM OCHOBAaHWM M HANIOMHUHAIOT «KAIUIKO POCHI HA JICTIECTKE PO3bD».
[Ty3bIpbkH OBICTPO BCKPBIBAIOTCS WM MOJICHIXAIOT ¢ 00pa30BaHUEM KOPOYEK.

Brichinanust HOCAT BOJTHOOOPA3HBIN XapakTep C MOSBICHUEM HOBBIX 3JIEMEHTOB
B T€UEHUE HECKOJBbKHMX AHEH. JIokann3anus — JuIo, TYJIOBHILE, BOJOCHCTAs YacTh
T'OJIOBBI; BO3MOKHBI TOPAKEHUS CIUZHCTBIX 000JIOYEK.

Y B3pOCHBIX TEYEHHE MOXKET ObITh Oosee THKEMBIM, C BBIPAKECHHOU
MHTOKCUKAILIMEN U PUCKOM OCJIOKHEHUH.

Takum oOpa3om, BeTpsiHas ocma MPEACTaBiseT CcoOO0H NEPBUUYHYIO
reHepaan3oBaHHyto nHekIuo VZV, npu KoTopoi my3sipb GOPMUPYETCS BCICACTBUE
OpsIMOTO IUTONATHYECKOrOo JCHCTBUS BUpPyCa U HE CBA3aH C ayTOMMMYHHBIMU
MEXaHU3MaMH.

Jleuenue

JleueHue BETPSHOU OCIIBI 3aBUCUT OT BO3pacTa MAalMEHTA, TSYKECTH TECUCHUS U
Hanuuusg (GaKTOPOB pPHCKA OCJIOXKHEHUW. Y HMMMYHOKOMIIETEHTHBIX JI€TEH
3a0oneBaHue B OOJIBIIMHCTBE CJIy4aeB MPOTEKAaeT MOOPOKAYECTBEHHO U TpeOyeT
IPEUMYIIECTBEHHO CHMIITOMAaTUYECKOM Tepanmuu. Y MOJIPOCTKOB, B3POCIHBIX,
OEpEMEHHBIX KEHUIMH M JHUL C UMMYHOAE(PUIUTOM PUCK OCIIOKHEHUN 3HAYUTEIIHHO
BBIILIE, YTO ONpEeseT HE0OX0AMMOCTh Ha3HAUEHHUS CUCTEMHOM IMPOTUBOBUPYCHOU
tepanuu (Gershon u coast., 2015; Bolognia u coasr., 2018).

IIpy HEOCHOKHEHHOM TEUEHHWH Yy JETeH IIOKa3aHbl CUMIITOMAaTHYECKUE
MEpPOIIPUATHA: KOHTPOJb TEMIEPATyphl Tela, NPUMEHEHUE KapONMOHMKAKOIIUX
CPEACTB (32 HCKIIOYEHHEM alETUIICAIULIMIOBON KHCIOTHI BBUIY PHUCKA CHHJIpPOMA
Pes), anTurucramMuHHBIE TpenapaTtbl NpPU  BBIPAXKEHHOM  3yJ€, MECTHad
aHTUcCenTUyeckas oO0pabdoTKa 3JIEMEHTOB s  NpO(UIAKTHUKA  BTOPUYHOU
OakTepuaibHOM MH(peKuu. BaxHo npeaynpexaaTs pacyéchblBaHUE BbICHITAHUM.
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CucreMHast IPOTUBOBUPYCHAsI TepaIvs M0Ka3aHa:
e B3pOCIBIM NALMEHTAM;
e TOJPOCTKaM crapiue 12 jer;
e JIMUIAM C XPOHUYECKUMU 3a00JI€BAaHUSMU;
e MAalMEHTaM, MOJYyYAIIUM HMMYHOCYIIPECCUBHYIO TEPAIHIO;
o IPHU TSHKEIOM UM OCIOKHEHHOM TEUECHUU.

[Ipenapatrom BbIOOpa SBISETCA ALMKIOBUP. Y HWMMYHOKOMIETEHTHBIX
IAIMEHTOB €ro Ha3HAa4aroT BHYTpb B 103¢ 800 Mr 5 pa3 B CyTKH B T€UeHHUE 5—7 AHEM.
Hau6onbimas 3¢p(peKTUBHOCT TOCTUraeTCsl IPU HavyaJle JeueHus B epBble 24 yaca oT
IIOSIBJICHUS BBICBHIIIAHUN.

[Tpu TskENMBIX QopMax, THEBMOHUHU, SHLE(DATUTE, a TaKXKE y IMalHUEHTOB C
UMMYHOAE(PHUIIUTOM MTOKa3aHO BHYTPUBEHHOE BBEACHHE allUKIIOBUpA B f03€ 10 MI/Kr
Ka)K/ple 8 4acoB.

bepeMeHHBIM C TSKENBIM TEYEHUEM TaKXKE PEKOMEHIYETCS CUCTEMHAs
IIPOTUBOBHUPYCHAs TEPAIHsI O KOHTPOJIEM CIIEIIUAIMCTA.

[IpodunakTuka BETPSHOW OCHBI OCYIIECTBIISIETCS aKTUBHOW HMMMYHHU3alUEH
KMBOW AaTTEHYWPOBAHHOM BAKIMHOM MNPOTUB VZV, 4YTO CYHIECTBEHHO CHHUXAET
3a00J1€Ba€MOCTh U YaCTOTY TSIKENBIX ocnoxHeHu (Gershon u coasrt., 2015).

Taxum oOpa3oM, npu BeTpsiHON ocrie y aerel 0e3 (akTopoB pHcKa JeueHue
IPEUMYIIECTBEHHO  CHUMITOMAaTHYECKOe, TOrza Kak y  B3pOCHBIX U
UMMYHOKOMIIPOMETHUPOBAHHBIX MAIMEHTOB O0s3aTelbHA paHHssS NMPOTUBOBUPYCHAs
Tepanus s MpeaynpeKIeHUSA OCIOKHEHUM.

7.2. BakTepuajbHble My3bIPHbIE MOPAKEHUS KOKHU
bakTepuanbHbie My3bIpHBIE TOPAKEHUS KOXKHU TMPEACTABISIIOT COOO0M TpyITy
WH(EKITMOHHBIX 3a00JIEBaHUA, TP KOTOPHIX (HOPMHUPOBAHUE ITY3BIPsI 00YCIOBICHO
JNEHCTBUEM OaKTEepPHAIBHBIX TOKCHHOB WM TMPSMBIM THOWHO-BOCTIAIUTEIHHBIM
IIPOIIECCOM B 3MHJEPMHUCE. B OTianYme OT BUPYCHBIX U ayTOMMMYHHBIX ITy3BIPHBIX
JIepMaTO30B, My3bIpeoOpa3oBaHue MIPHU JIAHHBIX COCTOSHUSIX CBSI3aHO JUOO C TOKCHH-
OTIOCPEJIOBAHHBIM PaCHICIIJICHUEM MEXKJIETOUHBIX CBsI3ed, 00 ¢ hopMUpOBaAHUEM
CcyOKOpHEaIbHBIX THOMHBIX MOJIOCTEH.
HauGonpiee KTMHUYECKOE 3HAYEHUE UMEIOT:
o OyNn&3HOE UMIETUTO;
e CHUHAPOM OlINapeHHOU KoxkHu (SSSS).
7.2.1. Bynnésnoe umnemuzo
Omuonocus
bynné3noe nMIieTuro BBI3BIBACTCS TOKCUTEHHBIMH mTamMmMaMu Staphylococcus
aureus, MPOAYIUPYIOIMMUMH 3KC(hONHaTUBHBIE TOKCHHBI (dKconmuatuH A u B)
(Bolognia u coasrt., 2018; Habif, 2016).
3a0oieBaHuE yale BCTPEUASTCS Y HOBOPOKAEHHBIX U JIETEH paHHEro BO3pacTa.

llamocenes
OkchonuaTuBHbIE TOKCHUHBI 00JIaJIal0T MPOTEOJUTUUECKON aKTUBHOCTHIO M
M30UpaTENIbHO PACHICIUIAIOT JECMOINIenH-1 — KII04eBOM KOMIOHEHT JECMOCOM

IMOBCPXHOCTHBIX CIIOEB S ACPMHUCA.
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B pesynbrare pa3BuBaeTcs CyOKOpHEaTbHOE pacHIeTUICHHE JMujaepMuca 6e3
BBIPOKCHHON BOCTIAJIMTEILHON peaknuu. B oTinwume ot memduryca TucTOBUAHOTO,
MOBPEXKICHUE HOCUT TOKCUYECKUH, & HE AYyTOUMMMYHHBIN XapakTep.

o i e e

B i

-~

Puc. 7.2. byaué3noe umMneTuro. Ha u300pakeHUH NPENCTABIEHBI TIOBEPXHOCTHBIE
BSUIBIE IY3bIPM HA JPUTEMATO3HOM OCHOBaHMM. YacTh 3JIEMEHTOB BCKPBITA ¢ (HOPMUPOBAHHEM
3PO3UiA, HOKPHITHIX TOHKUMH CEPO3HBIMU KOpKaMu. [TOKphIIKa OyJUI TOHKAs M JIETKO Pa3pyIlaeTcs.
KimHudeckass KapTHHA COOTBETCTBYET OyJUIE3HOW (DOPME MMIIETHIO, BBI3BAHHOW TOKCHIE€HHBIMH
mrrammamu Staphylococcus aureus.

Knunuuecxasn xapmuna

3aboeBaHre HAYMHACTCS C TIOSIBICHUS BSUTBIX My3bIPEH ¢ TOHKON TOKPBITITKOH,
3aMOJTHEHHBIX CEPO3HBIM WM CEPO3HO-THOWHBIM COACPKUMBIM. [1y3bIpr CKIIOHHBI K
OBICTPOMY YBEJIMYEHHUIO B pa3Mepax M JIETKO BCKPBIBAIOTCS, 00pa3ysi HOBEPXHOCTHBIC
9PO3UU C BIAXKHOMU, JTAaKUPOBAHHON MOBEPXHOCTHIO.

[To mepe moachixaHus 3KccyJaTa MOTyT (POPMHUPOBATHCS TOHKHE CEPO3HO-
KENTHIE KOPKH, OJIHAKO MIIOTHBIE «MEIOBBIE» KOPKH, TUIIMYHBIE JJI1 HEOYIIE3HOTO
UMIICTHTO, BEIPAKEHBI MEHEE 3HAUUTEIbHO (pHC. 7.2).

Jlokanuzanus — JIMIO, TYJOBWINE, STOAUYHAS 00JIacTh, KOHEYHOCTH.
3aboneBaHue dYaiie HaOMrOJaeTcs y Jereld paHHero Bospacta. OOIee COCTOSHHE
O0OBIYHO OCTAETCS YIOBIETBOPUTEIHHBIM.

Jleuenue

OCHOBY Teparuu COCTaBIISIET aHTUOAKTEpHUAIbHAS TEPATS.

[Ipu orpannueHHBIX (GOpMaX TMPUMEHSIOTCS MECTHBIE AHTHOMOTHUKHU
(Mynupo1uH, Qpy3uaueBas KUCIIOTa).
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IIpyu  pacnpocTpaHéHHOM  Ipolecce  IOKa3aHa CHCTEMHAs  Tepamnus
AHTUCTA(PUIOKOKKOBBIMH aHTUOMOTUKAMU (MKIOKCAIWIUINH, LedanekcuH; mnpu
nono3pennn Ha MRSA — KIMHZaMMIMH WM JOpyrue npenaparsl 1O
YyBCTBUTEJIBHOCTH) (Stevens u coanrt., 2014).

7.2.2. Cunopom owmnapennou xoxcu (Staphylococcal scalded skin syndrome,
SSSS, akcghoneamusnvrit oepmamum Pummepa)

Imuonozus

CuHApOM OIUMApEHHOW KOXMW BbI3BIBAETCS TOKCUT€HHBIMM IITaMMaMH
Staphylococcus aureus, mpoayuupyromumu skcdoaunaruabie TokcuHbl (ETA u ETB).
B otnuuue ot Oynin€3Horo uMneTuro, mpu SSSS K0oXKHBIE MPOSIBIEHUS 00YCIOBICHBI
HE JIOKJIbHOW HH(PEKIHEeH KOXH, a CHCTEeMHBIM JIEUCTBHEM ITUPKYJIUPYIOITUX
tokcuHoB (Ladhani, 1998; Bolognia u coasr., 2018).

[TepBuuHbBIA ouar HHGEKIHMH, KaK MPaBHUIIO, TOKAIU3yeTcs BHE Koku. Hanbomnee
YaCThIMU MCTOYHHUKAMHU SIBJIAIOTCSA - HOCOTJIOTKA, KOHBIOHKTHUBA, MyMIOYHAsl paHKa y
HOBOPOXKJIEHHBIX, CPEHEE YXO U MOYEBBIE Ty TH.

N3 nepBuuHOro owara 3Kkc(OIMATUBHBIE TOKCHHBI MOMAJal0T B KPOBOTOK U
reMaTOreHHO PACTIPOCTPAHSIIOTCS, BhI3bIBAsI TOKCUHEMHUIO.

IlaTorenes
DkchoauaTuBHBIC TOKCHUHBI SIBISIFOTCSA CEpUHOBBIMU MpOTEa3aMHu,
crienn(pUYeCKH PacHISIUISIONIMMHU JIeCMOTJIenH-1 — OCHOBHOM aJre3uWBHBIN OEI0K

JECMOCOM ITIOBEPXHOCTHBIX CIIOEB JIIHUIEPMHUCA.

B pesynbrare pa3BuBaeTcs T€HEpaIU30BaHHBIN CYOKOpPHEATbHBIM aKaHTOJIU3 C
dbopmupoBaHrEeM OOIIMPHOTO pacciaoeHus ’nuaepmuca. [lopakeHrne HOCUT TOKCHH-
OTIOCPE/IOBAHHBIN XapaKTEP U HE CBA3AHO C ayTOUMMYHHBIMU MEXaHU3MaMH.

KiroueBoit ocoOenHocThIO SSSS sBIsIeTCSI reMaTOreHHOE PACIpOCTPaHEHHE
TOKCHHA ITPU OTCYTCTBUU MAaCCUBHOIO 0aKTEpUaIbHOI0 OOCEMEHEHHUS KOKHU.

CuHJIpOoM OIIMapeHHON KOXKH IMOYTH BCEra HabIt01aeTcsd y HOBOPOKIAEHHBIX U
JeTel paHHero BO3pacTta, YTo 00YCIOBICHO PsIOM (DaKTOPOB:

1. Hespenocts modeuHoi ¢GyHKIUU. OKCPOJIUATHUBHBIE TOKCHUHBI BBIBOJSTCS
noykamMu. Y HOBOPOXIEHHBIX CHIKEHa KIyOOUYKOBas (QuibTpauus u
KaHAJIbIEBAS IKCKPELHUsA, YTO MPUBOJUT K HAKOIUICHHIO TOKCMHA B KPOBU U
YCUJIEHUIO €T0 CUCTEMHOTO JEHCTBHUS.

2. HemocTtaTok HEUTpanM3yIOUUX aHTUTEN. Y B3pPOCIBIX, KaK MPABUIO, UMEIOTCS
IgG x skcomuaTUBHBIM TOKCMHAM, OTPAaHUYUBAIONINE UX aKTUBHOCTD. Y JETEH
TaKue aHTUTENa OTCYTCTBYIOT WJIM HAXOSTCA HA HU3KOM YPOBHE.

3. IloBpIieHHAasT YyBCTBUTEIBHOCTh KOXKH. Y JETeH SMHUIEPMUC TOHBIIE, a
AKCHPECCUS IECMOTJIENHA-1 OTHOCUTEIBHO BBIIIE, YTO JIETAET MOBEPXHOCTHBIE
CJIOU KOXH 00Jiee BOCIIPUMMYUBBIMHU K JICWCTBUIO TOKCHHA.

Jlaxxe HeOObINIast KOHIICHTPAIUS IUPKYIUPYIOMIETO TOKCHHA MOXET BBI3bIBAThH
BBIPAQKEHHOE PACCIIOCHUE MUAEPMUCA.

Kaunuueckasn kapmuna

3aboneBaHME HAYMHAETCS OCTPO, C BBICOKOW TeMmepaTypoi, BbIPaKEHHON
MHTOKCHUKAIIMEH, pa3IpakUTEIbHOCTHIO U 00JIE3HEHHOCTHIO KOXKHU.
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Brauane mnosBusercs nuddysHas ospurema, HalMoOMUHaromas oxor. B
nanpHemeM (QOPMUPYIOTCS BsUIbIE IMY3bIPH W OOMIUPHBIC YYACTKH OTCIIONWKH

snunepmuca (puc. 7.3). Cumnrom HUKOIBCKOTO MOT0KUTEIBHBIH.
-

Puc. 7.3. Cunapom ommnapenHo ko:xku (Staphylococcal scalded skin

syndrome, SSSS) y HOBOPOXKIEHHOr0. Ha u300pakeHHH MPEICTABICHBI XapaKTEPHBIE
MIPOSIBJICHUSI CHUHJAPOMa OINTIApEeHHON KOXH: TudQy3Has dpUTeMa W MOBEPXHOCTHAS OTCIOHKA
SMHEpMHUca B 00J1aCTU CTON ¢ 00pa30BaHMEM TOHKHX IUIACTMHYATHIX JIOCKYTOB. OTCIOWKAa HOCUT
TOBEPXHOCTHBIN  (CYOKOpHEaJIbHBIN) XapakTep W OOYyCJIOBJIEHA TOKCHUH-HHIYIUPOBAHHBIM
pacuieruieHleM JiecMorienHa- 1 skcdonraTuBHEIMU TokcHHamMu Staphylococcus aureus.

Cnusucteie 000JIOYKH, B OTJIMYME OT TOKCHYECKOIO AIUASPMAILHOIO
HEKpOJIN3a, OOBIYHO HE MOPAXAITCS, YTO SIBISIETCS BaXXHBIM AU(depeHInaIbHbIM
MPU3HAKOM.

T'ucmonoeuueckas xkapmuna

I'ucronornyecku onpeaenseTcs MMOBEPXHOCTHOE (cyOkopHEalIbHOE)
pacCIICTUICHHE SIUJIEPMUCA BCICACTBUE TOKCHH-WHIYIIMPOBAHHOTO aKaHTOJW3a B
3epHUCTOM ciioe. BocmanutenbHpli WHOWIBTPAT BBIpAXEH MUHUMaIbHO. [Ipsmas
UMMYHO(ITYOPECIICHIINS OTPUIIATETbHAS.

Jleuenue

IToka3ana oOs13aTenbHAas TOCIIUTAIA3AIIHS.

Jleyenue cuHAPOMA OUIMAPEHHONW KOXKHM TPOBOJUTCS HCKIIOYUTEIBLHO B
YCJIOBUSIX CTallMOHapa M BKIIOYACT CHCTEMHYIO aHTHOAKTEpUATIbHYIO Tepalluio,
WHTEHCUBHYIO TOJIICP>KUBAIOIIYIO TEPANUIO U CHIEIUATN3UPOBAHHBIN YXO0/1 32 KOXKen
(Saleh u coasr., 2025; King, 2022).

OcHOBYy  Jle4yeHHUSI  COCTABJSIET  paHHEE  HAa3HAYCHHE  CHCTEMHBIX
aHTUCTA(UIIOKOKKOBBIX aHTHOMOTHKOB. [lpu mH]EKInu, BHI3BAHHON METHUIIUJUIHH-
4yBCTBUTEIbHBIMU IITaMMaMu Staphylococcus aureus (MSSA), npenapatamu BeIOOpa
SIBJISIFOTCSL [3-7TaKTaMHBIE aHTUOMOTHKH, YCTOWYMBBIC K TMECHUIWJUIMHA3€, TaKUe Kak
OKCAITWJUTAH, HaQIWIIUH Win 11e(a30yinH, BBOJUMBIE BHYTPUBEHHO.
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[Ipu momo3penuu Ha wHGEKNHIO, BbI3BaHHYI0 MRSA, mubo mpu TsmkEmom
TeYeHUH 3a00JICBaHUS MOKA3aHO HA3HAYEHHWE BAaHKOMHUIIMHA. B OTAENBHBIX Ciydasx
BO3MOKHO MPHUMEHEHUE JIMHE30JIMJa B COOTBETCTBUU C KIMHUYECKOW CHUTYyaluei
(Saleh u coasr., 2025; King, 2022).

C y4€ToM TOKCHH-OIOCPEJIOBAHHOIO XapaKTepa MOPAXKEHUS LEIeCO00pa3HO
BKJIIOUEHUE KJIMHJAMUIIMHA B COCTaB KOMOMHUPOBAHHOW TEpamuu, MOCKOJIbKY OH
MOJABJISET CHHTE3 HSKC(POJUATUBHBIX TOKCUHOB cTaduiokokka. I[lpu sTom
KJIMHJAMUIIMH HE IPUMEHSETCS B BUJIE MOHOTEpAIlUU, a Ha3HAYaeTCsl COBMECTHO C 3-
JJAKTaMHBIM aHTUOMOTHUKOM JINOO0 BaHKOMUIIMHOM (Saleh u coasrt., 2025).

[TomuMo  aHTHOAKTEpUATBLHOM  TEpamuu, KIIOYEBOEC 3HAYECHUE HMMEET
nojaepxxuBaroiee seueHue. [Iporoaurcst nHOy3HMOHHAS TEpAMHS C IETbI0 KOPPEKITHH
JeTUIpaTaliii ¥ MoJiepKanus 00béMa MUPKYIUPYIONIEH KPOBH, a TAKKe KOHTPOJIb
ANIEKTPOJIMTHOTO OanaHca. YUWTHIBAsl 3HAYMUTENbHYIO MOTEPI0 KUIKOCTU Yepes
MOBPEXKIAEHHYIO KOXKY, BEICHUE MAIlMEHTOB BO MHOTOM aHAJIOTUYHO TAKTUKE JICUCHHUS
oxxoroBbix 00nbpHBIX (King, 2022).

MectHast Tepanus BKJIIOYAET AacelNTUYECKOE BEJCHHE KOXHBIX TMOKPOBOB,
WCIIOJIb30BaHUE HEAJMe3UBHBIX TMOBS30K, MPUMEHEHHE MSITKUX AHTUCENTUKOB H
sMosieHTOB. CrienyeT u3beraTh TpaBMaTU3alUKM KOKH U arpeCCUBHOM MEXaHMYECKON
o6pabotku (Saleh u coasr., 2025).

[Ipu cBOeBpeMEHHOM Hauajie aJIeKBaTHOW Tepamuu MPOTHO3 Yy JAETeH, Kak
IPaBUIIO, OJIATOTIPUSI THBIN.

Bolognia J.L., Schaffer J.V., Cerroni L. Dermatology. 4th ed. Elsevier; 2018.
Pasnen: Viral infections of the skin.

Habif T.P. Clinical Dermatology. 6th ed. Elsevier; 2016. Pasgex: Viral
infections.
Bolognia J.L., Schaffer J.V., Cerroni L. Dermatology. 4th ed. Elsevier; 2018.

Paspnen: Bacterial infections of the skin.

Habif T.P. Clinical Dermatology. 6th ed. Elsevier; 2016. Pasnmen: Bacterial
infections.
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I'maBa 8. MWmMMyHHO-OmOCpeIOBaHHbIE W TOKCHKO-AJLIEPrUYecKue
My3bIpHbIE NMOPaKEeHUs

NMMyHHO-OIIOCpEIOBaHHBIE W JIEKAPCTBEHHO-UHIYLUPOBAHHBIC ITOPAXKCHUS
KOXHU MPEJCTABISAIOT COOOM TIeTepOreHHyI0 TpyNny COCTOSHHMM, 0ObeIWHEHHBIX
o0lIMM MEXaHM3MOM TMOBPEXKJCHUA DSNHAECPMUCA — aKTHUBALUEHd KIETOYHOTO
MMMYHUTETAa W PA3BUTHUEM aroNTo3a KepaTUHOHUTOB. DOpMHUpOBAaHHUE MY3bIPS B
OOJIBIIMHCTBE CJIy4aeB HOCHUT BTOPUYHBIA XapakTep M OOYCIOBJIEHO OTCIOWKON
snujepmuca Ha poHe THdeNn KIETOK.

B xinuHMyeckod mpakTHKE 11eieco00pa3HO  BBIIEISATH TPU  OCHOBHBIE
NOATPYIIIBL:

MHuorogopmHas 3kccyaaTuBHasi spurtema (MII)

NMMyHHO-OTIOCpEIOBaHHAS PEAKIMs, Yallle acCOIMUpoBaHHas ¢ WH(pEKIne
BHUpyca npocroro reprneca (HSV). Xapakrepusyercsi orpaHUuE€HHBIM TOBPEXKIECHUEM
SIUJEPMUCA, TUMUYHBIMU «MUIICHEBUIHBIMIY JJIEMEHTaMHM U OTHOCUTEJIBHO
OJIarOMPUSTHBIM TEUEHUEM.

JlekapcTBeHHbIe KOKHbIe peakunu (Drug eruptions)

I'pynna peakuuil runepyyBCTBUTEIBHOCTH, BOZHUKAIOIIUX B OTBET HA NPUEM
MeIUKaMEHTOB. BKiIrouaroT:

e MakyJoO-HamyJI€3HYyIO JJEKaPCTBEHHYIO ChIIlb;

o (puKCHpOBaHHYIO JIEKAPCTBEHHYIO IPUTEMY;

¢ YPTHUKapHYIO JIEKAPCTBEHHYIO PEAKIIUIO;

o Oynné3Hble JIEKapCTBEHHBIC pEaKInK 0€3 MPU3HAKOB MACCUBHOT'O HEKPOJIU3a.

Otu GopMBI, Kak IPaBWIO, IPOTEKAIOT 0€3 TeHEepaJIn30BAHHOIO
SIUJEPMATIBLHOIO HEKPOJM3a M HMMEIOT OJaronpusTHbIM MNPOrHO3 IPU OTMEHE
MIPUYUHHOTO Mpenapara.

Tsménblie JJeKAPCTBEHHbIE PEeaKIUU C HEKPOJIHU30M

K manHO# rpynne oTHOCSTCS:

o cunapoM CtuBeHca—/[>xoncona (SJS),
o TOKcHueckui anunepmanbHblil Hekpoau3 (TEN, cunnpom Jlakienna),
o nepekpéctHbie hopmbl SIS/TEN overlap.

OTH COCTOSIHUSL XapaKTEPU3YIOTCSA MAaCCUBHBIM HMMYHHO-ONOCPEIOBAHHBIM
anmonTO30M KEpPaTUHOIIUTOB, NPHUBOMAAIIMM K OONIMPHOM OTCJIOWKE SIUIEpMHCA,
TSDKEJION MHTOKCHUKAIIMU U BBICOKOM JICTAJIbHOCTH.

MuorodopmHasi dSKCCyJaTUBHAs JpUTEMa HE SBIACTCS JIETKOW (opMoi
cungpoma CruBeHca—/[xoHcoHa. JlaHHasi KOHUENIUS SIBISETCS YyCTapeBIICH.
CoBpemennbie mpezacTaBieHus paccMmarpuBaloT MDD u SJS/TEN kak paznudHbie
3a00J1€BaHUs C Pa3HBIM MATOTE€HE30M, TPUTTEPAMU U KIIMHUYECKUM TEUCHUEM:

o mpu MDD Begymum daktopom dame BbicTynmaer HSV-undexuus u
pa3BHUBAETCS OIPAHUYCHHBI UMMYHHBIN OTBET;
o mpu SJS/TEN mnopaxenue, Kak MpaBUIIO, JIEKapCTBEHHO-WHAYLIUPOBAHHOE U

CONIPOBOKIAETCS MACCHUBHBIM HEKPOJIM30M JIIHUIEPMUCA.

Paszrpannuenue »TUX COCTOSSHMM HMMEET MPUHIUIIAAIBHOE 3HAYCHUE IS
MPOTHO3a U TAKTUKH JICUCHUS.
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Jlist Gonee riry6okoro moHuMaHusi MexanuzMoB pazButus SIS/TEN u npyrux
TSOKENBIX ~ TOKCHKO-aJUICPTHYECKUX ~ peaknuid  HEOOXOJAMMO  PacCMOTPETh
byHIaMEHTAIbHOE OMOJIOTUYECKOE MOHSATHE allONTO3a — MPOrpaMMHUpPyeMoi (hOPMBI
KJIETOYHOU Truleu, jexalieil B OCHOBE SIUJIEPMAJIBHOTO MTOBPEKICHUS TTPU JTAHHBIX
3a00J1eBaHUSX.

8.1. AmonTo3: NOHATHE U OCHOBHBbIE MEXaHU3MBbI

AmnonTo3 — 3TO MporpaMMHpyemasi, SHEpPro-3aBUCHUMasi, TI'€HETUYECKHU
KOHTpoJupyemast (opma THOEIM KIETKM, MpoTeKawlas 0e3 BbIpaXeHHOU
BOCHAIMTENILHOM peakuud. B oTiauume OT Hekpos3a, amomnTo3 XapaKTepusyercs
YIOPSIOYCHHON aKTUBAIMEW BHYTPHUKJIETOUYHBIX MpoTeas (Kacmas), ¢pparMeHTaimei
JHK, xonneHcanueid xpoMatuHa u (QOPMUPOBAHUEM aMONTOTUYECKHUX TeEJell,
KOTOpBIE 3aTeM (ParouTUPYIOTCs 6€3 pa3BUTHs BOCHAIUTEILHOTO «B3pbiBa» (Elmore,
2007; Kumar u coasr., 2021).

KiroueBbiM MOp(donornueckuM cyOCTpaToM amomnTo3a sIBISIFOTCS YMEHBIICHHE
00béMa KJIETKH («CMOPILMBAHUE»), MAapruHalus M KOHJEHCAlus XpoMaTHhHa,
¢parmMeHTanus sApa, 00pa3oBaHHME MEMOPAHHBIX IMY3BIPBKOB M (OPMHPOBAHUE
anoONTOTUYECKUX TEJell.

8.1.1. Ocnosuvie nymu akmueauyuu anonmaosa

BoienstoT 1Ba KJIACCUYECKUX CUTHAIBHBIX MYTH U OJAMH IUTOTOKCHUYECKUUN
MEXaHU3M:

1. Peyenmopnbiii (3Kk302eHHbIl) NYMb

Peanusyercss uepe3 akTuBanui0 Tak Ha3piBaeMbIXx «death receptors», B
yactHocTu Fas (CD95). CesaszpiBanne Fas ¢ FasL npuoaut x hopmupoBanuro DISC-
KOMILJIEKCA, aKTUBALUK Kacla3bl-8 U MOCIENYIONIEMY KacKaay Kacmna3 ¢ akTHBalUeu
addekroproit kacnasel-3 (EImore, 2007).

JlaHHBIN MyTh UTPAET BAXKHYIO POJIb B UMMYHHO-OIIOCPEIOBAHHBIX TOPAKEHUSIX
ko>xu, BKkirouast SJS/TEN.

2. MumoxoHnopuanvHulli (3HO02eHHbIl) NYMb

AKTUBHpYETCS TIpU KJIETOYHOM CTpecCe, JIEKapCTBEHHOM TMOBPEXKICHUH,
okcugaTuBHOM crpecce wiau noBpexaenun JIHK. Hapymenune Oananca Oenkos
cemeiictea Bcl-2 (Bcl-2/Bax) mnpuBoauT K MOBBIMICHHIO —[POHUIIAEMOCTH
MUTOXOHJPUM, BBIXOAY IIMTOXPOMAa C W aKTUBALMMU Kacmaszbl-9 ¢ MOCHEAYIOIINM
BKJIIOueHueM kacmnasbl-3 (Kumar u coasr., 2021).

3. Ilepgpopun-epanzumosulii mexaHuzm

Peanusyercs mutorokcu deckumu CD8+ T-mumdormramu n NK-kineTkamu.
[Tepdopun GpopmupyeT mopsl B MEMOpaHe KICTKU-MUIIICHH, YTO ITO3BOJIICT TPAH3UMY
B nmnponukarb BHYTph W HEMOCPEICTBEHHO aKTHBUPOBATh Kacmaszy-3 Ju0o
WHyIUPOBaTh MUTOXOHJAPUAIIBHOE MOBPEXKIAEHUE. JTOT MYTh CUUTAETCS OJHUM W3
HamOoJee OBICTPBIX MEXaHNU3MOB MHAYKIMHU anonTo3a (Kumar u coast., 2021).

Obwuti ucnorHumenbHwulil SMan

HeszaBucumo OT myTH akTUBALUM, KIIFOYEBBIM 3P (HEKTOPHBIM 3BEHOM SIBIISIETCS
Kacrmaza-3, KOTopas pacHeIUIsieT CTPYKTYpPHBIE OCJIKU ITUTOCKENIEeTa M aKTUBHUPYET
SHJOHYKJea3bl, BbI3bIBas (parmenramuioo JIHK. B Tokcuko-ayueprudyeckux
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MOPAXKEHUAX KOXKM AKTUBALUs JTUX IIyT€W NPUBOJUT K MACCHUBHOMY amoITO3Y
KEPAaTUHOLMTOB M BTOPHYHOMN OTCIIOMKE SMUAECPMHUCA.

8.2. MHorogopmMHasi JKCCyIaTUBHAA 3pUTEMa

MmuorodopmHas skccygaTuBHasg spureMa (MDD) — ocTtpoe HMMYHHO-
OIIOCPEIOBAaHHOE 3a00JI€BAaHUE KOXKHU U CIM3HMCTBIX 000JIOUEK, XapaKTEepHU3YHoIIeecs
Pa3BUTHEM TUIUYHBIX «MUILIEHEBUIHBIX) AJIEMEHTOB.

8.2.1. Dmuonozusn

HauGonee yactoit mpuunHOM siBsieTCs MHGEKIUS BUPYCOM IIPOCTOTO repreca
(HSV-1, pexe HSV-2). Peumaueel MDD Hepeako CICIyOT 32 KIMHUYECKAM HIIN
cyOxiMHMYecKUM 3mu300M reprerndeckord nHpexnuu (Huff, 1992; Trayes et al.,
2019; Sokumbi, Wetter, 2012).

HSV-accouunpoBannas MBO paccMmaTpuBaeTcs Kak UMMYHHO-
OTIOCPEIOBAHHBIN MPOIIECC, MPU KOTOPOM B KOKE€ BBISBIISIOTCS ()parMeHThl BUPYCHOU
JIHK 1 BUpyCHBIE aHTUTEHBI IIPY OTCYTCTBHUH KU3HECTIOCOOHOTO BUpYCA.

BropeiM mo 3HaumMocTH MH(PEKIMOHHBIM TPUTTEPOM sBIsieTcss Mycoplasma
pneumoniae, 0COOEHHO Y JIeTei U MOAPOCTKOB. B 3Tux cinydasx 3a00j1eBaHUE MOXKET
COTIPOBOXAATHCA O0JIee BRIPAKEHHBIM MOPaKEHUEM CIIM3UCTBIX obonouek (Trayes et
al., 2019; Bolognia u coasr., 2018).

Pexxe B KauecTBE BO3MOXHBIX TPUITEPOB OMHCaHbl BUpyC OmmireiHa—bapp
(EBV), uutomeranosupyc (CMV), aieHOBUPYC ¥ BUPYCHI T'€IIaTUTA.

JlexapcTBeHHO-UHAYIIMpOBaHHAsT MDD BcTpedaeTcsi 3HAUUTENIbHO PEXe, YeM
WH(DEKITMOHHO-aCcCOIMUpOBaHHas GopMa. B kauecTBe BO3MOMKHBIX MPOBOIUPYIOITUX
IpenaparoB OIACAHBI CyJb(haHMITaMUIBI, MEHULUJIJIMHBI, HIIBC u
MPOTHUBOAUIICNITUIECKUE CPENICTBA.

OnHako B COBPEMEHHOUM JEPMATOJIOTHU TMOMUEPKUBACTCS, YTO OOJBITMHCTBO
TSKENBIX JIEKAPCTBEHHBIX pEaKIMil ¢ HeKponn3oM oTHocsTcs k cnektpy SJS/TEN, a
He K uctuHHoM MDD (Sokumbi, Wetter, 2012; Bolognia u coasrt., 2018).

HecmoTpsi Ha BBICOKYIO pPaclpOCTpaHEHHOCTh BHpyCa IMPOCTOTO Tepreca B
MOMYJISAIMA, MHOTO(OpPMHAsT JKCCYJaTUBHAs JSpUTEMa pa3BUBACTCA JIUIIb Y
HEOONBIION YacTM HMHPUIMPOBAHHBIX JIMIL. OTO CBHUAETEILCTBYET O HAIMYUU
WHIUBUIYAIbHOM  TPEpacioyioKeHHOCTH, OOYCJIOBJIEHHONM TE€HETUYECKUMH U
UMMYHOJIOTHYECKMMU OCOOCHHOCTSIMU OpraHU3Ma.

[Ipeanonaraercsi, yto paszBuTe MDD CBsS3aHO C BapUalUSIMH MEXaHU3MOB
AHTUTCH-TIPE3CHTAINHN, OCOOCHHOCTSAMH IUTOTOKCcHYeckoro CD8+ T-kmerouHoro
OTBETa W TIOBBINICHHOW YYBCTBHUTEIBHOCTHIO KEPATUHOIIUTOB K AaNONTOTHYECKUAM
curHasiaM. IMeHHO 3TH (haKTOPBI OTIPEEIISIFOT MEPEX0T OT OOBITHOTO TePIIETUYECKOTO
penuanBa K IMMYHHO-0OTIOcpeioBaHHOMY nopakenuto koxu (Huff, 1992; Sokumbi,
Wetter, 2012; Bolognia u coasr., 2018).

Takum o6pazoM, MBD B OONBIIMHCTBE CIIy4aeB SIBISETCS HHQPEKIIMOHHO-
ACCOLIMMPOBAHHOM WMMYHHOM pEAaKIHWEH, a HE KIACCHYECKOW JIEKapCTBEHHOU
TOKCUKOJICPMUEH.

8.2.2. Ilamozenes
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B OonbmmHCTBE  cioyyaeB  MHOro(OpMHas — SKCCyJaTHBHas  dpUTEMa
acconmupoBana ¢ nHQpeknuen supyca mnpocroro repreca (HSV). Ilocne peaktuBammm
BHpYyCa B YYBCTBUTEJIbHBIX TaHIVIMSIX HPOUCXOJIUT €ro peIUIMKalHs B AIUTEIHH
CIIM3UCTBIX 000JI0YEK, OAHAKO B KOXe npu MDD, Kak NpaBuiio, HE BBISBISETCS
YKU3HECITOCOOHBIN BUPYC.

Cunraercs, uro BupycHas JIHK unu e€ pparMeHTsl TpaHCTIOPTUPYIOTCS B KOKY
MOHOHYKJIEAPHBIMH KJIETKaMHu KpoBU. B ouarax MO39 obHapy:xuBatoTcs (pparMeHThl
HSV-DNA u BUpyCHbIE aHTUTEHBI IIPU OTCYTCTBUU PEIJIMKATUBHO aKTUBHOT'O BUpYycCa
(Huff, 1992; Sokumbi, Wetter, 2012). Takum o6pa3om, B Koxe (HOpMUPYETCs
CcBO€OOpa3HbIN «MMMYHOJOTHUYECKU oTreyatok» HSV-undexumn.

DKcIpeccrsi BUPYCHBIX aHTUT€HOB B KEPATUHOIUTAX MPUBOJIUT K AKTHUBALIUU
CD8+ uwurorokcuueckux T-muM(pOIMTOB, KOTOpble HHAYLHUPYIOT aIloNTo3
MHOUIUPOBAHHBIX KiIEeTOK depe3 Fas-FasL-3aBucumbie u nepdopuH-TpaH3UMOBBIE
MexaHu3Mbl. lloBpexxneHue snuaepMuca HOCUT OIPaHWYEHHBIM XapakTtep H
00yCIIOBJIEHO JIOKAJIbHOW IUTOTOKCHYeCcKol peakiueit. B otnuune ot SIS/TEN, npu
MD3 pas3BuBaercs JIOKajdbHasi MMMYHHas peakuus ¢ (HOPMUPOBAHMEM THUIMYHBIX
MUILIEHEBUIHBIX 2JIEMEHTOB, 0€3 TeHEPAIIM30BAaHHOU OTCIONKU SMHUICPMHUCA.

OCHOBHBIM MEXaHU3MOM THMOENH KEpPaTUHOLMTOB SIBJISETCS HMMYHHO-
OMOCPEOBAHHBIA aIoNTO3, pPEATM3yeMbI 4Yepe3 IHUTOTOKCHYeCKHe T-KIeTKHu W
BBICBOOOKICHUE TTPOBOCTIATUTEILHBIX IUTOKMHOB (Bolognia u coasrt., 2018).

8.2.3. Knunuueckasa kapmuna

3aboseBaHue HA4YMHACTCS OCTPO. XapaKTePHBIM DJIIEMEHTOM  SIBIISICTCS
«MUIICHEBUAHASN (target) Osiiika, cocTosIas U3 TPEX 30H - IICHTpaIbHAs TEMHAS WITH
IIy3bIpHas 30Ha, OJIeAHbINM OTEYHBIN BaIMK U IepU(YEPUIECKOE IPUTEMATOZHOE KOJIBIIO.

Puc. 8.1. MuorogopmHass 3KCCyIaTHBHAs 3PUTEMA, CJAU3UCTO-KOKHAS

dopma. B obnactu KpacHOW KaiiMbl Iy6 OTMEUAIOTCS BBIPAKEHHAS THIIEPEMHS M OTEYHOCTb,
MHO)XECTBEHHbIE OOJIE3HEHHbIE JPO3UH, TOKPBITbIE IUIOTHBIMU CEPO3HO-T€MOPPAarun4eCKUMHU
KOPKaMHU JKeJITOBaTO-Oyporo IBeTa, MecTamu TpeuuHbl. Ciusucras 000104Ka MOJOCTH pTa

117



THIIEpEMUPOBaHa, OTEYHA, C y4aCTKaMH IMOBEPXHOCTHBIX 3p0o3uii n pubpuHo3Horo Hanéra. Kaptuna
COOTBETCTBYET 3PO3UBHOMY MTOPAKEHHUIO CIUZUCTON U I'y0 B paMKax MHOTO(pOPMHOM SKCCYAaTUBHOM
PUTEMBIL.

BrichbinaHuss CUMMETPUYHBI W  NPEUMYIIECTBEHHO JIOKAJIU3YKOTCS  Ha
pa3rubaTebHBIX MOBEPXHOCTAX KOHEYHOCTEH, KUCTSAX, CTOMAaX, MHOT/Ia — Ha JIUIE U
mee, Mpy TSHKEIOM TEUEHUM TOpakaeTcsl CIM3UCTas poToBOM mosoctu (Trayes u
coasT., 2019; Habif, 2016).

Brigensior:

e MDD minor — mNpPEeUMyIIECTBEHHOE IOpPaKEHUE KOXH 0€3 BBIPAKEHHOTO

MMOPAXKEHHUS CIIU3UCTHIX;

o MDD major — ¢ BOBJICYCHUEM OJTHOM WJIM HECKOJIBKUX CIU3UCTHIX 000JIOYECK.

CucreMHbIE CHMIITOMBI, KaK ITPAaBUII0, YMEPEHHBIE UM OTCYTCTBYIOT. TeueHune
00BIYHO CaMOOTPAHUYUBAIOIIEECS, MPOJOJKUTEIIBHOCTh 3a00JI€BaHUSI COCTABIISIET 2—
4 genenu.

8.2.4. I'ucmonozuueckan kapmuna

['ucTtonornyecku BBIABISETCS BaKyoOJIsIpHas JiereHepanus 0a3ajibHOro Clios
€/IMHUYHBIE aroNTOTHYECKUE KEPATHHOLUUTHI TMEPUBACKYIAPHBIN JTUMOOIUTAPHBIN
UHOUIBTpAT U CyO3NMUIepMaIbHbIe My3bIPHKH IIPU 00JI€€ BEIPAXKEHHOM IMOBPEKACHHUH.

MaccuBHOrO HEkpoyM3a smnuaepmuca, xapaktepHoro mis SJS/TEN, ne
Habmogaetcs (Bolognia u coast., 2018).

8.2.5. Jugppepenyuanvnas ouaznocmuka

M3D neobxomumo muddeperunponats ¢ cuaapomoM CrtuBeHca—/[oHcoHa,
TOKCUYECKUM SIUJAEPMAIBbHBIM  HEKPOJIM30M, JIEKAPCTBEHHBIMU 3K3aHTEMaMH,
YPTUKApUEH.

[TpuHIMNTHATHEHBIM OTIHYMEM SIBISIETCSA HATMYNE TUITUYHBIX «MHUIIEHEBUIHBIX)
3JIEMEHTOB M OTCYTCTBUE OOUIMPHOIO SMUIEPMATBHOTO HEKPOIU3A.

8.2.6. /leuenue

Jleuenrie MHOTO(OPMHOM HKCCYAATUBHON 3PUTEMBI OINPEICISIETCS THKECThIO
KJIMHAYECKOTO TEUYEeHMs] U XapakTepoMm Tpurrepa. OCHOBHBIMU 3aJladyaMu Teparvu
SBIIAIOTCS. ~ YCTpPaHEHWE  MPUYMHHOTO  (akTopa, IMOJABJICHHE  KJIETOYHO-
OTIOCPEOBAHHOTO  BOCIMAJICHUs, KYMUPOBAaHWE CHUMIOTOMOB M MPOQPUIAKTUKA
permauBoB (Trayes u coasrt., 2019; Bolognia u coasr., 2018).

1. Omuomponnas mepanus

HSV-accommupoBannas M3

[Tockonmbky B 80-90% cinyyaeB MDD wumeeT HHQPEKIIMOHHBIN TpUTTED,
IPEUMYIIIECTBEHHO BUPYC IPOCTOTO Tepreca, NMPU HAIWMYUHA KIMHHYCCKUX WIIH
AHAMHECTUYECKUX MPHU3HAKOB TEPHNETUYECKON WH(HEKIIMN TOKA3aHO Ha3HAYCHUE
npotuBoBupycHoi Tepanuu (Huff, 1992; Sokumbi u Wetter, 2012).

[IpuMeHSIOTCS arMKIOBUD, BATAUKIOBAP U (aMIIUKIOBHP

Ocoboe 3HaYeHUE MPOTUBOBUPYCHAS Tepanus UMEET NPH PEIUAUBUPYIOIIEM
TEUCHUHU W TIPU TOSBJICHUU TePIIETUYECKUX BBICHINAHUH 3a 3—14 nHEW 0 pa3BUTHS

M33 (Trayes u coast., 2019).
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[Ipu yacThIX penuanBax peKOMEHI0BaHa MPOJIOHTUPOBAHHAS IPOTUBOBUPYCHAS
npodriakTiKa (AUKIOBAP WM BaJAIlUKIOBUP B MPOQPIIAKTUYECKUX J03aX) B
TeUeHNE HECKOIBbKUX MecsteB (Sokumbi u Wetter, 2012; Bolognia u coaBr., 2018).

JlekapcTBEHHO-MHAyLIpOBaHHAas MDD

[Ipu momo3peHnn Ha MEAMKAMEHTO3HBIA TPUTTEp 00s3aTebHA HEMEIJICHHAs
OTMEHa MPUYUHHOIO mnpemnapara. [loBTopHOEe Ha3HAu€HHUE MPOTHUBOIOKA3aHO BBUIY
pHCKa pely/MBa U Bo3MOXHOM Oosee Tsokénoit peakiuu (Habif, 2016; Trayes u coasr.,
2019).

2. Jleuenue 6 3agucumocmu om cmenenu msaxcecmu

MD33 minor (koxkHas Gopma 6e3 mopaKeHUs CANZUCTHIX)

Tedenue, kak MpaBUIO, CAMOOTPAHUYMBAIOIIECECS U JJIUTCS 2—4 HEJEeu.

Hasznauarorcs:

CucrtemHas tepanusi (CUMITOMATHYECKasl) aHTUTUCTAMUHHbBIE MPENapaThl Ipu
3yne, HIIBC nipu GosieBoM cuHIIpOME.

MectHast Tepanusi TONUYECKHE TIIOKOKOPTUKOCTEPOUAbl CPEAHEN CHJIBI,
SMOJICHTHI M aHTUCENITUKY MIPU HAJTUYUU SPO3UH.

B OGonbmmHCTBE ciydaeB crnernuduueckas CUCTEMHass UMMYHOCYIpPECCUsl He
Tpedyercs (Trayes u coasrt., 2019; Habif, 2016).

M33 major (mopakeHHE CIM3UCTBIX 000T0UECK)

[Ipu BOBIEYEHUU CIU3HUCTHIX 00070YEK (MOJOCTH PTA, TEHUTATIUMN) Teparus
OoJjiee aKTUBHASL.

Cucremnas Tepanus BKJTFOYAET KOPOTKHUH KypC CHUCTEMHBIX
TIFOKOKOPTHKOCTEpOuIoB  (mpeaau3oion  0,5-1  MI/Kr/cyT) 1o  IOKa3aHHsIM,
MPOTUBOBUPYCHBIE TpenapaThl npu HSV-Tpurrepe, aHTurucTaMuHHbIE CPEACTBA.

Cnenyer otMeTuTh, 4yTo Borpoc cucteMHbix ['KC ocTaércs AUCKyCCHOHHBIM,
OJIHAKO TPHU TIKEIOM BOCIAICHUM CIU3UCTBIX MX KPAaTKOBPEMEHHOE MPUMEHEHHUE
JOTMycKaeTcsl B KiMHU4Yeckon npaktuke (Sokumbi u Wetter, 2012; Bolognia u coasr.,
2018).

MectHoe nedenne Bkimovaer Tonuueckue I'KC, anecresupyromue renu (mpu
NOPAXEHUU  CIM3UCTOM TMOJIOCTH pTa), MSITKHE AaHTHCENTHUKH, aJIEKBAaTHOE
00e300/IMBaHWEe M TPU HEOOXOJUMOCTH — TochuTanu3amnus (00e3BOKHUBaHUE,
BBIpaKEHHBIN OOJICBOM CHHAPOM).

3. PenmauBupytromas MO39

[Tpu wacTeIxX peruauBax, ocooenno HSV-acconumupoBaHHbBIX, OCHOBOM JICUCHHS
SBISICTCSl ITUTENbHAasT mpoTuBoBHUpycHas mpodmnaktuka (Huff, 1992; Sokumbi u
Wetter, 2012).

B pedpakrepHbix ciyyasx MOTYT pacCMaTPHUBATHCSA: JAIlCOH, a3aTHOIPHH,
MUKO(EeHOTIAT MO(ETHIL.

[IpuMeHeHnEe MMMYHOMOIYJIUPYIOMIMX MPENapaTtoB BO3MOXKHO TOJIBKO IPHU
TSOKEOM, YCTOWIMBOM TEUEHUU U TI0]] CTICIHATIM3UPOBAHHBIM KOHTpojeM (Bolognia
1 coaBT., 2018).

MD3D sBisIeTCs NPEUMYLIECTBEHHO KIJIETOYHO-OMOCPEIOBAHHON HMMMYHHOMN
peaKkuuen, yamie BCero OrpaHuYEeHHOM U CaMOpa3peIIaroIencs.
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B otimrume ot SIS/TEN, npu M33 0oTCyTCTBYyeT MacCUBHBIN AMUACPMATbHbBIN
HEKpOJU3, 4YTO ompeAenser Oojee OMAarompusTHBIA NPOTHO3 U HHYIO
TepaneBTUYECKyto TakTHKY (Trayes u coast., 2019; Bolognia u coast., 2018).

8.3. JlekapcTBeHHBbIE KOKHbIe peakiuu (Drug eruptions)

JlexapcTBeHHBIE KOXKHBIE peakiuu (cutaneous adverse drug reactions, CADR)
IPEACTaBIAIOT co00M Hambosiee yacTyro (OpMy HEKeNTaTeNbHBIX JEKAPCTBEHHBIX
3¢ (PEKTOB, MPOABIISIOMIMXCS MOPAKEHUEM KOXKH U CIIU3UCTBIX 000J109eK. [1o maHHbBIM
JUTEPATYpPbl, KOXKHBIE MPOSBICHUSA COCTABISIOT 10 30-45% Bcex IeKapCTBEHHBIX
peakIuii, a ux Jactora B oOmeld momyisiuu apocturaetr 2—3% (Bolognia u coabr.,
2018; Khan, 2012).

bonbmmHCTBO JIEKapCTBEHHBIX KO>KHBIX peaxkuuii IIPOTEKAIOT
T0OpPOKAYECTBEHHO W Pa3peIaloTcs MOCiie OTMEHBI MPUYMHHOTO Tpenapara. OaHako
HEOOJBIIION TPOIEHT CIy4aeB MOXKET TPAaHCHOPMHUPOBATHCS B TIKENBIC KOXKHBIC
peakmmu (severe cutaneous adverse reactions, SCAR), Bxirrouast SJS u TEN (Owen &
Jones, 2021).

8.3.1. dmuonozusn

K nexapcTBeHHBIM TpemaparaM, HaWOOJiee YacTO BBI3BIBAIOIINM KOXKHBIE
peaKIuy, OTHOCATCS aHTUOHMOTHUKH (OCOOCHHO [-JIakTamMbl U CyJIb()aHWIAMUIBI),
IPOTHUBOCYAOPOKHbBIC CpeJICTBA, AJUIONTyPUHO, HECTEPOUTHBIC
IPOTHUBOBOCIIATIUTENbHBIC MTPENapaThl, aHTUPETPOBUPYCHBIE MPETIapaThI.

Pa3BuTne peakuuu 3aBUCHUT HE TOJIBKO OT CBOWCTB IMpernapara, HO U OT
TCHETUYECKOW TMPEeAPaCIOIOKEHHOCTH TaIllMeHTa, BKIo4Yas ocobOeHHoctn HLA-
npouIIs U MHAUBUTyJIbHBIE MeXaHU3Mbl aHTUTeH-ipe3erTanuu (Pichler, 2019).

8.3.2. Ilamozenes

CoBpeMEHHbIE TPEJCTABICHUS PACCMATPUBAIOT JIEKAPCTBEHHBIE KOXKHBIC
peakiMu KakK pe3yibTaT HMMYHHO-OTIOCPEIOBAHHOTO OTBETAa, Yalle BCETO
otHocawerocs kK IV tuny runepuysctButensHocTH (Pichler, 2007; Pichler, 2019).

Knaccugpurxayusa 1V muna eunepuyscmsumenvuocmu (Pichler)

o IVa— Thl-onocpenoBanHble peakiuy (MaKyJI0-ManyJI¢3Hasl ChIIb);
o IVb— Th2-omocpenoBannbie peakiuu ¢ 303MHOPUITHEH;
o IVCc — mnurotokcuueckue CD8" T-kimerounwsie peakiuu ((HUKCUPOBAHHAS

JIEeKapCTBEHHas dpuTemMa, Oyuié€3Hsie Gopmei);

o IVd — HeliTpodubHBIC pEeaKInu.

Ocoboe 3HaueHme wumeeT p-i-koHmemnmus (pharmacological interaction),
COTJIACHO KOTOPOH JIEKapCTBEHHOE BEIIECTBO MOKET HAIPSIMYIO B3aHMOJICHCTBOBATD
¢ T-kmerouneim penentopoM win Monekyinoir HLA 6e3  ¢opmupoBanus
MOJIHOIIEHHOTO TanTeH-O0EIKOBOr0 KOMILJIEKCa. ITO MPUBOAUT K OBICTPOM aKTHUBAIIUU
T-xeTok u pa3BuTuio kimanYeckon peakmuu (Pichler, 2019).

B 6onpmmHCTBE 10OpOKAaYeCTBEHHBIX (POPM MOBPEKACHUE KOKH 00YCIOBICHO
orpaHWYeHHONW akTtuBarued T-muM(ONUTOB ¥ JIOKATBbHBIM BBICBOOOXKICHHEM
IUTOKHHOB, 0€3 MAaCCUBHOT'O HEKPOJIU3a AHAEPMHUCA.

8.3.3. Knunuueckue popmuol

1. Maxyno-nanyaésnas n1ekapcmeennas cobinb
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HaubGonee pacmpoctpanénnas ¢gopma CADR. IlposiBisercs cummeTpudHON
PUTEMATO3HOU MAKYJIO-TIAITYJIE3HOM CHIIBIO C IPEUMYIIECTBEHHOM JIOKAIU3aluen Ha
Tynosuule. Bo3Hukaer uepes 5—14 nHen nocie Havana TEpanuu.

[Tatorenernuecku cBsizana ¢ Thl-onocpenoBannoit peakuueit (IVa Tum).
[Iporno3 GnaronpusatHsiii Tpu oTMeHe mpenapata (Bolognia u coast., 2018; Khan,
2012).

2. Quxcuposannas nexapcmeennas spumema (Fixed Drug Eruption, FDE)

PuKCUpOBaHHAs JIEKapCTBEHHAs spuTeMa MIPEACTABIISACT coboi
JIOKaJIM30BaHHYO bopmy JIEKaApCTBEHHOM TUIIEPYYBCTBUTEIIBHOCTH,
XapaKTepU3yOUIYIOCs MOSBICHUEM OJHOTO MJIM HECKOJBKMX YETKO OTTPAHUYEHHBIX
DPUTEMATO3HBIX 0YaroB, KOTOPBIE PELMIMBUPYIOT CTPOrO B OZHOM M TOM K€
AHATOMHUYECKOM Y4YacTKe MPU MOBTOPHOM MNpHEME MPUUYMHHOrO mnpenapara. [locie
pa3pellieHusl oyara COXpaHsieTCsl CTOMKasi MOCTBOCHAIUTEIbHAS TUIIEPIIUTMEHTAIUS
(Bolognia u coasr., 2018; Habif, 2016).

FDE orHOCcHMTCS K peakuusM THUIlepuyBCTBUTENbHOCTH IVCe  THna
(uuTOTOKCHMYECKUM BapuaHT), omnocpeaoBaHHbiM CD8* T-numdonuramu (Pichler,
2007; Pichler, 2019).

ITatoreneTnuecknii  IMpOLIECC  pa3BUBACTCA,  IIOJTAIIHO  HauWHasg  C
CEeHCHOMIM3AIUs K JEKapCTBEHHOMY BelIeCTBY. JIekapCTBEHHBIN MpenapaTr Uiu €ro
MeTa0OIUT pacmo3HaéTcsi MWMMYHHOHW cHCTeMoil. BsauMojelcTBue MOXeT
IPOMCXOIUTh 0 MEXaHU3MY TalTeHU3AIKH JTH00 10 p-i-KoHIenuu (pharmacological
interaction), mpuBoAsS K akTuBammu cnerupuueckux T-mumpormron. Ilocne
pazBuBaercs (OpMHpPOBAHHE TKAHEBOW WMMYHHOW mamstu. [locie mepBUYHOTO
AMU30a BOCHAJIEHUS B MOPAXEHHOM ydacTKe Koxu coxpanstorcs CD8* T-kierku
pesupeHTHOM mamstu  (tissue-resident memory T cells, Trm). DOtu kierku
JOKANM3YIOTCA NPEUMMYIIECTBEHHO B JMOHAEPMUCE U JI€PMO-3IHJIEPMaTIbLHOM
COEIMHEHHUH U JUTUTENIbHO NEPCUCTUPYIOT B JAHHOM y4acTKe KOH. IMEHHO Hanuuue
JOKaNbHBIX TrM-KIeTOK 00BACHSET «(PUKCUPOBAHHBIN» XapaKTep peLUIuBa.

[Ipy mMOBTOpPHOM TMOCTYIUIEHUH TMPUUYUHHOTO Tpenapara Trm-KJIeTKU
AKTUBUPYIOTCSI IPAKTUYECKM MTHOBEHHO. Peakius ocTaércs JTOKaJIbHOM, MOCKOJIBKY
MMMYHHas MaMATh COCPEIOTOUYECHA B KOHKPETHOM YYaCTKE KOXkH, yTo oTindaeT FDE
OT F'€HEePAIIM30BaHHBIX JICKAPCTBEHHBIX PEAKIIUI.

AxtuBrpoBanHbie CD8* T-KJI€TKM HHAYLIHUPYIOT allONTO3 KEPATUHOLIUTOB YEPE3
Fas—FasL-onocpenoBanHblii mMyTh, BBICBOOOXACHHE TepdopuHa W TpaH3uma B,
nokaibHy0 npoaykuuro  TNF-a. B pesynbrate pa3BuBaercsi  O4aroBblid
SIUAIEPMAIIBHBIN AIlOITO3.

Knunnueckn 3T0 mnposBisercss YETKO OIPaHUYECHHOM JSPUTEMOM, OTEKOM,
BO3MOXHBIM  (pOpMUpOBaHUEM TMY3bIps (MPU BBIPAKEHHOM ITUTOTOKCHYECKOM
MOBPEXKIACHUU), MOCIAEAYIOUEH  CTOWKOM  THMINEPHUTMEHTalMel  BCIEICTBHE
HOBPEXACHUS 0a3aJIbHOTO CI0S U MEJIaHOIUTOB.

[Ty3sips ipu FDE opmupyetcst BTOpu4HO, BCIEACTBHE JTOKAIBHOTO arloNTo3a
KEpaTUHOIIUTOB, a HE BCJIEJACTBUE aKAHTOJIU3A.

Knunuueckue ocobennocmu. Yamie mnopaxaroTcsi T'yObl, T€HUTAINH, KUCTH,
cronbl. MHTEpBanm Mexay MOBTOPHBIM MPUEMOM Ipernapara U MOSBICHHEM odYara
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MOJKET COCTaBJIATh OT HECKOJIBKHX YacOB JIO CYTOK (puc. 8.2). CHCTEMHBIE CHMITTOMBI
0OBIYHO OTCYTCTBYIOT. Bo3moskHa MHOKecTBeHHas hopma (multiple FDE). Penxo —
reHepanuizoBannas Oymiésnas FDE, tpeOyromas muddepennmanmm ¢ SIS/TEN (Owen
& Jongg, 2021).

DUKCHpoBaHHaR
NEKAPCTBEHHAR PeaKums
Ha cynbdanmnamui

Puc. 8.2. ®ukcupoBanHas jgexkapcrBenHas 3purema (Fixed Drug Eruption)

Ha cyJb(aHunaMua. Okpyribie YETKO OTIPAaHUYEHHBIC SPUTEMATO3HbIE ISATHA Ha KOXE CTOII,
BO3HHKAIOIME B OTBET Ha MPUEM CyJIb(paHUIAMUIHOTO Ipenapara. XapakTepHOH 0COOEHHOCTHIO
SBJISIETCS MOSIBJICHHE BBICHIIIAHUI B OJJHOM M TOM K€ MECTE NpU MOBTOPHOM MpHEME JIEKAPCTBA;
HOCJIe perpecca BO3MOKHO (POpMUpPOBaHUE CTOMKOM IMIIepIUrMEHTALHH.

3. Vpmuxapnas nexapcmeennas peaxkyusi

YpTukapHasi IeKapCTBEHHAsI PEaKIisl OTHOCUTCS K Hanbosee 9acTeiM (hopMam
HEMEJUICHHBIX TUIEPUYYBCTBUTENbHBIX pEaKlUid Ha JIEKQPCTBEHHbIC IIPETapaThl.
Kinuauuecku mposiBIsSieTCs TOSIBJICHUEM TPaH3UTOPHBIX — BOJAbIpe  (urticae),
COMPOBOXKIAIOIINXCSA WHTEHCHUBHBIM 3YJIOM. DJIEMEHTHI MUMEIOT OJISTHBIN LIEHTP U
3pUTEMATO3HBIN 000J0K, HCUE3al0T 0€3 OCTaTOUHBIX U3MEHEHHUM B TeueHue 24 4acoB
(Bolognia u coasrt., 2018; Habif, 2016).

Ilamozene3. B OonbIIMHCTBE ciydyaeB peanusyeTcss mo mexaHusmy IgE-
OMOCPEIOBAaHHON PEaKIMM HeMeIeHHOTOo Tuma (I TUM rumepuyBCTBUTEIBHOCTH) C
JETPaHyJISIIUEeH TYYHBIX KIETOK H BBICBOOOXKICHHEM THCTaMHUHA, TPHUNTA3HbI,
JEUKOTPUEHOB M TMPOCTATIAHIUHOB, YTO TMPUBOAUT K TIOBBIIICHUIO COCYAUCTOM
npoHuaeMoctu u popmupoBanuto oréka nepmsel (Khan, 2012; Pichler, 2007).

CrnemyeT yuuThIBaTh, UTO JICKAPCTBEHHAS! YPTUKAPHUS MOXKET Pa3BUBATHCS U 110
He-lgE-3aBUCHUMBIM MeXaHU3MaM, BKIIIOYas MPSIMOE BBICBOOOXKIEHUE THUCTAMUHA
(onuouabl, BAHKOMUIIMH), aKTUBALIMIO CHCTEMBI KOMIIEMEHTA, TICEB0AJIIEPTUYECKUE
peakuuu u uaruouposanue [{OI'-1 (HIIBC) (Pichler, 2019; Bolognia u coasr., 2018).

Bpemennvie xapaxmepucmuxu Peaxkius 0ObIYHO pa3BUBAETCS B TCUCHUE MUHYT
WIN HECKOJBKUX YacoB rocie npuéma npenapara. [loBTopHOe BO3aeHCTBHE MOXKET
OpUBOJUTH K Oojiee OBICTPOMY M BBIPA)KEHHOMY OTBETY BCIEICTBUE YKe
chopmupoBannoi ceHcuOmm3aiuu (Khan, 2012).

122



Knunuueckue ocobennocmu. Bonnplpu wmurpupytor. Kaxaplii smeMeHT
COXpaHsETCs MEHEE 24 4acoB. OtcyTtcTByeT ITOCTBOCITAJINTENIbHAS
TUIEPIUTMEHTalNs. DNHUIEPMUC UHTAKTHBII. BO3MOXXHOE coueTaHne ¢ aHTHOOTEKOM.

B otnuuue ot T-KJI€TOUHBIX JIGKAPCTBEHHBIX pEaKlUi, ypTukapHas ¢opma He
COMPOBOXK/IAETCS AlIONTO30M KEPATHHOLUTOB M HEKPOJIU30M snuaepmuca (Bolognia u
coaBrT., 2018; Owen & Jones, 2021).

Cucmemnvle nposenenusi. B pane ciydaeB ypTUKapHas peakiusi MOXET ObITh
YacThbl0  AHA(PWIAKTUYECKOTO  CIEKTpa W COINPOBOXKIATHCA  TMIIOTEH3HEH,
OpOHXOCIIa3MOM WJIM JIAPUHTOCIIa3MOM. JTO TpeOyeT HeMEeIJICHHOW KIMHUYECKOU
orenku u Tepanuu (Khan, 2012; Owen & Jones, 2021).

4. Bynnésnvie nekapcmeeHuble peakyuu 6e3 HeKpoau3a

bynnésnsie nexapcTBEHHBIE peakiuu 0€3 HEKpoIu3a MPECTaBISAIOT CO0O0M
PEAKYIO TPYIITY KOXKHBIX TOOOYHBIX 3P (EKTOB, XapaKTEPU3YIOIINXCS OTPAaHUICHHBIM
00pa3oBaHUEM ITy3bIpel MPU OTCYTCTBUU BBIPAXKEHHON CUCTEMHOW MHTOKCUKAIIMU U
0€3 MPU3HAKOB OOIIMPHOrO SMUACPMAIBLHOIO HEKposin3a. B oTiamume OT THKENbIX
kKokHbIX  peakiuii  (SJS/TEN), nannsie  QopMbl HE  CONPOBOXKIAIOTCS
reHePATM30BAHHBIM allONTO30M KEPATUHOLIMTOB U TOTAIBHOU OTCIONKOM AnuaepMuca
(Bolognia u coagt., 2018; Owen & Jones, 2021).

Ilamozenes. MexaHu3M pa3BUTHs Yallle CBsA3aH ¢ T-KIETOYHO-0IIOCPETOBAHHOU
TUIIepUyBCTBUTENBHOCTRIO [V Tuma, npeumymiectBeHHo — noxarumna  I[Ve
(murorokcuueckue CD8" T-mumdomnuThl), OAHAKO CTENEHb IHUTOTOKCHUYECKOTO
MOBPEXKJICHUS 3HAUYUTEILHO MeHee BoIpakeHa, yem mpu SIS/TEN (Pichler, 2007;
Pichler, 2019).

AKTUBaIUsi [HUTOTOKCUYECKHX T-KJIETOK COMPOBOXKAAETCS  JIOKAJIbHBIM
BbICBOOOXAeHHEM niepopuHa, rpanzuma B, IFN-y, TNF-o. Onnako moBpexaeHue
OrpaHUYMBAETCS 0YaroBOM JECTPYKIMEN KEPaTUHOLUTOB 0€3 KaCKaJIHOI0 HEKPOJIu3a
u maccuBHoOM aktuBanuu Fas/FasL-curnanuura, xapakrepsoit qjst SJIS/TEN (Owen &
Jones, 2021).

Knunuueckue ocobennocmu. OTpaHUYEHHOE KOJIIMYECTBO TMY3bIped C
OTCYTCTBUEM OOIIMPHON OTCIOWKH SIHJIEPMHUCA, HAONIOAAETCS OTPULIATEIbHBIN
cumntoM Hukonsckoro. Coxpanénnoe oOlee cocTosiHue nanventa. MuHuManbHbIe
WU OTCYTCTBYIOLIUE CUCTEMHBIE CUMIITOMBI.

[Ty3b1pu MOTYT (hopMHUpOBaTHCS Ha (hOHE IPUTEMBI WM (PUKCUPOBAHHOTO OYara
BocnasieHus. B psame cinydaeB HaOmomaercs Oyiui€3Has — TpaHchopmarus
(UKCHUPOBAHHOH JICKAPCTBEHHOW SPUTEMBI.

Cnusuctele 00OJIOYKH, KaK MPaBWIO, HE BOBJIEKAIOTCA JUMOO MOPaXKarTCs
MUHUMAJIBHO, YTO MPUHIIMIHATBHO oTiu4aeT nannbie Gopmel oT SIS/TEN (Bolognia
U CcoaBT., 2018).

Ilamomopgonozusi. I'MCTONOTUYECKH BBISBISIETCA CYyOdMUIECPMAIIBHOE HIIU
UHTPa’NUJEPMaIIbHOE  pPACIICTUICHUE,  OrPaHUYEHHBIM  HEKPO3  OT/ACNIbHBIX
KEPATUHOIIUTOB, TEPUBACKYJSIPHBIA JIMMQPOIMTAPHBI HWHPWIBTPAT, BO3MOXKHAS
npuMech 303UHO(UIOB. [IpU3HAKK TOTATBHOTO HEKPOJIM3a SIUEPMHUCA OTCYTCTBYIOT.

[Ipssimas uMmmyHO(TyOpECUCHIINS, KaK TPaBUIIO, OTPUIIATEIbHAS, UTO MO3BOJISET
UCKJIIOUUTh ayTOUMMYHHbIE OyJU1€3HbIe iepmaTo3bl (Bolognia u coast., 2018).
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HHugpepenyuanvnas OUACHOCMUKAL. Heobxonumo IIPOBOJUTH
mudepeHIranmo v CHHJIPOMOM CtuBenca—/[»xoHCcOHa, TOKCHYECKHUM
SMHUICPMAIIBHBIM  HEKpOJIM30M, Oymné3HbiM mneMduronnoMm, JIUHEHHBIM I[gA-
J€PMaTO30M U UH(PEKITMOHHBIMU OYJIIIE3HBIMU MOPAKEHUSIMU.

KntoueBbiMU KpUTEpUSAMU SBISIOTCA OTCYTCTBUE CHCTEMHOM TOKCHUYHOCTH,
OTPAaHUYCHHOCTh MOPAXKEHHUS U OTCYTCTBHE SIUJEpMalIbHOrO Hekpoiusza (Owen &
Jones, 2021).

Juacnocmuka. JInarno3 OCHOBBIBAETCS HA XaPAKTEPHOU KIIMHUYECKON KapTUHE
C BPEMEHHOM CBSI3U C MPUEMOM JIEKAPCTBEHHOTO IpenapaTra U perpecce BbICHIITaHUN
MIOCJIE OTMEHBI Mpernapara

B coMHHUTENBHBIX Cydasix MPOBOJUTCA OMOICHSA KOXKH C THCTOJIOTHUYECKUM
uccienoBanueM. [Ipsmas uMMmyHODIyOpeceHIMs OOBIYHO OTpHUIlATENbHAS, YTO
MIOMOTaeT UCKIIIOYUTh UMMYHOOYIIIE3HBIE 3a00neBanus (Bolognia u coasrt., 2018).

8.3.4. Jleuenue nexkapcmeeHHbIX KOHCHBIX PEAKYUUIL

1. Makyno-nanynésnas nekapcmeennas coino (MPE)

OCHOBHOW MPUHIHATI

HeMmennennas oTMeHa MPUYMHHOTO Mpernapara.

JI€rkue QopMmbl. AHTHUTHCTaMHHHBIE Tpenapathl Il mokoseHus, Tonmuueckue
IIFOKOKOPTUKOCTEPOUIBI CPEAHEN AKTUBHOCTU U SMOJIEHTHI

Cpennetsokénbie popmbl. KpatkoBpemennbie cucteMubie ['KC (nmpennu3onon
0,5-1 Mr/kr) npu BeIpa)K€HHOM BOCTIaJIEHUU. MOHUTOPUHT COCTOSIHUS TAI[MEHTa

["ocniutanu3zanus 0OBIYHO HE TPEOYETCS. POTHO3 OJIarONpPUSI THBIN

Perpecc B Teuenue 1-2 Henens mocie oTMeHsl nipenapara. (Bolognia u coasr.,
2018; Khan, 2012; Habif, 2016).

2. Quxcuposannas rekapcmeennas spumema (FDE)

OCHOBHOW NPHUHIIUII.

Crporast oTMEHaA MPUYUHHOIO Mpenapara U JTOKYMEHTUPOBAHUE aJIJIEPTUH.

Jlokanu3zoBanHas ¢opma: Tomnmueckue ['KC BBICOKOW aKTUBHOCTH U
aHTUCEeNTUYecKas 00paboTka MpH 3PO3UPOBAHUH.

bynmnésnas FDE: acentuueckoe BCKPBITHE KPYNHBIX IY3bIPEH, TOMHUYECKHUE
I'KC. IIpu BeIpakeHHOM BOcHale€HUN — KpaTkui Kypc cucremubix ['KC.

OcobGenHoctu

[Tocne perpecca coxpaHsieTcsl THIEPIUTMEHTALINS, PELIUANB BO3HUKAET B TOM

xe mecte (Pichler, 2007; Bolognia u coasr., 2018).

3. Ypmuxapnaa nexapcmeennas peaxyus

OCHOBHBIM TPUHIMUIIOM JICYEHUS YPTUKAPHOM JIEKAPCTBEHHOM peakiuu
SBIIICTCS HEMEJIEHHAas OTMEHa MPUYMHHOrO mperapaTta. B OGONbIIMHCTBE ClydaeB
ATOrO AOCTATOYHO JUIsl KYIUPOBAHHS CUMIITOMOB.

IIpu 7n€rkol WU30JMPOBAHHOW YPTUKAPUM HA3HAYAOTCS AHTUTMCTAMHUHHBIE
npenapatsl Il mokosieHus B CTaHAAPTHOMN TEparieBTUIECKOM J103€; MPU HEOOXOAMMOCTH
JOIyCKaeTcsl €€ yBEIUYEHUE B COOTBETCTBUU C KIMHUYECKUMH PEKOMEHIALMSIMHU.
JlaHHbple  CpelncTBa  YMEHBINAIOT  BBIPAKEHHOCTh  3yJa M COKpAILAT
MPOJIOTKUTETBHOCTD BBICHITIAHUM.
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IIpy coueraHnn ypTHUKapud C AHTCMOOTEKOM IIOKa3aHO NPUMEHEHUE
AHTUTMCTAMUHHBIX TPErnapaToB B KOMOMHAIMM C KpPAaTKOBPEMEHHBIM KypCOM
CUCTEMHBIX  TJIFOKOKOPTUKOCTEPOHJIOB JUTSL MO/IABJICHHUS BBIPAKEHHOTO
BOCHAJIMTEILHOI'O KOMIIOHEHTA U TPO(HIIAKTUKY TPOTPECCUPOBAHUS OTEKA.

[Ipy pa3BUTMM TNPU3HAKOB CHCTEMHOW aHA(UIAKTHUYECKOW peaKIuu
(rumoTteH3us, OpPOHXOCIAa3M, JIAPUHTOCIIAa3M) TpeOyeTcsl HEOTJIOXKHas Tepamnus ¢
BHYTPUMBILIEYHBIM BBeJeHHEM aapeHanuHa B pgo3e 0,3-0,5 Mr, npoBeneHnem
MH(Y3MOHHOM Tepanuu U 00s13aTeIbHON roCIUTAIN3aMeN TallMeHTa.

B GonpmmHCTBE ciiydaeB JIeKapCTBEHHAs YPTUKAPHUS KyITUPYETCs B TeUeHUE 24—
72 4acoB nocie OTMEeHHI npenapata. ClielyeT yUuTbIBaTh, YTO [IOBTOPHAsS 3KCIO3ULIUS
IPUYUHHOTO JIEKAPCTBEHHOT'O CPEJICTBA 3HAUUTEIHHO MOBBIIIAET PUCK O0JIee TSHKETON
cucremnol peakmuu (Khan, 2012; Habif, 2016; Owen & Jones, 2021).

4. Bynnésuvie nekapcmeenuvie peakyuu 6e3 HeKpoau3sa

JledeHue OysUIE3HBIX JIEKAPCTBEHHBIX PeaKUnii 0€3 MPU3HAKOB AUACPMAILHOTO
HEKPOJIM3a TAKKE OCHOBBIBAETCS Ha HEMEIJIEHHON OTMEHE MPUYMHHOIO Mpenapara.

[Ipu noxkanu3oBaHHBIX (opMax TMOKa3aHO NPUMEHEHUE TONMUYECKUX
[IIFOKOKOPTUKOCTEPOUOB BHICOKOW aKTMBHOCTH, aCENTUYECKOE BEJIEHUE Iy3bIpei U
UX aKKypaTHasi 00paboTKa aHTUCENITUYECKUMHU cpecTBaMU. KpyrHble HanpsKEHHbIE
Ny3bIpd MOTYT OBITh OCTOPOXHO BCKPBITHI C COXPAHEHHEM MOKPBIIIKH IS
peIoTBpaIeHUs] THOUIIUPOBAHUS.

IIpu BBIPa)KEHHOM BOCHAJIUTEIBHOM MPOLECCE JOIYCKAETCS] KpPATKOBPEMEHHOE
HA3HAYEHUE CUCTEMHBIX NIFOKOKOPTUKOCTEPOUIOB.

lNocrivranu3anysi MNoOKa3aHa IpPU HAJIWYWMK JUArHOCTUYECKUX COMHEHMHI B
oTHomieHUM cuHapoma CrtuBeHca—/[KOHCOHA WM TOKCHYECKOrO 3IMUAEPMAIBHOIO
HEKpOJIM3a, NPH MPOrPECCHPOBAHUM KOXKHOTO IIpoliecca JMOO MpH BOBJIEUEHUU
CIIM3UCTBIX 000JI0YEK.

B otnunuune ot Tsox€nbix koxkHbIX peakiuid (SCAR), nanasie GopMbl HE TPEOYIOT
IIPOBE/ICHUSI MHTEHCUBHOW Teparuy 1o MpUHIMNaM BeAeHus nauueHtoB ¢ SJS/TEN.
[Ipu cBoeBpeMEHHOW OTMEHE Mpenapara MPOrHO3, Kak IMPaBUIIO, OJArompuUsTHBINA
(Bolognia u coart., 2018; Owen & Jones, 2021).

Obwue npunyunvt eederus CADR 3TO mToOJHAas OTMEHa I10JI03PEBAEMOTO
npenapara, u30eraHue NEPEKPECTHO-PEAKTUBHBIX CPEJICTB, JOKYMEHTHPOBAHHE
aUIepruM B MEIMLIHMHCKOM KapTe, NpU TOKENBIX PEAKUUAX — KOHCYJIbTALHs
ajuteprosora. [loBTopHOEe Ha3HAUEHHUE MpenapaTa IPOTUBOIIOKA3aHO

84. Cunapom  CruBenca—/I:koncona (SJS) M ToKcHYeCKMi
anuaepMaJbHbii HeKpoJu3 (TEN)

Cunnpom CruBenca—/[)xoncona (SJS) u Tokcuueckuii >mnuaAEpMaIbHBIN
Hekponu3 (TEN) oTHOcATCS K TSDKENBIM JIEKapCTBEHHO-UHIYITUPOBAHHBIM KOMKHBIM
peakmmsim (severe cutaneous adverse reactions, SCAR) m paccMaTpuBaroTcs Kak

Pa3IUYHBIC TIO TSHKECTH (hOPMBI €IMHOTO MAaTOIOrHIeckoro crekTpa (Roujeau & Stern,
1994; Harr & French, 2010).

8.4.1. Imuonozua
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B nopasnsroriem 6omnbimuHeTBe cay4daeB (10 80-90%) 3aboneBaHue CBA3aHO C
npuéMoM JieKapcTBeHHBIX mpenapaToB (Roujeau & Stern, 1994; Mockenhaupt, 2014).

HawnGonee 3HaumMble Mpenaparbl-TPUITEPBl — OTO MPOTHUBOCYAOPOKHBIE
CpencTBa (kapOamasenuH, JaMOTPHUKHH, (eHuTOouH), AJJTOIY pUHOJI,
cynbbanmwiamuabl, [-naktamuble aHTUOMOTHKH, HIIBC (0ocoOeHHO OKCcHKaMmbl),
HEKOTOPBIE aHTUPETPOBUPYCHBIC MPETIAPATHI.

Nudexnmonnsie ¢GakTopbl BCTPEUAIOTCS 3HAYUTEIBLHO PEXE W HE HIPAIOT
BeIyIlel poiy, B OTIUYHE OT MHOTO(OpPMHOI sKkccyaaTuBHOM sputembl (Bolognia u
coanT., 2018; Schneider & Cohen, 2017).

HecMoTpst Ha mmpokoe NmpuMEeHeHue JeKapCTBeHHbIX mpenapatoB, SIS/TEN
pa3BUBAETCSA JUIIb y OTPAHUYCHHOTO YHCIA MAIMeHTOB. JTO OOBICHAETCS
COBOKYITHOCTHhI0 UMMYHOTE€HETUYECKUX U UMMYHOJIOTUYECKHUX (haKTOPOB.

1. p-i-xonyenyus (pharmacological interaction with immune receptors). B psine
CIly4aeB JIEKapCTBEHHBIN Mpemnapar He TpeOyeT Kiaccuueckoi cencuOmnmuzanuu. OH
CIOCOOEH HampsMyro B3auMmojeiicTBoBath ¢ T-kierounsiM penentopom (TCR) wmm
monekyinamu HLA, BbI3bIBasi HEMEJIEHHYIO aKTUBALMIO HUTOTOKCHYeckux CD8" T-
JIUM(OLUTOB.

Takoli MexaHHM3M MOJYYWI Ha3BaHHE P-I-KOHIICTIUH. Pe3ynbTaToM SBISETCS
OJIHOBPEMEHHAs aKTHBAIMsl OOJBLIOTO MyJa IUTOTOKCHYECKUX T-KIETOK, KOTOphIE
obicTpo mepexoraT B addexropubiit pexxum (Mockenhaupt, 2014; Harr & French,
2010).

2. HLA-npeopacnonoocennocmeo. I'eHeTHUECKAS IPEAPACTIONOKEHHOCTh UTPACT
KIoueBylo poiib. Omnpenenéunple HLA-amnenm cmocoOHbl 6onee 3hPeKTHBHO
MPE3EHTUPOBATH JICKAPCTBEHHBIN AHTUTEH, YTO MPUBOJUT K runepaktupanuu CD8" T-
KJIETOK.

OTO OOBACHSET UHAUBUAYATbHBIA PUCK, STHUYECKHUE PA3INUMsl, BHE3AMTHOCTh
peakiuu mpu nepom npuéme npemnapara (Chung u coanr., 2008; Mockenhaupt, 2014).

3. Humoxunosas cpeoa u ponv IL-15. Ilpu TEN BbIsSBISIETCS 3HAUUTEIHHOE
noBeiieHue ypoBHs IL-15, a taxxe [FN-y u TNF-a. IL-15 ycunuBaer BbDKHUBaHHE
CD8" T-kneTok, HKCIPECCUI0 TpaHyJM3MHA W YCTOMYHMBOCTH IIMTOTOKCHYECKOIO
otBeta. @aktuuecku IL-15 paccmaTpuBaeTcs Kak KJIHOYEBOW YCUIIUTENb ITPaHyJIM3UH-
onocpeaoBanHoro nospexaenus npu TEN (Harr & French, 2010; Chung u coasr.,
2008).

4. Knonanvnas sxcnancus «azpeccuéHvixy T-kiemox. AKTUBUPYIOTCS HE BCE
CD8" numdoruTel, a omnpeneneHHbIE KIOHBI, XapaKTEPU3YIOMIHECS BBICOKOM
skcripeccuerd  FasL, rpanymmsuna, nepdopura u rpamsuma B. OTum  kietku
UHOUIBTPUPYIOT KOXKY, M SIUJIEPMHUC CTAHOBUTCS CBOETO POJa «PE3EPBYapOM»»
uToToKcHMueckux meauaropoB (Chung u coast., 2008).

5. Ilomepsa pecynamopnoco koumpo.isi. B HOpME IUTOTOKCUYECKHM OTBET
orpaHnuyuBaeTcs peryiastopasiMu Mexanuzmamu (T-reg, IL-10, TGF-B). IIpu TEN
TOPMO3HBIE CUTHAJIbI CHUXKEHBI, YTO MPUBOJUT K MPOJAOJKEHUIO alloNnTo3a JIaxke mpu
CHIKEHUM aHTUTECHHON CTUMYJISILIUM.

6. Cucmemnocms npoyecca. JIekapcTBO LHMPKYJIUPYET B KPOBU, MMMYHHas
aKTUBALUSI MPOUCXOJUT CHUHXPOHHO W TeHepaln3oBaHHO.IloaTOMYy TpaHylu3uH U
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JPyTHe ITUTOTOKCHYECKNE MEANATOPHI BBIJICISIOTCS HE JTIOKAJIbHO, a T Py3HO, UYTO U
00BSICHSIET MACCUBHBIN 3IUJIEPMATIbHBIA HEKPOJIN3.

8.4.2. Ilamozenes

SJS/TEN pe/ICTaBIsAET co0oit T-KJI€TOYHO-0MOCPEIOBAHHYIO
IIUTOTOKCUYECKYI0 peaknuio [V THIa TUrepdyBCTBUTEIBHOCTH, MPUBOIAIIYIO K
MaccuBHOM rrbenu kepatunonuToB (Harr & French, 2010; Mockenhaupt, 2014).

1. Axmusayus yumomoxcuyeckux T-rumgoyumos. JlekapcTBEeHHbIN Mpenapar
WIM €ro peakTUBHBIA MeTabonuT B3aumojerctByer ¢ HLA-monekynamu, popmupys
UMMYHOTEHHBIN KOMIUIEKC. JT0 NMpUBOAUT K akTuBanuu CD8* nurotokcuyeckux T-
JUM(GOIUTOB, KOTOPhIE HUHPWIBTPUPYIOT DSNHACPMUC W HUHIAYIHUPYIOT aromnTo3
kepatuHonuToB (Roujeau & Stern, 1994; Harr & French, 2010).

2. llepghopun—epanzumnsiii mexanuzm. CD8* T-kimetkn u NK-KIETKH BBIICISIOT
neppopun (dbopmupoBanue mop B MemOpane), rpaH3uM B (akTuBainus kacmas),
TpaHyJIN31H.

['panynu3uH mnOpu3HaH  KIIOYEBBIM  MEAMATOPOM  MACCUBHOM  rubenu
kepatuHouToB npu SIS/TEN (Chung u coasrt., 2008).

3. Fas—FasL-zasucumviti nyms. Y mnamumentoB ¢ SJS/TEN BwisBisieTcs
IIOBBILLICHHBIN YPOBEHb pacTBOpuMOro Fas-muranma, Kotopeii cBsa3biBacTcsa ¢ Fas-
penenTopaMu KepaTUHOIIMTOB, aKTUBUPYSI Kacla3HbIi Kackas arnonro3a (Abe u coasT.,
2003).

PesynbraToM yKa3aHHBIX MEXaHWU3MOB sBIsgeTca AUQGY3HBIH  arnonTo3
KEepaTUHOIIUTOB, TOTAJIbHBIN HEKpO3 AMUEPMICA, dbopmupoBaHue
cyosnunepmanbHol  otcioiiku. Ily3eipp mpu SJS/TEN o6pasyercss BTOpuUYHO,
BCJICAICTBUE TIOJHOM THOENM KEpaTHMHOIMTOB M YTpaThl KU3HECIIOCOOHOCTH BCETO
AMUJIEPMATILHOIO MJIACTA, a HE BCJIEACTBUE PA3PYLICHUS MEXKKIETOYHBIX KOHTAKTOB.

BaxxHo nmoguepkHyTh, uTo akanTosu3 npu SJS/TEN orcyrcTByer. JlecMocOMBI
HE SBJISIOTCS TEPBUYHONW MUIIEHBIO TOBpexaeHusa. OTciolika shnujaepMuca
00yCIJIOBJIEHa HEKpPOJIM30M (MacCOBBIM amonTO30M) KEPaTHHOLIMTOB, B PE3YJbTaTe
Yero SMUJIEPMUC TEPSIET CTPYKTYPHYIO IIEJTOCTHOCTh U OTJACISAETCS OT I€PMbI €TUHBIM
iactoM (Bolognia u coart., 2018; Harr & French, 2010).

Takum oOpazoM, B OTIMUME OT MY3BIpYATKH, TAE My3bIph (GopMmMupyercs
BcoencTBre akantonu3a, npu SJIS/TEN mMeer MecTo TOTadbHBIN SMHACPMaTbHBIN
HEKpoJIn3 0€3 aKaHTOJIH3A.

8.4.3. Knaccugpukauua SJS/TEN no nnowiadou nopaxcenus Koxicu

Knaccudukanus cungpoma CtuBenca—/lxoncona (SJS) um Tokcmyeckoro
snuaepMaiibHoro Hekposimza (TEN) ocHOBaHa Ha IJIoOIIaay OTCIOWKH 3NUIAEpPMHUCA,
BBIp@KEHHOW B MPOIIEHTaX OT oOriei moBepxHocTH Tena (Body Surface Area, BSA).
JIaHHBI KpPUTEpU HMEET NPUHUUIUAIBHOE 3HAYEHHUE JUI1 OLICHKU TSIKECTH
COCTOSIHUSI, TIPOTHO3a U BbIOOpa TakTuku BejeHus (Mockenhaupt, 2014; Bolognia u
coaBT., 2018).

BoienstoT Tpu kauHuYeckue GopMbl:

1. Stevens—Johnson syndrome (SJS). Orciolika amuaepMuca COCTaBIIsIET MEHEES
10% nmoBepXxHOCTH Tena. XapakTepHO 00s13aTEIbHOE TOPAKEHUE CIU3UCTBIX 000JI0UEK
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(kaK paBWIIO, IBYX M OoJiee mokanu3anuii). O0Ias MHTOKCUKAIUS BhIpaKeHa, OJTHAKO
IUIOIIAb KOKHOTO HEKPOJIM3a OIrpaHUYEHA.

2. Overlap SJS/TEN (nepexoonas ¢popma). OTcnoiika dMuepMuca CoCTaBseT
10-30% mnoBepxHocTHu Tena. JanHas popma oTpakaeT KOHTUHYYM MaTOJIOTUYECKOTO
Ipolecca U XapaKTepu3yeTcs HapaCTaHUEM CHUCTEMHOM BOCHIANUTENbHOM peaklnu U
PHUCKA OCIIOKHEHUM.

3. Toxic epidermal necrolysis (TEN). Orcnoiika snuaepmuca mnpessimaet 30%
MOBEPXHOCTH Tena. HaOmiomaercs MacCUBHBIM — HEKpOJIM3  dAIUAEpPMHCA €
dbopmupoBaHreM OOMIMPHBIX YYaCTKOB JEHYIUpoBaHHOW jaepMbl. CocTosiHUE
COITPOBOXKJIAETCS BBIPAXKCHHOM HWHTOKCUKALMEW, PUCKOM CEICHUCA, IOJUOPraHHOU
HEJ0CTaTOYHOCTH U BBICOKOM JIETAJIbHOCTBIO.

CrnenyeT mMoaYepKHYTh, UTO yKa3aHHbIE (DOPMBI MPEACTABISAIOT COOOM eaUMHBIN
[ATOJIOTUYECKUI  CHEKTp, pa3jIMYalolIUiCs CTENEHbI0  PacupoCTPaHEHHOCTH
AMUACPMAIBHOTO HEKPOJIM3a, HO UMEIIIHUNA CXOJHbIE WMMYHONATOT€HETUYECKUE
mexanu3Mbl (Mockenhaupt, 2014; Harr & French, 2010).

8.4.4. Knunuuecxkasa kapmuna

3a0oneBaHME HAuYMHAETCI OCTPO M, KakK MpaBUJIO, MPEALIECTBYETCS
IPOJPOMAIIBHBIM MIEPUOJIOM  MPOJIOJDKUTEIBHOCTBI0 1—3  [IHA, HalNOMHUHAIOIIUM
BUPYCHYI0 HUH(QEKLHIO. BBICOKAs JMXOpPaJKa, BbIpaXKEHHas cJIa00CTh, MHUAJITHUH,
rojioBHas 00k, 00JIb B rOpJie, HHOT/AA Kalllelb U KOHbIOHKTHUBHT.

[IponpoMalibHBIN  MEpUOA  HMMEET Ba)XHOE JIMArHOCTHMYECKOE 3HAYECHUE,
IIOCKOJIBKY HEPEAKO IMPEALIECTBYET MACCUBHOMY IOPAKEHHUIO KOXKU M CIU3HUCTBIX
000JI0Y€K.

KoxHble mnposBieHus pa3uBarorca OblcTpo. [losBisiercss Oosie3HEHHas
sputemMa, Ha (OoHE KOTOPO (HOPMUPYIOTCS aTUMUYHBIE MUIIICHEBUIHBIC SJIEMEHTHI C
HEYETKMMHU TPaHUIAMU U CKIIOHHOCTBIO K CIUAHMIO. B oTinune oT MHOTO(OpMHOI
AKCCYJAaTUBHON SPUTEMBI, KJIacCCHYECKUE «TpEX30HHbIe» MuieHu s SJS/TEN
HEXapaKTEePHBI.

B nanbHeiiiieM BOZHUKAIOT: BSUIbIE ITy3bIPH, OBICTPO (POPMUPYIOIIHMECS YUACTKU
SNUAEPMAIBHOIO  HEKpOJu3a, OOMIMpHBIE  30HBI  OTCIOMKM  SIUAEPMHUCA,
HOJIOKUTENbHBIM  cuMOTOM  Hukonbckoro — (cMenieHue — snujepMuca  IOpu
HE3HAYNTEIbHOM MEXAaHMYECKOM BO3/IEVCTBUN).

Koxa craHoBUTCS pe3KO OOJE3HEHHOM; HEpPEeIKO MalMeHThl OTMEYaloT
BBIPAKEHHYIO TUIIEPECTE3UIO €IIE A0 MOSABIECHUS OTCIONKH.

[lopaxxeHHe CIM3UCTBIX O00OJOYEK HAOMIOAAETCS MPAKTUYECKH Yy BCEX
NAlMEHTOB M YacTO MPEAUIECTBYET KOXHBIM H3MeHeHusiM. Haubonee wyacto
BOBJICKAIOTCS: CIM3MUCTas MOJOCTU pTa (3PO3HUH, TeMOpparnueckrue KOpKH Ha ryoax),
KOHBIOHKTUBAa  (KOHBIOHKTUBHUT, 3pO3UHM, pPHUCK pyOLEBaHUs), TE€HUTAIUU
(Oose3HEeHHBIE PO3UN), peIKE — CIU3UCTAs abixaTenbHbIX myTeit u JKKT.

I[Ipu TEN dopmupyeTcss oOmmpHas OTCIONKa 3MHAEPMHUCA, CO3HArOIIas
KJIIMHUYECKYIO KapTHHY, cX0JHYyt0 c oxxoroM II crenenu. Ilorepst koxHoro Gapbepa
IPUBOJUT K MACCUBHOM MOTEPE KUIKOCTH, JIEKTPOJIUTHBIM HAPYIIEHUSAM, BHICOKOMY
pucky MHQEKIMOHHbIX ocnoxHeHud u cencuca (Habif, 2016; Schneider & Cohen,
2017; Harr & French, 2010).
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Takxum o6pazom, SJS/TEN npencrapiser co00il KU3HEYTPOKAIOIIEE COCTOSTHUE
C CHCTEMHBIM XapaKTepOM TMOPAKCHUS, TJ€ KOXXHBIE TPOSBICHUS SIBISIOTCS
OTpaX€HUEM TIIyOMHHOTO HMMYHOIIATOJIOTHYECKOTO TMPOoIlecca.

8.4.5. /luacnocmuka

Huarno3 SJS/TEN ycranaBnuBaeTCsi HA OCHOBAHMM KJIMHUYECKOW KapTHHBI,
aHaMHe3a JIEKapCTBEHHOTO BO3JEHCTBUS M TOJITBEPKAAETCS THUCTOJIOTHYECKUM
uccienoBanueM. 3a00JieBaHUE OTHOCUTCS K HEOTJIOKHBIM COCTOSIHUSIM U TpeOyer
HEMEJJICHHOU OIIEHKU TSXKECTH.

1. Knunuueckas ouaenocmuxa. KIIMHUYECKUM AWArHO3 MpeJrionaraeTcsl Mmpu
HaJU4YUU CJIEAYIOIMX NPU3HAKOB OCTPOE HAYAJIO C MPOAPOMAJIBHBIM IEPUOJOM
(Tuxopanka, MHANTHH, OO0JIbL B TOpiie), OOJE3HEHHass JpUTeMa C OBICTPHIM
MpPOrpEeCCUPOBAHUEM, ATUIIMYHBIE MHUIICHEBUHBIE AJIEMEHTHI, BSUIbIE ITy3bIPH,
YYacCTKM HEKpOJu3a U OTCIOMKH »SHUJEPMHUCA, TOJIOKUTEIbHBIA CUMIITOM
Hukonbckoro, o00s3aTebHOE TMOpakK€HUE CIM3HCTBIX obonouek (2 u  Oonee
JoKanu3anui), HeJaBHUU MNpUEéM NOTEHIUAIBHO OIMACHOr0 JIEKAPCTBEHHOTO
npenapara (3a 1-3 Hegenu 10 Hayasa 3a00JIEBaHMs).

Oco0oe 3HaueHHEe MMEET JEeKapCTBEHHbI aHaMHe3. HaumbOonee kputuyeckuii
nepuoja — nepBeie 1-4 Henenu mocie Havdaia HoBoro npenapara (Roujeau & Stern,
1994; Mockenhaupt, 2014).

2. Tucmonoeuueckoe uccneoosanue. buOTCHS KOXHU SBISAETCS BaKHBIM
NOATBEPKAAIOIIUM METOIOM.

Tunuunasie MOpGhOTOrHYecKre MPU3HAKN: MACCUBHBIN alloNTO3 KEPATUHOIIUTOB,
TOTAJIBHBIA ~ HEKPO3 OJOUACPMHCA, CyOdmHuaepMaibHas  OTCIONKA, CKYIHBIN
BOCHIATMTENIbHBIN MHOUILTPAT B IepME, OTCYTCTBHE aKaHTOJIN3A.

KntoueBbIM sIBISI€TCS TOTANBHBIN SMIUACPMAIIbHBIN HEKPOJINU3, 4 HE Pa3pyILICHUE
necMocoM. 1o npuHiunuanbHo otiamyaer SIS/TEN ot myssipuatku (Bolognia u
coaBT., 2018; Harr & French, 2010).

[Ipsimast uMMyHO(DITyOpeCIIeHIIUSI — OTpUIlaTEIbHAS.

3. Jlabopamopnas ouacnocmuka. Cienupuyeckux 1a00paTOPHBIX MapKEPOB HE
CYILIECTBYET, OJIHAKO YAaCTO BBISIBIISIIOTCA: JICMKOLIMTO3 WM JIEMKONIEHUS, TOBBIIIICHHE
C-peakTuBHOrO 0O€jKa, TUNOANEOYMUHEMUS, AIEKTPOIUTHBIC HAPYIICHHUS], IPU3HAKU
MOPaYKEHUS MEYEHU WIH TOYEK.

JlabGopaTopHbI€ MMOKA3aTENIN UCTIONB3YIOTCS MPEXKJIE BCETO ISl OIICHKU TSKECTH
COCTOSIHUSI U MOHUTOPUHTA OCJIOKHEHHUIA.

4. Oyenxa msaoxcecmu — SCORTEN. Jlns mnporHOCTHYECKOW OIEHKHU
npumensiercss mkaia SCORTEN, yuutsiBatomas: Bo3zpact >40 jeT, Hamuuue
3JI0KaY€CTBEHHOT'O0 HOBOOOPA30BaHUsI, YaCTOTY CEPACUHBIX COKpamieHuil >120/muH,
nopaxxenue >10% MmoBEpXHOCTH TeJla, ypOBEHb MOYEBUHBI, TIIFOKO3bI, OMKapOOHAaTa.

KonuuectBo OanmnmoB koppenupyer ¢ JnetanbHocThio (Mockenhaupt, 2014;
Schneider & Cohen, 2017).

8.4.6. /lugphepenyuanvnuan ouaznocmuxa
SJS/TEN neobxonumo nuddepeHunpoBatb ¢ MHOTO(QOPMHON IKCCYyAaTUBHOM
sputeMoil  (HET OOIIMPHOTO HEKPOJW3a), CHUHAPOMOM OLINApPEHHOM KOXHU
(MOBEpXHOCTHOE paCUICIUICHHE, JI€TH, OTCYTCTBYET TOPAXEHUE CIU3UCTHIX),
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My3bIpYaTKOM, OyNIIE3HBIMU  JIEKAPCTBEHHBIMU  pEaKIUsMU  0e3 HEKpoJIn3a,
TOKCUYECKHUM IITOKOM, OOIITUPHBIMU 03KOTaMHU.

8.4.7. J/leuenue

Jleuenne SJS/TEN siBnsieTcs HEOTIOAKHBIM U JJOJKHO MPOBOJAUTHCS B YCIOBUSAX
cranuoHapa, npu TEN — npenmyecTBEHHO B OTICJIEHUU NHTEHCUBHOW TEPAIUU WU
oxxoroBoM ieHtpe (Habif, 2016; Schneider & Cohen, 2017).

Tepanus BKIIOYaET YEThIPE KIIOUEBBIX HAMPABIICHUS:

1. Hemeonennas snumunayusi mpueeepa (00s13amenvHulil 5man)

« Hemennennas orMeHa no103peBaeMoro JeKapcTBEHHOTO CPeICTBa
o Kareropuueckuit 3anper MOBTOPHOrO Ha3HAYCHUS

o HckimoueHue nepekpECTHO-pearupyonmx npenapaTon

o JloKyMeHTHpOBaHHE PEAKI[UU B MEAUIIMHCKON TOKYMEHTALIUN

Pannsis oTMEHA MPUYKUHHOTO Tpernapara siBJseTCs IIaBHBIM HPOTrHOCTUYECKUM
dakropom (Roujeau & Stern, 1994; Mockenhaupt, 2014).

2. ['ocnumanuzayus

o SJS — cranmonapHoe IeUeHne
« Overlap/ TEN — OPUT uim 0:k0roBo€e OTAEICHHE

Benenue mnamueHTta BO MHOTOM AHAQJIOTMYHO JICYEHUIO OOIIMPHBIX 0>KOrOB
(Habif, 2016; Schneider & Cohen, 2017).

3. Ilooodeporcusarowas (bazosas) mepanus — 0CHOBA JleUeHUs.

[Mopnep:xuBaromias Tepamnusi SBISETCA KIIOUYEBHIM W HamOoJiee JTO0Ka3aHHBIM
komrioHeHToM JsedeHus SJS/TEN. HMeHHO anekBaTHO€ WHTCHCHUBHOE BEJICHUE
naryeHTa ONpeAeseT MPorHo3 3a0oeBanus U ypoBeHs JetaabHocTH (Harr & French,
2010; Schneider & Cohen, 2017).

Undys3nonnas Tepanus. YYUThIBasT MAaCCUBHYIO IOTEPIO KHUIKOCTH dYepe3
NOpaXXEHHYIO TOBEPXHOCTh KOXKH, MAIIMEHThI HYKAAI0TCSI B aKTUBHOU MH(DY3MOHHOM
noanaepxkke. I[lpoBonuTcs BBeAEHUE KPHUCTAJUIOUIHBIX PAaCTBOPOB C KOppEKUUEH
TUIOBOJIEMUU M MPOPUIAKTUKON OCTpOM moueyHoil HegoctaroyHocTu. OOsi3aTeneH
JTUHAMUYECKUM KOHTpOJb 3ekTposutoB (Na*, K*, Ca?'), KHUCIOTHO-IIEIOYHOTO
COCTOsIHUS U Auype3a. [Ipu BeipakeHHOM rUNoaIbOyMUHEMUN BO3MOXKHO Ha3HAUYECHUE
anbOyMHUHA 0 MOKa3aHUSM.

Yxon 3a koxkeld. BesieHue KOKHBIX TOKPOBOB OCYIIECTBIISIETCS IO IPUHITUIIAM
aedenust oxoroB. [lopakEéHHbIE y4YacTKM TPeOYIOT AaCENTHYECKOTO yXoja,
WCIIOJIb30BAaHUSI HEAATe3UBHBIX TMOBSI30K W IMajsmer obpabotku. He momyckaercs
arpeccuBHasi MEXaHUYECKas TpaBMaTu3anus. [[puMeHstoTCsl aHTUCENTUKHU 0€3 cCriupTa
U CMATYAOIINE CPEACTBA (IMOJICHTHI) IS MOAIepKaHus OapbepHO (PYHKINU KOXKHU
U YMEHbBIICHHS nuckoMdopTa.

Oo6e36o0muBanme. SJS/TEN  compoBOXTAaIOTCS  BBIPAKEHHBIM  OOJIEBBIM
cuHpoMoM. HaszHauaroTcsi aHabreTHKH, MPEUMYIIECTBEHHO Mapaineramoin. [Ipu
MHTEHCUBHOM 0O0JIM MOKa3aHbl OMUOUIHBIE AHAIBIC€TUKU MOJI KOHTPOJIEM COCTOSHHS
nanueHTa. HectepouaHble NPOTUBOBOCHAIUTENBHBIE IpENapaTbl HEXeJIaTeIbHbI
BBUJY MOTECHIIMAIBHON JIEKAPCTBEHHOW MPOBOKAIIMU U PUCKA YXYIIICHUS COCTOSHUS.
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[Turanue. PexoMeHmyeTcsi paHHEE SHTEpPAIbHOE MUTAHHUE C JIOCTATOYHBIM
colepkaHueM Oeyika I KOMIICHCAIMM KaTabdoJM3Ma M YCKOPEHHUs pereHepanuu
TkaHed. Heo6xoaum KOHTPOJIb OEITKOBOTO U SHEPreTHUECKOro OanaHca.

MexaucuuminHapHoe BejgeHue. O0s3aTeNIbHBIM SIBISETCS YYaCTUE CMEKHBIX
crenuainucToB. ExxeHeBHBIN 0CMOTp 0 TanbMOJIOra HEOOX0AUM ISl TPOPHIIAKTUKA
TSKENBIX  pYOLIOBBIX  OCIOKHEHHMH €O cTOpoHbl 1a3. Ilpu mopaxenuu
YPOT€HUTAIBHBIX CIU3UCTBIX TpeOyeTcsl KOHCYJbTalMs TMHEKOJIOra WJIM YpoJiora.
[Matmentsl ¢ TEN n0iKHBI HAXOAUTHCS 01 HAOIIOAEHUEM PEaHUMATOJIOTA.

Takum 006pa3om, KOMIIEKCHAs TTOIJIEP>KUBAIOIIASI TEPAMHS COCTABIISIET OCHOBY
neuenuss SJS/TEN u Bo MHOrOM ompenensier ucxon 3abonesanus (Harr & French,
2010; Schneider & Cohen, 2017).

4. [lamozenemuueckas cucmemHas mepanus

JIMCKYCCUOHHBIN pa3/ies, OJHAKO COBPEMEHHBIE JJAHHbBIE MO3BOJISIOT BBIIACIUTh
HECKOJIBKO HaIlPaBJICHUM.

['mrokokopTrKocTepouasl. Hanbosiee onpaBaaHbl B paHHUE CPOKU (TiepBbIe 24—
48 gacoB).

MeTtunmnpenan3onon myibsc-tepanusi: 500-1000 mMr/cyT BHyTpuBEeHHO X 3 mHS,
3aTeM ObICTpoe CHIKeHHE J103bl. [lo31Hee Ha3HaueHHe MOXKET IOBBIIIATh PUCK
nHpexuronHsix ocnoxuennit (Habif, 2016; Mockenhaupt, 2014).

Bayrpupennsie umMmyHornoOyiuasl (IVIG). Hasnagarot B no3e 0,4 r/kr/cyT X
3-5 naeit. Mexanusm: 6mokama Fas—FasL-omocpenoBanHoro amonTo3a (Abe et al.,
2003). Haubosee onpasaanst npu TEN u mipu nporpeccupoBanuu Hecmotps Ha ['KC
(Harr & French, 2010).

[uknocnopun. Haznauarot B 1o3e_3—5 mr/kr/cyT. [logaBnser aktuBamuio CD8*
T-xnetok. CHmwkaeT NOPOAYKUMIO TrpaHyau3uHa. Ha cerogHsmHuil  1eHb
paccMaTpUBaEeTCs Kak OJJMH U3 HauboJiee MepcueKTUBHBIX METOA0B NaTOT€HETUYECKOM
tepanuu (Schneider & Cohen, 2017; Mockenhaupt, 2014).

COBpEMEHHBIE NPEACTABIAECHUA O TapretHor Tepanuu. C y4yéTOM KIFOUEBOM
pomu rpanynmmsuHa (Chung et al., 2008) Fas—FasL mytu (Abe et al., 2003),
nuroTokcnueckux CD8* T-kierok uzyuarotcs: aHTu-TNF npenapaTbl, ”HTHOUTOPHI
IL-15, JAK-unru6oropsl. O1HAKO JaHHBIE TTOKA OIPAHUYCHBI.

IIpu SJS/TEN BBDKMBAEMOCTh TAlIMEHTa OMPEACNSICTCS TIPEXKIAE BCETo

KayeCTBOM IMOJJIEPKUBAOIIECH TEpaIii, a HE arpeCCUBHOCTBI0 MMMYHOCYIPECCUU
(Roujeau & Stern, 1994; Schneider & Cohen, 2017).
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TecToBBIC 3a1aHUA

1. AKaHTO/ M3 ABJISETCH BeAYIIMM MeXaHU3MOM IpPH:
A. bynnésnom nemduroune

B. [lem¢uryce Bynbrapaom

C. lepmarure [lropuHra

D. Dnunepmonuse
E. SJS

2. Cy0anuaepMaJibHbIN MY3bIPb XapaKTepPeH JVIs:
A. Ilempuryca nucToBUIHOTO

B. bone3nu [Japse

C. bynnésnoro nempurona

D. IgA-nemduryca

E. BerpstHol ocmibl

3. OcHOBHOI1 aHTUTeH NpH Oy L1E3HOM nemdurounse:
A. DSG3

B. BP180

C. DSC1

D. Konnaren IV

E. ®unarrpun

4. Ilpu repnerupopmuoM aepmature {ropyHra BoisiBJIsIeTC:
A. IgG no 6a3anbHOI MeMOpaHe

B. IgA B cOCOYKOBOM CJI0€ JEPMBI

C. Mexxkierounoe ceeuenue [gG

D. OrcyTrcTBHE UMMYHHBIX JACTIO3UTOB

E. IgM B snimanepmuce

5. JIuneitnoe cBevyenne IgA B10JIb 0a3aJ1bHOI MeMOpPaHbI XapaKTEPHO JISA:
A. IgA-iemduryca

B. JInneunoro IgA-nepmarosa

C. Ilem¢uryca BybrapHoro

D. bone3nu dapbe

E. SJS

6. IIpy TOKCHMYECKOM 3MHUIePMAJIbHOM HEKPOJIU3e BeAyIIUM MeXaHU3MOM
SIBJISCTCH:

A. AKaHTOIHU3

B. IMMyHOKOMIIIEKCHOE BOCHATIEHUE

C. MaccoBblii anionTo3 KepaTUHOLUTOB

D. ®ubpo3 nepmbi

E. I'unepkeparo3
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7. OcHoBHOM npoBouupywomni pakrop SJS/TEN:
A. Crtpecc

B. Ayroanturena

C. JlekapcTBEHHBIE TpENApaThI

D. legumut Butamuna D

E. TpaBma

8. Ilpu Gosie3nn [Japbe BbISIBJASIETCS MyTAIUS:
A. ATP2A2

B. ATP2C1

C.COL7A1

D. DSG3

E. BP230

9. boJsie3nb Xelsin—XeJid CBsI3aHAa ¢ MyTallMe:
A. ATP2A2

B. ATP2C1

C.COL17Al

D. DSC3

E. LAMA3

10. IncTpoduydecknii 3nuaepMoJn3 CBA3aH € 1e(eKToM:
A. Jlecmornenna

B. Komnarena VII

C. BP180

D. ®unarrpuna

E. Dnactuna

11. HanpsizkéHHble My3bIpH Yalle XapaKTepHbI 1JIA:
A. [lemduryca

B. Bymnésnoro nemdurounaa

C. bone3nu lapse

D. BerpsiHO# OCIIBI

E. Umneruro

12. MexkiaeTouHoe «ceTuaToe» cBevenue IgG xapakrepHo 1is:
A. llempuryca

B. I[lemdurounna

C. Hropunra

D. Dnuaepmonusa

E. TEN

13. Ilpu IgA-nemduryce Mop(o10ru4ecKu BbIsIBIASIOTCH:
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A. DoszuHO(uIbHBIE HHOUITBTPATHI
B. HeiirpodunbHbie MEKPOAOCIIECCHI
C. I'panyniémbl

D. ®ubpo3

E. Hekpo3 nepmsl

14. OcHOBHOII MeTOX MOATBEPKACHUS AYTOMMMYHHOI'0 Iy3LIPHOI0 A€pPMAaTO3a:
A. JlepmaTockonus

B. IIIIP

C. Ilpsmas uMMYHO(ITYOPECIICHITUS

D. baknoces

E.KT

15. IIy3bIpb 00J1ee S MM Ha3bIBaETCH:
A. Besukyna

B. bynna

C. Ilanyna

D. V3en

E. IIyctyna

16. CumnTom HHKOJIBCKOTr0 MOJI0KUTEICH NIPH:
A. bynnésnom nemduroune

B. Ilemduryce

C. Dnupepmoinnse

D. Umneturo

E. lropunre

17. OcHoBHasI Tepanus TAKEIOro nempuryca:
A. AHTHOHOTHKH

B. ['TIOKOKOPTUKOCTEPOU I

C. AHTUTHCTaMUHHBIE

D. Butamunsl

E. HIIBC

18. Purykcuma0 Bo3aeiicTByeT Ha:
A. T-mumdountsl

B. Heitrpoduis

C. B-mumdornuter (CD20)

D. Makpodaru

E. KepatnHonuuTsl

19. I'panyasipabie Aeno3uThl IgA B cocoUKax AepMbl XapaKTEePHbI AJI5:
A. [lemduryca
B. Ilem¢urounna
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C. lepmatuta /{ropunra
D. bone3nu {apbe
E. TEN

20. IIpy uHGpEeKUMOHHBIX MY3bIPHBIX IEPMATO3aX Yalle HA0II0AAI0TCH:
A. Ayroanturena k DSG

B. bakTepruanbHble TOKCUHBI

C. 1gG4

D. KomnnnarenoBsie eexTs

E. UMMyHOKOMIIJIEKCBI

21. Byn1é3Hoe MMIIETUTO BbI3LIBACTCS:
A. CTpenToKOKKOM

B. Cradunokokkom

C. HSV

D.vzVv

E. Candida

22. Berpsinasi ocnia BbI3bIBa€TCSA:
A. HSV-1

B.VzV

C.CMV

D. EBV

E. HPV

23. I'epniec 30cTep ABJAETCH peaKTHBALMECH:
A. HSV-2

B.VvzV

C.CMV

D. Adenovirus

E. Parvovirus

24. UMMYHOKOMILIEKCHBIE IePMAaTO3bl XapaKTepU3YITCH:
A. JluneiinbiM cBeueHueM IgG

B. I'panynsipHbIMM UMMYHHBIMHA J€NIO3UTaMU

C. OrcyTcTBHEM BOCHATICHUS

D. AkanTonuzom

E. Hexkpo3om nepmsl

25. lna SJS xapakTepHO nopakeHue:
A. TonbKo KOXH

B. Tonpko ciusucThix

C. Koxu u cnmm3ucTeix
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D. Toapko nagonen
E. TobKO BOJIOCUCTOM YaCTH I'OJIOBEI

26. IIpu TEN nuiomaab nopaxeHusi KO’H COCTABJISACT:
A. <10%

B. 10-20%

C. >30%

D. 5%

E. 15%

27. OcHoBHAasl HeJIb MHAYKIMOHHON Tepanum:
A. CHuxeHue Beca

B. JlocTmxeHne KIMHUYECKOTO KOHTPOJIS

C. IloBeiuienue IgE

D. ®opmupoBanue pyoua

E. YBenuueHne TuTpa aHTUTEN

28. lIpu nurensHoit Tepanuu I'KC Heo0XoauM KOHTPOJIb:
A. I'mukemun

B. LIBeTa Koxu

C. Bonoc

D. PoauHok

E. IlurmenTanuu

29. llepuiie3anoHaIbHAsA OMONCHUS BHINOJHSAETCS:
A. U3 nenTpa my3bips

B. Ha paccrositnun 3—5 MM OT ouara

C. U3 pyOua

D. U3 nycrybl

E. U3 Hekposa

30. HacaeancrBeHHbIe (OPMBI MY3bIPHBIX 1€PMAaTO30B 00YCJI0BJIEHbI:
A. AyToaHTUTENTaMHU

B. I'eneTnueckuMu MyTalusiMu CTPYKTYPHBIX OCJIKOB

C. JlekapcTBaMu

D. Bupy

[TpaBunbHBIC OTBETH: 1-B, 2-C, 3-B, 4-B, 5-B, 6-C, 7-C, 8-A, 9-B, 10-B, 11-B,
12-A, 13-B, 14-C, 15-B, 16-B, 17-B, 18-C, 19-C, 20-B, 21-B, 22-B, 23-B, 24—
B, 25-C, 26-C, 27-B, 28-A, 29-B, 30-B

CutyalMoOHHbBIE 33141
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3agaua 1. AKAHTOJMTHYECKHH 1€pMAaTO3
Kenmuna 46 net xxamyercst Ha 00JIE3HEHHBIE YPO3UU B MTOJIOCTH PTA B TeUEHUE 3
MecsiteB. [103:xe NosIBUIUCH BsUTbIE IMy3bIPU HA KOXKE TYJIOBHUILA, OBICTPO
BCKpBIBAIOIIIKECS ¢ 00pa3oBaHUEM OOMPHBIX 3po3uid. CumnToM Hukosibckoro
MTOJIOKUTEIbHBIN.
['ucTonornvecku — cynpabdazaabHbIN My3bIP, «Psl TPOOHUILD.
[TN® — mexkierounoe ceeuenue 1gG B anuaepmuce.
Bonpocor:

1. Tlpenmnonaraemselii Auar€o3?

2. OCHOBHOM ayTOAHTUTEH?

3. Ilpenapat nepBoi TUHUU?

4. TlokazaHus K OMOJIOTMYECKON Tepanuu?

3agaua 2. Cy03nuaepmMaibHbIi ayTOUMMYHHBIIH 1epMaTo3
My>xuuHa 72 €T 0OTMEYaeT MOSABICHUE HAIPSKEHHBIX ITy3bIPEN HA KOXKE KUBOTA U
KOHEYHOCTEW, BBIPAKEHHBIN 3y 1. CIIM3NUCThIE NHTAKTHBI.
['ucronorust — cy03nuiepManbHbINA My3bIp.
[IN® — nuneiinoe cBeuenne 1gG u C3 Baosb 0azanbHON MEMOpaHHI.
Bonpocobr:
1. HaubGonee BeposATHBIN quar€os3?
2. OCHOBHbBIC AaHTUTECHBI-MUIIIEHHU?
3. Uewm otnmuaercs ot nempuryca Mophoaorudecku’?
4. Bo3MmokHasi cTapToBasi Tepamnusi?

3apauya 3. UMMYHOKOMILIEKCHBI JepMaTo3
My>xurHa 28 1eT NpeIbsABIsLeT Kano0bl HA UHTEHCUBHBIN 3yl U CTPYNIIUPOBAHHbBIE
BE3UKYJIbl HA pa3ru0aTeIbHbIX MOBEPXHOCTAX JIOKTEH U KOJIEHEH.
[IN®D — rpanynspHbIE OTIIOKEHUS [gA B COCOYKOBOM CIJIOE JEPMBI.
Bonpocsr:
1. JImaruos?
2. C xakuMm 3a00JIeBaHHEM KUIIICYHUKA MOXKET OBITh aCCOIMUPOBAH?
3. OcHOBHOM mIpenapar Je4eHus ?
4. Kakoit ummyHornoOynuH BeisiBisieTcs npu [TUD?

3anaua 4. HacjeacTBeHHBbIi JepMaTo3
PebGEnOK ¢ poKIeHUsI UMEET My3bIpU Ha KOXKE MOCIe MUHUMAaIbHOU TpaBMbl. B
poLecce 3AKUBICHUS] POPMUPYIOTCS PYOIIbI U MIJIUYMBI.
CeMeiiHbIi aHAMHE3 OTSTOILEH.
['eneTndeckoe ucciaeaoBanue BeisiBuiIo MyTaruio COL7AT.
Bonpocsbr:
1. JImarnos?
2. Kakoli CTpyKTypHBIi 0eoK HapyIIieH?
3. Ha kakom ypoBHEe (hopMHUpyeTCs My3bIph?
4. TlpuHuuMbl BeaeHus nanuenTa’?
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3agauya 5. Toxkcuko-ajiepruyeckuii CHHIAPOM

Kenmmna 35 ner uepe3 10 queit nocie npuéma aHTUOMOTHUKA OTMETHIIA OBBILIEHUE
TEMIIEPATYPhbI, MOSIBJICHUE OOJIE3HEHHBIX MSATEH, 3aTEM IMTYy3bIPU U OTCIOUKY
snuaepmuca. [lopaxeno okono 35% noeepxHocTr Koxku. MIMerorces 3po3un Ha
CIIM3UCTBIX 000I0YKAX.

Bomnpocsr:

1. Haubonee BeposATHBIN quar€os3?

2. OCHOBHOM NATOT€HETUYECKUI MEXaHU3M?

3. Kakue MeponpusTvs T0KHBI OBITH TPOBEICHB HEMEIJIEHHO?

4. B xakoM OTIEJIEHHUH JOJIKEH JI€UYUTHCS NalUEeHT?

3anaya 6. UndekunoHHbIH My3bIPHBbIIl 1epMaTO3

PeGénok 4 ner. Ha xoxe TynoBuIlla — BsUJIbIE MOBEPXHOCTHBIE MY3bIPU C MYyTHBIM
COJZIEPKUMBIM, OBICTPO BCKPBIBAIOTCS, 00pa3ys 3p03UHU C MEAOBO-KENTHIMA KOPKAMH.
OO611ee coCTOSIHUE YIOBIETBOPUTEIBHOE.

Bomnpocsr:

1. Tlpennonaraemsblii Auar{o3?

2. Boz0Oyaurens?

3. Mexanusm oOpa3oBaHus My3bIps?

4. OcHoBHas Tepanus?
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I'noccapuit

|. Mopdoaorus u natromopdgo.iorus

AxkanTosm3 (acantholysis) — yTpara MEXKIETOYHOM aAre3uu MEXKIY
KEpaTUHOIIUTAMU  BCJIEACTBUE  NOBPEXKJEHHUA  JI€CMOCOM,  MpUBOJALIAS K
(GbOpMUPOBAHUIO BHYTPUITTUAEPMATIHLHOTO MY3bIPS.

AKaAHTOJIUTHYECKAS KJETKA — OKPYIJIbIM KEPATUHOLMUT C TUIEPXPOMHBIM
AIPOM M y3KUM OOOJKOM IIUTOIJIa3Mbl, BBISABJISIEMBIH MPH IUTOJIOTUUECKOM
uccieaoBanuu (kietka Tiianka).

ANONTO3 KePaTHHOUMTOB — TMpOorpaMMHpyemasi KJIeTOouHas THOenb,
Y4acTBYIOIIAasi B TMATOI€HE3€ TOKCUKO-aJUIEPTUUECKUX Iy3bIPHBIX CHHJIIPOMOB
(SJS/TEN).

Byana (bulla) — nonocTHOM 35eMeHT AuameTpoM Oosee 5 MM, 3aMOJIHCHHBIN
CEpPO3HBIM, CEPO3HO-TEMOPPATHYECKUM WJIA THOWHBIM COJAECPKUMBIM.

Be3ukyua (vesicula) — Menkuii MoJg0CTHOM 3JIEMEHT TUAMETPOM JI0 5 MM.

BuyTrpusnuaepManbHbIii Ny3bIPpb — IMOJOCTh, (POpMUPYIOIIASCS B Mpeenax
SNHUIEPMHUCA IPU AKAHTOJIU3E.

Cy03nuaepMajibHblil My3bIPpb — PACCIOCHUE KOXKU HIKE SIHUACPMHUCA, HA
YPOBHE I€PMOINUICPMAIBHOTO COCTUHEHHUS.

Cynpa0a3zaabHblii my3bIpb  —  BHYTPUDIIUJCPMAIbHBIA  MY3bIPb,
pacrnoIOKEHHBIN HaJl 6a3aIbHBIM CIIOEM (XapaKTepeH AJid eMpuryca ByJIbrapHoOro).

CyOkopHeabHbI My3bIPb — IY3bIPb, PACHOJIOAKEHHBI HEMOCPEICTBEHHO
I0JT POTOBBIM CJIOEM (XapakTepeH i eMQpuryca JUCTOBHIHOTO).

HNurepdeiicHblil 1epMATUT — BOCHAJIUTEIBHOE MOBPEXKICHUE HA YPOBHE
0a3aIbHOTO CII0S AMUJEPMUCA U IEPMOAUIEPMATILHOTO COSTUHEHMUS.

Psin rpoOHUIl — rucrosornyeckasi KapTuHa COXpPaHEHHOrO 0a3alibHOTO CJOS
npu cynpaba3aibHOM aKaHTOJIU3E.

MuauyM — MelKas KEepaTUHOBash KHCTA, BO3MOXKHAS MPU 3aKUBICHUU
cyOanuaepMalbHbIX My3bIpen.

Ipo3usi — MOBEPXHOCTHHIN AeEKT AnuaepmMuca 0e3 mopaKeHUs JCPMBI.

SA3Ba — rayOokuii 1eheKT KOXKH C BOBJICYEHUEM JEPMBbI.

II. CTpykTypHBI€E 0€JIKH U AHATOMUSA KOKHU

JlecMocoMa — MEXKKIJIETOUHBIA aATre3UBHBIN KOMIUIEKC, OOeCreYrBarOIInn
CLEIUIEHUE KEPATUHOLUTOB.

I'emugecMocoMa — aare3uBHBIN KOMITIEKC, 00€CTICUNBAIOIIHNIA MPUKPETITICHUE
0a3aTbHBIX KEPATUHOIMTOB K 0a3anbHONU MeMOpaHe.

JepmodnuaepmanbHoe coeaunenue (DEJ) — 30ona npukperuieHus
DIIUJIEPMUCA K JEPME.

Hecmoraennnbr (DSG1, DSG3) — Kanbluii-3aBUCUMBIE  KaJIT€pPUHBI,
SIBJISTFOIITECS] OCHOBHBIMU ayTOAHTUTEHAMU TIPH ieMduryce.

Hecvokonaunbl (DSC1-3) — aare3uBHBIE OCITKH JECMOCOM, MHIICHU TPH
IgA-nempuryce.

BP180 (kosunaren XVII tTuna) — tpancMeMOpaHHbBIA O€JI0K TEMUIECMOCOM,
OCHOBHOM aHTUTEH OYyJIE3HOTO IeM(pUronja.

BP230 — BHYTpUKIIETOUHBIN SKOPHBII OETOK T€MHUIECMOCOMBI.
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Koasaren VII Tuma — KOMIOHEHT SIKOPHBIX (puOpWiLI, oOecrednBaromux
CBsI3b 0a3abHON MEeMOpaHbI C JICPMOM.

JlamunuH-332 — wimtoueBoi Oenok 6a3anbHONW MEMOpPaHbI, 00ECTICUHBAIONITUN
aZre3uIo AIUACPMHICA.

KopneonecMocoMbl — CIIEMAIM3UPOBAHHBIC MEKKJICTOYHBIE KOHTAKTHI
POTOBOTO CIIOS.

III. UMmmyHoOnaTorenes

AYTOQHTHTeJIA — aHTUTEJA, HAMPABJICHHBIC TPOTUB COOCTBEHHBIX CTPYKTYP

opraHusma.
1G4 — nonkiiacc UMMYHOTII00YJIMHOB, TTPEO0IaIal0IIHIA MTPU KIACCUYECKOM
nempuryce.
IgA-nempuryc — dbopma nemburyca ¢ MeKKIECTOUHBIM OTIIOKEHUEM [gA.
Kommiement (C3) — KOMIOHEHT CHUCTEMbl BPOXKAEHHOTO HWMMYHUTETA,
BbIsABIsIEMBIN Tipu [T O.
Th2-uMMyHHBIIH OTBEeT — THII WMMYHHOTO OTBETa, CHOCOOCTBYIOIIWI
npoaykuuu [gG4.

Tfh-kaerkn — T-¢domuKynsipHBIe XEMepsl, peryIupyoIme co3peBanne B-
KJIETOK.
T-peryastopusbie kiaetku (Treg) — xierku, moaaepKuBaroue IMMYHHYIO

TOJIEPAHTHOCTb.

p38 MAPK — BHYTPUKIETOYHBIA CUTHAIBHBIA TMYTh, YYacCTBYIOIIUN B
Pa3BUTHUH AKAHTOJIU3A.

Src-kuHa3bl — THPO3UMHKMHA3BI, YYaCTBYIOUIME B HApyIICHUU aAre3uu
KEPaTUHOLIUTOB.

Fcoa-penentop — peuenrop HelTpoduaoB, B3auMoAeHCTBYOIMH C IgA.

NMMyHOKOMILIEKC — KOMIUIEKC AHTHUI€H—aHTHUTENO, OTKJIAJbIBAIOIIUNCA B
TKAHSIX.

IV. Kinnan4yeckue popmbl
Hemduryc Byabrapubiii — Tspxénas ¢popma nemduryca ¢ cynpadazaibHbIM
AKAHTOJIM30M U IIOPAXKEHUEM CIIU3UCTBHIX.

Ilemduryc JucToBUAHBIA — MOBEPXHOCTHAsA (opMa C CyOKOpHEaTbHBIM
AKaHTOJIU30M.

Ceoopeiinblii memguryc (pemphigus erythematosus) — kiIuHHYECKHIA
BapUAHT JINCTOBUTHOTO TieM(uryca.

I[lemduryc BereTHpywImMid — THUNEPIUIACTUYCCKUN BapwaHT mneMduryca
BYJIBI'apHOTO.

I[MapaneonsacTnueckuii nempuryc — TsoKENas ayToMMMyHHas Qopma,

aCCOLIMUPOBAHHAS C OIYyXOJISIMU.

Byané3ublii nempuroun — cyosnmuaepMaibHbIi ayTOMMMYHHBIM JIEpMAaTO3 €
HaIPsHKEHHBIMU 1Ty 3bIPSIMU.

IectaunoHHbIN MeM¢uUron — BapHaHT NMEeM(PHUTronaa, aCCOIMUPOBAHHBIN C
OEpEMEHHOCTHIO.

Jluneiinblii IgA-nepmaTo3 — cyOsnuIepMalbHBIA J1€pMATO3 C JIMHEHHBIM
OTJIOXKEHHEM IgA.
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I'epnerudgopMmublii AepMaTuT JOpUHIra — UMMYHOKOMIUJIEKCHBIM JE€PMATO3,
ACCOLIMMPOBAHHBIN C TJIFOTEHOBOM SHTEPOIIATUEN.

BpoxaéHHblii  My3bIPHBIA JMHMAEPMOJIM3 — HACICACTBEHHAs TIpynna
3a00JieBaHMil ¢ 1epeKTaMu CTPYKTYPHBIX OEJIKOB KOXKH.

Cunapom CruBenca—/[:koHcona (SJS) — THKENBIN TOKCUKO-aJIIEPTUUECKUI
3MKAEPMAaJIbHBIA HEKPO3.

Tokcnueckuii 3muaepmanbublii Hekpoau3 (TEN) — naubonee Tskénas
dbopmMa IeKapCTBEHHOTO MOPAKEHUS KOXKH.

V. JluarHocTuka

Ipsamas nmmyHogpayopecuennusa (IIMP) — meron BBISBICHHS TKaHEBBIX
UMMYHHBIX J€NO3UTOB.

Henpsimass uMmMyHo(1yopecueHuss — METOJI BbISIBJICHHS HUPKYJIUPYIOIIUX

AHTUTE.

NmmyHnopepmenTubiii  aHaau3s (MPA) — KOJWYECTBEHHBIM METON
ONPENEIICHNS Ay TOAHTUTEIL.

Kinerkn ToaHka — aKaHTOJIUTHUYECKHE KJIETKM TIPU LUATOJIOTHYECKOM
VCCIIEJOBAHUH.

Cumntom Hukojgbckoro — ortciolika snuaepMuca 1Tpu  OOKOBOM

MEXaHUYECKOM BO3/ICHCTBUHU.

Cumnrom Acbo-I"an3ena — pacrpocTpaHeHue my3bIps MpU HAJaBIMBAHUN Ha
€ro MOKPBILIKY.

Ilepune3nonanbuasi ouoncuss — 3ab0p MaTepuasna Ha PACCTOSHUU 3—5 MM OT
ouara.

VI. Tepanus

I'mokokopTukocrepouasl (I'KC) — mpenaparsl 1nepBod JIMHMM IIPU
nempuryce.

NHaykumoHHAs Tepanusi — HAYAJIbHBIA 3Tal JICYCHUS, HAIPABIICHHBIM Ha

JIOCTUKEHNE KOHTPOJISI 3a001€BaHUSI.
Koncoaumanus — »tan nocrerieHHoro cHmkeHust 10361 ' KC.

Ioanep:xuBaromasi Tepanusi — MNPUMEHEHUE MUHUMAIbHOW 3((PEeKTUBHOM
JI03bI JJIs IPEIOTBPAILCHUS PELIUINBA.

Crepona-3aBUCUMOCTh — HEBO3MOXHOCTh cHUkeHusi 10361 ['KC 06e3
peuuuBa.

A3aTHONPUH — WMMYHOCYIIPECCHBHBIA Tpenapar, WHrHOUPYIONIUi CHHTE3
IyPUHOB.

Mukodenonara mMoeTwsi — CEICKTHUBHBIH HHTUOUTOP Mpodaudepannu
JTUM(GOITUTOB.

Putykcnmad — MOHOKIIOHaNIbHOE aHTUTENo K CD20, BbI3bIBatOIEe JETIICIUIO
B-xierok.

buonornyeckass Tepanuss — TapreTHOE JIEYEHHE, HAIPaBICHHOE Ha
onpeenEHHbIE 3B€Hb UIMMYHHOT'O OTBETA.
Crepoun-coeperarwouas Tepanus — KOMOUMHaIus I'KC c

MMMYHOCYIIPECCOPaMU JUIsl CHUKEHHSI KYMYJISITUBHOM 10361 TOPMOHOB.
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