®EJEPAJIBHOE I'OCYJAPCTBEHHOE BIO/UKETHOE OBPA3OBATEJIBHOE
YUPEXXJIEHME BBICIIEI'O OBPA3SOBAHNS
«KNPOBCKUI I'OCYJAPCTBEHHbBIN MEJULIMHCKU YHUBEPCUTET»
MUHUCTEPCTBA 3JIPABOOXPAHEHUS POCCUNCKOU ®EJIEPALINN

Ha npasax pykonucu

Jpoxnuaa Mapuanna bopucoBHa

Ioaxoabl K AUArHOCTHKE U TePANMH MY3bIPHBIX A¢PMaTO30B HA IpHUMepe
BYJIbFaPHOM MY3bIPYAaTKH, J00POKAYECTBEHHON CeMEeHHOM MYy3bIPYATKH U

OyJu1e3HOro memM@purounaa

3.1.23. JlepmaToBEHEPOIOTHS

Juccepranus
Ha COUCKAHUE YYEHOU CTENIEHU

AOKTOpa MCAUIIMHCKUX HAYK

Hay4Hblii KOHCYJbTAHT:
JIOKTOpP METUITMHCKHUX HayK, Ipodeccop

Komkun Cepreii Bnagumuposuy

Kupos — 2024



2

OI'JIABJIEHUE
BBEJIEHUE .....ooiniiii ettt ettt ettt et e e e e 5
['JIABA 1. OB30P JIMTEPATYPDL ...ttt 20
1.1. AyTOUMMYHHBIE 1 HEAYTOUMMYHHBIE ITy3BIPHBIC JEPMATO3B ...ceeerrnerrrieeerrranneeees 20
1.2. AYyTOUMMYHHBIE TTY3BIPHBIC JIEPMATOBBL.c...uueiveieeeerauiirteeeeeaniirreeeessnnnnrreeeessssnneeeess 21
1.2.1. AHTHTENA, BBISBIIEMBIE ITIPU Ay TOUMMYHHBIX ITY3BIPHBIX IEPMATO3AX............... 21
1.2.2. I'naBHBIA KOMIUIEKC THCTOCOBMECTUMOCTH U ayTOUMMYHHBIE 3a00JI€BaHUS. ..... 23
1.3. HeayTOMMMYHHBIE ITY3BIPHBIE TEPMATO3BL .....eevveeeeeeiiiireeeeeaninrreeeessannreeeeessnsnnneeess 25
1.4. MuTpasnuiepMaibHble U CyO3UAEPMAIbHBIE Ty3bIPHBIE IE€PMATO3BL................... 26
1.4.1. MaTpasniuAepMAIBHBIC MY3BIPHBIE JEPMATOBB ..eevreeeeeeeereeeeneeerrrrrrerereeaeeeeesenannnnes 26
1.4.1.1. AYTOUMMYHHBIE ITY3BIPUATKH ... ...uvvrreeeeeeerreeeeeeeanrsereeeeessssseeeesssssssesessssssssseees 29
1.4.1.2. JlToOpokayeCcTBEHHAS CEMEHHAS TTY3BIPUATKA.......uvvvrreeeeererrieeeeeennnrreeeeeessnnneeeens 55
1.4.2. CyOoanuaepmanbHble 8y TOUMMYHHBIE ITY3bIPHBIE IEPMATO3BI .....eeeenveeeernneeeannse. 66
1.4.2.1. BYJIE3HBIA IIEMMUTOMT........eeeeevreeeeerieeeereeeeesereeeeesreeessssseeessssaeessssseeesnssseeennnns 66
1.5. JlnarHoCTHKa ayTOUMMYHHBIX ITY3BIPHBIX JEPMATOB0B ...ceeeuevreeerereeeenirreeesnreeeennnns 75
1.5.1. AHTUTEH-CIETTUDUIECKUE CEPOTOTHUCCKUE AHAIIUBBI ...vveenevreenereennrreennreeeereennnnas 78

1.5.2. PexomOuHaHTHBIE MOHOCTIETIM(PUIECKHE CyOCTPaThI, UCIIOJIB3yEeMbIC
B PEAKIIUU HETIPSIMON UMMYHO(ITFOOPECIICHIIHM ......vveeenerreenereennreeeneeessreesnseeensseesseeennes 78

1.5.3. Muoronapamerpuueckuit Mozanunblii BIOCHIP B peakuuu

HEMPSAMON HMMYHOMITFOOPECIICHIIMM ....e.vvvveenereeenreeenreeenseessreesnseesnsseesseeessseesssseesnseeennns 79
1.5.4. VIMMYHOMEPMEHTHBIC TECTBI ...ecceuvvreeererreeeeereeeeaereeeasnseeessssseessssseeesssssesessssseesnnnes 81
1.5.4.1. MHoromapamMeTpuIeCKiuil HMMYHO(DEPMEHTHBIM AHATH3 ........vvveeeerreeeenereeeennnes 82
1.5.5. VIMMYHOOITOTHHT .....eeceivviieeitieeeeiireeeesireeeessseeeessseeessssseeessssssesssssesessssssssssssesannnns 83

1.5.6. B3aMOCBS3b CUCTEMBI KOATYJIALIMU U HEKOTOPBIX

AYTOUMMYHHBIX JICPMATOB0B .cceuuevvvrreeeeeiunrrreeeeeanansrreeeeeasssssseesesssssssssesessssssssseessssnsssseees 83
1.5.7. IgE-onocpenoBaHHbIE UMMYHHBIE PEAKIIMU MPU MY3bIPHBIX AEPMATO3AX ........... 87
1.5.8. B3aumocBs3b ypoBHS BuTamMuHa D ¢ ayTOMMMYHHBIMU U

HEAyTOUMMYHHBIMU CUCTEMHBIMU 3200JICBAHMIMIY ......vveerneeeenreeenreenseeenneeesnneeesneeennne 90



3

1.6. OnpeneneHne CTENEHN TKECTU MATOJIOTMYECKOTO MpOoIecca

TP ITY3BIPHBIX TEPMATOBAX . ..eeeeeeeuuurrreeesesnunrereeesssnuseaeeessssmmseseeessssnmssseeesssnnmmseeeesssnnnseeees 93
1.7. KauecTBO ®HU3HU MALUECHTOB C MY3bIPHBIMHU JEPMATOBAMH.......vvvvrrrrrrreeeaaeaeenannannnns 95
I''TABA 2. MATEPUAJIBI 1 METOJIbI UCCIIEAOBAHUA ... 98
2.1. METOIBI MCCTIEIIOBAHMS ..cceeeruurrrreeeeasuureteeesannnreteeesssnnnseeeeesssssnsseeeessssnsseeeessnnnnseeeens 99
2.1.1. KNIMHAYECKHE METOIBI UCCIIEMOBAHMS ...cceeenunrrrieeeerniirieeeeesnninreeeesssnnanreeeesssnnnnnes 100
2.1.2. MeToabl KIMHUKO-T1a00PATOPHON THATHOCTUKH ....ceeeuvrreernireeeennnreeesnreeesnneeennns 101
2.1.2.1. ITOKA3ATEIIM KOATYIISIIIHM ......eveeeereeeeeeeessnsannnnnnsssreseesesessssessssssssnnsssssssssssesasseses 102
2.1.2.2. O0wmuit uMMyHOTTI0O0YNUH E 1 25-TUApOKCUBUTAMUH D ..., 102
2.1.2.3. MeTOIbl TKAHEBOTO THUITHPOBAHMSL......ceeeueeeerrrvrrrereeeeeeeeeeeeessssnsnnnrssrereeeeeeaseseens 103
2.2. CTATUCTAYCCKIM QHATIHS eeeeeruuurrreeeeeruiitteeeeenautreeeeeesauesteeeessanussseeessssnnssseeessssnnsees 105
2.3, METOMBI TEPAIIHMI .....cceeeeeieeeeirirrrreeeeeeeeeeeeessaasnnnsssssseeeeeeseesesesesssssssssssssseseeeseeeeeesees 108
2.4, [IN3aHH UCCIHEIOBAHUS ....cevvvvrrrrrrrrrrrnnnnnnnnnnnaaaasaaaaeaeeeaeeaeseessesssssssssssssssssssnnsnnnnnnnnnns 109
['JIABA 3. PE3YJIbTATBHI COBCTBEHHBIX UCCJIEJOBAHUI

(1 12 OTAIIBI UCCIHIEJOBAHUS) ....eeeiiiiieeeieee ettt 112
3.1. Knunuueckas XapakKT€pPUCTUKA KOHTUHTEHTA OOJIBHBIX.......uvvveeeeereevrieeeeeennnneeeenns 112
3.1.1. JlepMaTooru4ecKuii HUHACKC KAUECTBA JKMBHM ......vveeeeeererrrereeeennnrreeeeeennnneeeeens 121

3.2. VI3ameHeHue ypoBHs 001iero ummyHoriao0ynuaa E u ero BnusiHue Ha TeUCHHUE
3200JIeBaHUS y TTAIIUCHTOB C ITY3BIPHBIMH JIEPMATO3AMHU ....cenvvveeeerreeeenerreeeaeseeeennnneens 122
3.3. MI3MeHeHne KoaryJIsairuOHHOTO MOTSHINANA U €r0 BIUSHUE HAa TEUYCHUE
3a00JIeBaHUS y TTAIIUCHTOB C ITY3BIPHBIMH JICPMATO3AMHU ....cevvvveeeerrreeenerreeeeereeeennenenns 125
3.4. XapakTep pacrpe/iejieHds TeHOB IJIaBHOTO KOMITJIEKCa THCTOCOBMECTUMOCTH
ksacca [ y O0JBHBIX C IY3bIPHBIMH JIEPMATO3AMH.....cccuvvrreernereeeesereeeesereeeessseeesssseeenns 133

3.5. XapakTep pacnpeeseHusi TeHOB II1aBHOTO KOMIUJIEKCa TUCTOCOBMECTUMOCTHU

kiacca 1 y G0IBHBIX C IMY3BIPHBIMH JIEPMATO3AMHU ...ccvvvveeererreeeeereeeesnseeeessssesesssseeeanes 140
I'TABA 4. [IOXO/JbI K TEPAIIWU ITY3bIPHBIX TEPMATO30B
(3 OTAITI UCCIHEHOBAHUS) ....ccccutieieteieeee ettt et 154

4.1. IlpumeHeHne TeHHO-UHKEHEPHOTO OMOJIOTHYECKOTO MperapaTa puTykcumao

B TEPAMUU BYJIBTAPHOMN ITY3BIPUATKH .eeeeeuerrrreeeeenuerreeeeeessnsrreeeeeesssssseeseesssssseeeessssnsssees 154



4
4.2. [Togxopl K Teparnuu MalMeHToB ¢ JOOpOKaueCTBEHHOU CeMeHOM

1147463 31012 €21 N X0 ) U RRRORPPPPRO 159
4.2.1. OnbIT BHYTPUKOXKHOTO MPUMEHEHUS OOTYJIOTOKCHHA JJISl JICUCHUSI
JTOOPOKAYECTBEHHON CEMEHHOM MY3BIPUATK  ..ceeeeeuevvvereeeeeeerreeeeeeennnseeeeeeannnseeeeesannnnns 159
4.2.2. IlpuMeHeHne anpeMuacTa B Tepanuu 100poKauyeCTBEHHON CeMeHOM
TTYBBIPUATKH ...vvvvvvvrreeeeeeeeeeeeessaaannnenssssseseesesaseessesssssssssssssssssesssesessseessssnssssssssssssseeeeeesees 161
4.2.3. AnpTepHaTUBHBIE METOJIUKU TE€PANIUU JOOPOKAUECTBEHHOW CeMENHOM
TTYBBIPUATKH ...vvvvvvvrreereeeeeeeeeessassnnnnssssssseseseseseeesesssssssssssssssssssseesessesessssssmsnssssssssssseeeeeeees 163
4.2.4. IIpuMeHeHNEe TeHHO-UHKEHEPHOTO OMOJIOrMYECKOro Mpenapara oManu3ymao

JUIS1 ISYEHUS TIAIIMEHTOB C JOOPOKAaYECTBEHHOM CEMEMHOM My3bIpUaTKOM,

JEMOHCTPUPYIOLIMX MOBBIIIEHHBIN YPOBEHb 00LIEr0o UMMYHOTII00yKHA E............... 164
4.3. Buramun D kak axprOBaHTHAS TE€PAIUS MPU ITY3bIPHBIX IEPMATO3AX ....eeeeeernnnnnn 175
SAKITHOUEHME ..ottt ettt ettt et 188
BBIBOJIBL ...ttt ettt st ettt 203
[MPAKTUYECKHUE PEKOMEHJALIMI .......coooiiiiiiiiiiiiieeeiceeceeceeceec e 205
NEPCIIEKTUBbBI JAJIBHEUIIEN PASPABOTKH TEMBDI .......ocvervirrirririnnnnee. 208
CIIMCOK COKPAIIIEHUM 1 YCJIOBHBIX OBO3HAUEHUM. ................oce........ 209
CIIMCOK JIMTEPATYPDL .....cooiiiiiee ettt 212

TTPHJIOZKEHIE Aottt sttt 244



5
BBEJAEHHUE

AKTyaJIbHOCTL TEMbI UCCJICTOBaAaHUA

[ly3bIpHbIE AepMaTO3bl MPEACTABISAIOT COOOW TEeTEPOTeHHYIO TPYIMNY PEIKUX
3a007€BaHNM, KIMHUYECKUA XapaKTEPU3YIOIMIUXCS MYy3bIPSIMU U 3PO3USIMU HA KOMKHBIX
MOKPOBAX M CIM3UCTHIX 000J0uKkax. [[o maToreHeTHYecKo XapakTepUCTUKE UX MOXKHO
pa3fenuTh HAa AayTOMMMYHHbIE M HeayTOMMMYHHbIE [6, 146]. IIpu ayTOoMMMyHHBIX
OyJUUIE3HBIX JepMaTo3ax NAaTOr€HHbIE AayTOAHTHUTENIa MOTYT OOHApyKUBAThCS KAaK B
HUPKYJIUPYIOLIENH KPOBH, TAK U HEIIOCPEJACTBEHHO B OYarax BBICBIIIAHUM, B TO BpeMs Kak
reHeTH4eckue (aKTopbl UrpalOT OoJee 3HAYUTETBHYIO pOJIb B  MATOTCHE3E
HEAyTOMMMYHHBIX ITy3bIpHBIX 3a0oyieBaHuil Koxku. OO0e 3TH TPYMIBI ITy3BIPHBIX
JEpMaTO30B  MOTYT OBITh KJIACCH(UIIMPOBAHBI HA BHYTPHUANHACPMAIbHBIE U
cyOsmuaepMalibHble B 3aBUCHUMOCTH OT YpPOBHS mMopakeHws snmaepmuca [31, 146].
HawnbGonee pacrpocTpaHeHHBIMHU IYy3BIPHBIMH JEPMATO3aMH SIBIISIOTCS ITy3bIpUaTkKa U
Oymnesnsiii memdurouns (bIT).

B MMMyHOJIOTMYECKOM IIJJaHE ayTOMMMYHHbIE My3bIpHbIE aepmato3bl (AILJI)
XapaKTEepU3YyIOTCA BbIABICHUEM ayTOAHTUTEN, HAILICJICHHBIX HA MOJICKYJbl aAre3ud B
KOXE M CIIM3UCTON 00070uKe. B 3aBUCUMOCTH OT 1I€TIEBBIX MOJICKYJI air€3UH U YPOBHS
oOpazoBanus my3bipeit, AllJ] kmaccudumupyrorcs Ha Ty3slpyaTKu (2yTOAHTHUTENA,
HalleJICHHbIE Ha JIECMOCOMalbHble O€IKM M BHYTPUARIHJIECPMAIBHOE 0O0pa3oBaHUE
ny3blpeil) U mnemurouasl (ayToaHTUTENA, HalleJIeHHbIE Ha CTPYKTYpPHBIE O€lKu
JIEPMO-3TUACPMATIEHOTO COCIMHEHHSI W CyOdmuaepMaibHOe O0pa3oBaHUE My3bIpeii)
[146]. Ilpu mny3plpuaTKax CBS3bIBAHUE AayTOAHTUTEN NPUBOJUT K HAPYUICHUIO
ANUJEPMAJIbHON aAre3uH, YTO KIMHUYECKH MPOSABISIETCS B BHUAE BSJIBIX, JETKO
BCKpBIBAOIIMXCs My3bIpeit. [Ipu nemduronanpix 3a001eBaHUAX JIMHEHHOE OTIIOKEHUE
ayTOAHTHUTEN BJIOJIb JEPMO-3IUACPMAIBHOTO COeIMHEHUS BBI3BIBAET CYyOdTUACpMAlIbHOE
oOpa3oBaHHe HANPSKEHHBIX Iy3bIpel ¢ TIOTHOM mokpseimkoi [146, 251]. K AT/,

MoOMUMO Iy3bIpuaTkul U BII, oTHOCcsTCS: pyOnyronuii nemburouns, reprneTudopMHBIM



6
nepmatut Jlropunra, ummyHornoOyauH (Ig) A nuHeliHas my3bplpyaTKa, MEeMQpUIOUT
OepeMEeHHBIX, MPUOOPETEHHBIN OYIIIE3HBIN MUACPMOIIU3.

bonbmmmHacTBO AIIlJ[ — MOTEHIMANBHO OMACHBIE JJISl KU3HU TMATOJOTHYECKUE
MPOIECCHl M C TOYKM 3PEHHS] MaTOreHe3a, M MPUCOCIUHSIONIUXCA OCIOKHEHUH, U
MoOOYHbIX 3(P(PEKTOB CUCTEMHOW TEpanuu, MOAABISIONIE HWMMYHOJIOTHYECKYIO
AKTUBHOCTh. YUYMTBIBasg TO, YTO OCHOBHBIMU KIMHWYECKUMH Tpu3HakamMu All]
SIBJISIFOTCSI ITy3bIPU HA KOXKE U CIM3UCTHIX 000JI0YKAX, BCKPBHIBAIOIIMECS C 00pa30BaHUEM
ApO3U HA KOXKE WJIU CIU3HUCTBIX, 3TO BEJET K MOBHIIIEHHOMY PUCKY CYyNEepUH(EKIINH,
TPAHCAMUIEPMAIILHONW TOTEPH BOJIbI, AIEKTPOJIUTHOMY AUCOATAHCy U PA3BUTHIO B psijie
ciay4daeB (aTalbHBIX MOCIEICTBUM.

K neayrommmyHHbIM my3bIpHBIM AepmaTo3dam (HIIJ[) oTHocsTcs: mpocToid,
MOTPAaHUYHBIA W aucTpoduueckuid  OyJUIE3HBIM  AOUAEPMONIM3, a4  TaKXKe
nobpokadectBeHHas cemeriHas nmy3bipuarka (ICIT) [86, 185].

HecmoTps Ha TO, 4YTO My3BIPHBIE JI€PMATO3bl SIBISIOTCA AOCTATOYHO PEIKO
BCTpEYAIOIICHCS TPYIIOi 3a00IeBaH, HENIB3s HEIOOIICHUBATh UX 3HAYUMOCTH B BUIY
BBIDQKEHHOTO BJIMSHUS Ha KAueCTBO JKU3HM MAIMEHTOB, MPUCOETUHSIOMEHCS
cynepuH(exuy, AeTUapaTai, dSJIEKTPOIUTHOTO  AucOanaHca, OTrpaHUYCHUS
NOTPeOICHUS MUIIN, U3HYPSIONIEH KITMHUIECKON KapTHHBI, KOTOPas IPU ONpeIeICHHBIX
00CTOSITETLCTBAX MOXKET WMETh (paTalibHbIE TOCIEACTBUS HE TOJBKO MO MPUYUHE
MaTOr€HETUYECKUX U3MEHEHU B OpraHM3ME BCJIEACTBUE MATOJOTMYECKUX MPOLECCOB,
HO W B pe3yJbTare MoOO0YHBIX 3(H(PEKTOB CUCTEMHON TEPAITUH.

B Hacrosiee Bpemsi nepen UCCiIeA0BaTENsIMUA CTOUT Psii BOIIPOCOB, KACAIOIIUXCS
JOCTYNHBIX METOJOB BBISBICHUSA, IOAXOJOB K ONPEACIICHUID CTENEHU TAKECTH
My3BIPHBIX JEPMATO30B, JOCTYMHOM U O€30MacHON Tepanuu U CBOEBPEMEHHOMU
poUIAKTUKHA TAaHHOM TSHKEI0M TpyIbl 3a0oeBaHuii. [ToMCK HOBBIX TUAarHOCTHYECKHUX
U T€pPANEeBTUYECKUX METOJUK ISl BO3MOKHOCTH UCIIOJIb30BAHUS B PYTUHHOW MPAKTHUKE,
HE HaKJIaJbpIBasi CEPhE3HOI0 PKOHOMUYECKOTO OpeMEHU Ha MaIlMeHTa W ToCyJapCTBO,
SIBIISIETCSI Ba)XKHOM, COBPEMEHHOW M CBOEBPEMEHHOW cTparerner. [loHumass TO, 4TO
JUTUTEIBHOE HCIIOJIb30BaHUE CUCTEMHOW MMMYHOCYIPECCHUU CBS3aHO C CEPbE3HBIMU

m060YHbIMHU d(PeKTamMu, BKIIFOYAIOIIUMH OCTEOIIOPO3, OCTEOHEKPO3, TUIIEPTOHUYECKYIO
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00JIe3Hb, TUMIOKAJIMEMUIO U CBSI3aHHBIE C HEW HapyIIEHUsl CEpJIEYHOr0 pUTMa, AHa0eT,
KEITYIOYHO-KUIIIEYHbIE KPOBOTEUYEHHUS, MHUEIIOCYIPECCUsA, MPOOJIeMbl CO 3pPEHHUEM,
HMeeTCsl HeoOXO0IUMOCTh AanbHeumero ndydenus nmarorenesa AIlJ[ n HIIJ ¢ uensio
000CHOBaHMS W TOWCKA HOBBIX METOJMK JICUYCHHS, MPUHIUIIHAIBHO YIIYUIIAOIIIX
Ka4yeCTBO JKU3HU MNAllMEHTOB, MUHUMU3UPYIOIINX MPOSABICHUS My3bIPHBIX AEPMATO30B U

PHUCK OCJI0KHEHH.

Crenenn pa3p360TaHHOCTI/I TEMbI UCCJICI0BaHUA

B nocneanue roapl HCCIENOBAHO U 0XapaKTEPU30BAHO OOJIBIIMHCTBO aHTUT€HOB,
pacmo3HaBaeMbIX ayTOAHTUTEIAMU TP My3bIpYaTKe W MEeMGUTOUIHBIX 3a00JICBAHMSIX,
MaTOr€HETUYECKUE MEXAHU3MbI IMY3bIPHBIX JIEPMATO30B U3YUYEHbl BO MHOTHX aCIEKTaX.
Hampumep, cobpana moctaTouHasi JoKazaTenbHas 0asa, yKa3bIBawIas Ha TO, YTO B
ocHoBe bII, Haubonee pacnpoCTpaHEHHOTO CYO3MUAEPMAIBHOTO ayTOMMMYHHOTO
Oysuie3HOTO 3a00JieBaHMsI, JICKHUT BBHIPAOOTKA ayTOAHTHUTEIN, HAINPABJICHHBIX MPOTHUB
reMHIECMOCOMHBIX SKOpHBIX OenkoB BP180 1 BP230 [79]. OnHako, maToreHeTH4ecKue
MEXaHHU3MBI, JIEKAIIKE B OCHOBE MOTEPH ACPMaIbHO-3MUACPMAIbHON aAre3un, KOTOphie
SBJISIFOTCS. BTOPUYHBIMU 110 OTHOUIEHUIO K CBSI3bIBAHUIO AYTOAHTUTEJ, OCTAIOTCS HE
IIOJTHOCTBIO M3Y4YE€HHbIMU. BTOpuuHble MexaHu3Mbl naroreHesa bll, 3amyckarommecs
nociie CBI3pIBaHus ayToantuten bIl co cBonMu MUIIEHSIMU, MOTYT OBITh TTOJPA3CIICHbI
Ha KOMIUIEMEHT-3aBUCHMbIE U KoMIUleMeHT-He3aBucuMmble [207]. Hanpumep, IgGl
3aImycKaeT BOCHAIMTENbHBIN KackaJ KOMIUIEMEHTa, MPUBOIAIIUN K PEKPYTUPOBAHHUIO
HerTpohunoB u no3uHodmwioB mpu bII u, cremoBaTenbHO, K BBICBOOOXKICHHUIO
IPOTEOIUTUYECKIX  (PepMEeHTOB. DO3MHOPWIbHBIE HHPUIBTPATEI W HEPEIKO
BBISIBIISIIOIIASACS Tepudepudeckas H03MHOPWIHS SBISIIOTCS XOPOIIO H3BECTHBIMU
npuzHakamu bBII. BpicOkuMe ypOBHM NHMTOTOKCHYECKHX OEJIKOB, XPaHSIIUXCS B
CEKPETOPHBIX TPaHyJiax, TAKUX KaK KaTHOHHBIN 0eJ0OK 203WHO(MIOB, OCHOBHOMN OEIIOK,
paBHO Kak u cpena Th2, cBsi3aHHas C MOBBIMICHHBIMU YPOBHAMU HHTepIieiikuna (IL) 4,
IL-5 u IL-13, OCHOBHBIX ITMTOKMHOB, YY4aCTBYIOIIUX B OMOJIOTUH P03UHO(DIIOB, OOBIYHO

HaOTI0IAl0TCS KaK B TOPAXKCHHOM KOXKe, TaK U B CBIBOPOTKE KpoBH naniueHToB ¢ BIT [136,
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269]. Kpome Toro, 303uHO(P MBI OBUTH MPU3HAHBI TaK)K€ OCHOBHBIM MCTOYHUKOM IL-31
— IUTOKWHA, UTPAIOIIET0 3HAYUTEIbHYIO POJIb B BOCIIAJICHUH, CBA3aHHOM C 3yJ0M, IIPH
BIT [110]. Beuio BBIABUHYTO MPEANONI0KEHHE, YTO F03UHO(DUIBI UMEIOT CTPOTYIO CBSI3b
¢ antu-BP180 IgE — ayroanturenamm, maroreHHas poib KoTtopeix B bII Bce wame
npuzHaetrcss B mociaeanue roael [203]. L. Lin et al. (2017) Obuio mokazaHo, 4YTO
703UHO(PWIBI UMEIOT peraroliee 3Hauenue s IgE-omocpenoBanHoro obOpazoBaHus
Mmy3bIpeii, TMokaszaB, 4To cBs3biBaHuE aHTU-BP180-NCI16A IgE ¢ 0a3zanpHbIMU
KEpAaTUHOIMTAMUA HHIYLUUPYET PEKPYTHUPOBAHUE HO3MHO(DUIOB B T'YMaHU3UPOBAHHOU
Bbicokoadpunnoit Monenu IgE-penientopa (FceRI) mbimeii ¢ BIT [125]. B nononxenue
KOMIUIEMEHT-3aBUCUMbIM MEXaHU3MaM MOSBISETCA Bce OOJbIIE JOKA3aTEIbCTB TOTO,
YTO TaKXKEe KOMIUIEMEHT-HE3aBUCUMbIE MyTH WrparoT (yHIAMEHTAIbHYIO pOJb B
narorenese bII. B HacTosimee BpeMst aKTUBHO M3y4aeTCs pOJIb PsAJIa CUTHAJIBHBIX ITyTEH,
CIOCOOCTBYIOIIMX CTUMYJSIIMM B-kieTok (Hampumep, dYepe3 aKTUBALMIO TOJUI-
MOJO0OHBIX PEIENTOPOB), @ TAKKE BCIOMOTATEIBHBIX BOCTAIUTEIHHBIX MEXaHU3MOB,
OTBETCTBEHHBIX 32 00pa3oBaHUE My3bIpelt (Hampumep, yepes ctuMysisiiuio ocu Th17 u
aKTUBaIMIO Kackajaa koaryisiuuu). [lomumo IgG B marorenese BII, kak mokaszan psif
MCCJIeI0BAHMM, YUaCTBYIOT Takke ayToantutena IgE, koTopbie MOTYT OBITH OOHAPYKEHBI
B KOK€ W/WJIH CBIBOPOTKE KPOBH nanmeHToB. EcTe mpennonoxenue, uro IgE urpaer onny
W3 PELIAKOIIMX POJIEH B 3aIlyCKE BOCIHAIMTEIBHOIO KACKa/Aa, B TOM YHUCIIE U HE TOJBKO
npu BbIl, HO u Tipu psige Apyrux my3bIpHBIX AepMaTo30B. [IoBbIlIEHHBIE YPOBHU OOLIETO
IgE B chiBOpoTKe OBLIM OOHAPY)KEHBI y TAIMEHTOB C JHACMHUYCCKOW JMCTOBHIHOU
ny3bipuarkoi (JIIT) B bpasunuu, enuHuYHBIC JaHHBIE 11O TOBBIIEHUIO 0011ero IgE Obutn
OTIMCAaHbI Y MAIMEHTOB C BYyJIbrapHo# my3sipuatkoit [141]. HeoOxoaumMo OTMETUTH, YTO
703UHO(UIIBI ABJISFOTCS OCHOBHBIM UCTOYHUKOM TKaHeBoro ¢akropa (TD), uauimatopa
CBEPTBHIBaHUS KPOBH, TMPEACTaBIsAs COOOM BaXKHYIO CBS3b C AaKTHBAIMEW Kackaia
CBEPTHIBaHUSI KPOBH, BCIIOMOTATEILHOTO MEXaHU3Ma, CIIOCOOCTBYIOIIETO 00pa30BaHUIO
ny3bipeit ipu BI1. IlenecooGpa3Ho mpoBecTH cpaBHEHUE KOPPETSAINH KOAryJISIITUOHHBIX
U3MEHECHUH Y KIMHUYECKUX MposBiIeHU b1, a Takyke Ipyrux my3bIpHbIX J€PMATO30B BO

BpeMsi 000CTPEHHI 1 BHE TAKOBBIX.



9

B nocnennee BpeMss MO BceMy MHUpPY TMOSBISIETCS Bce OOJbllle JaHHBIX
UCCIIETIOBAHUM, MOCBSIIEHHBIX BIUSHUIO HEIOCTATOYHOCTH U Aeduninta ButamuHa D Ha
MaToOreHe3, CTENEeHb TSDKECTH M MPOTHO3 ayTOMMMYHHBIX W HE ayTOMMMYHHBIX
3aboneBanuit [47, 52, 94, 131, 144, 294]. YuursiBas BBICOKYIO PacCIpOCTPAHEHHOCTH
nedunmra ButamuHa D y Hacenenus Poccum [3, 5], uenecooOpa3sHO MPOJOJKUTH
M3YUYCHHE KOPPEJSIIUN JTaHHOTO COCTOSIHUS C JEpPMaTOJIOTHYECKUMU 3a00JICBaHUSIMH,
BKJIIOYAs MMy3bIPHBIE AE€PMATO3bI.

[IpucranbHO€ BHUMaHHE B TMOCIEIHUE NECITUIETUS YACISIETCS U B3aUMOCBSI3U
[JIABHOTO KOMILJIEKCA TMCTOCOBMECTUMOCTH U PA3JIUYHBIX MY3bIPHBIX J1€pMaTo30B. B
3apyOexKHOM JIUTEpATypPEe UMEIOTCS IaHHBIE O BBISIBICHHON KOPPEIISIINU JIEUKOIUTAPHBIX
antureHoB yenoBeka (HLA) ¢ natorenezom BynbrapHoii my3sipuatku (BIT). HLA-A*10,
DQB1*0503 u DRB1*0402 — anmnenu HLA, koTopsie HanOojee 4acTo BCTPEUYAIOTCA Y
nanueHToB ¢ BII uz ®pannun, Mcnanuu, Cnoakuu, Utanuu, I'epmanun, bpasuinuu u
CeBepHoit Amepuku [6, 65, 142, 243]. Accomumanusi reHa THCTOCOBMECTUMOCTH
HLA-DQB1*0301 ¢ monmumop¢hu3MOM B MHUTOXOHIIPUATHHOM aJeHO3UHTpHUGOChaT-8-
reHe Obutn onucansl 1ipu BIT [124].

H.B. Maxuesa B 2009 npu uccnenoBanuu 3kcnpeccuut anturenoB HLA BeisiBuna
BOBJICUCHHE JTUX AHTUICHOB B IMATOJOTMYECKUW TIPOLIECC MpU Psi€ My3bIPHBIX
JIEPMATO30B, COMPOBOXKIAIOIIEECS Pa3HOM cTeneHblo dKcnpeccur antureHoB HLA I u
HLA II (HLA-DR) knaccoB BIJIOTh OO MOJHOTO MX YTHETEHUS U TOSIBICHHUS B TEX
CTPYKTYpax 3IMUJAEPMHUCA, TJIe B HOPME OHU OTCYTCTBYIOT [31].

BrllienepeyncieHHble  HalmpaBi€HUsS UCCIAEAOBAHUM UM THUIIOTE3bl SBISIOTCSA
HEJI0OCTaTOYHO U3yUYCHHBIMU, TPEOYIOIUMHU TaTbHEUIIIET0 aHaIN3a UX POJIH B [TaTOTCHE3E
My3bIPHBIX AEPMaTO30B, UTO, I03BOJIMUT IPEAOCTABUTH HOBBIE BO3MOKHOCTH /151 TEPAIIUU
(B TOM 4YHCIIe TApTeTHOMN) /ISl JAHHOM TPYIIIBI 3a00JICBAHUM.

B TOo e BpeMs, HEKOTOpas OrpaHUYEHHOCTh HUMEKIIUXCS JaHHBIX IS
3G (HEKTUBHOTO KOHTPOJS 3a KIMHUYECKUM TEYEHUEM MaTOJOTUYECKOro Mpoliecca U
BO3MOXXHBIMU pPHCKaMH Pa3BUTUS PELUUIMBOB M OCIOXHEHUW psAla My3bIPHBIX
JEpPMAaTO30B TPEJONpeaesieT HEOOXOIUMOCTh TOMCKAa HOBBIX BO3MOXHOCTEH ISt

ITIOHUMaHHUS [IaTOreHe3a, IIPOTHO3UPOBAHUS TEUCHUS 151 pa3zpaboTku
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MNCPCOHAIINM3UPOBAHHBIX TCPAIICBTHUYCCKUX IIOAXOJO0B K HX JCUCHHUIO, YTO OIIPCACINIIO

HaIIpaBJICHUC JAHHOI'O UCCICAOBAHMA.

He.]'lb H 3aJJa9I1 UCCJICAJ0BaAaHUA

[lenb: yCTaHOBUTH 3aKOHOMEPHOCTH  pealu3alli  OTACJIbHBIX  3BEHBHEB
MMMYHOIIATOT€HEe3a MYy3bIPHBIX JIEPMATO30B HA MPUMEPE BYJIBIAPHOW MMy3bIPYATKH,
OyJute3Horo rnemduronia u 100poKa4YeCTBEHHONW CEMEMHOM My3bIpYaTKU B COOTBETCTBUH
C JIaHHBIMM KOMIUIEKCHBIX KJIMHUKO-TA0OPATOPHBIX W  HUMMYHOT'€HETHYECKHUX
UCCIIeIOBaHUM JJ1sl pa3pab0TKU HAy4YHO-O0OOCHOBAHHBIX MOAXOJ0B K MPOTHO3UPOBAHUIO
TEUYCHUS U IEPCOHU(DUKAIINN TEPATTUU TaHHBIX I€PMATO30B.

3agaun:

1. VYcranoBuTh xapakrtep pacnpenenenust antureHoB HLA kinacca [ (A, B) u renos
HLA xmacca II (ammenu moxkycoB DRBI, DQAI1, DQB1) y 6onbHBIX C Ty3BIPHBIMHU
JepMaTo3aMy, BBISIBUTh MMMYHOTCHETUUYECKHE Mpeapacnoararniie GakTopsl 1e0roTa
psiga OyJUIe3HBIX NIepMaTO30B (BYJIBrapHOW My3bIpYaTKU, OyJIE3HOTO memMdurouna u
N00pOKAYECTBEHHON CEMEHOM My3bIPYaTKN).

2. Onpenenuts yactoty BecTpeuaemocT reHoB HLA knacca Il (anneneit HLA-DRBI,
DQBI1) u uX NOpOTEKTHUBHBIE CBOWCTBA Yy MAlMEHTOB C MYy3bIPHBIMHU J€pMaTO3aMHU
(BynmbrapHoii my3bIpyaTKOW, OyJJIe3HBIM TeMUrouaoM U J00pOKaYeCTBEHHOMN
CEMEIHOM My3hIPUATKON).

3. Onenute 3HaueHue oOmiero IgE B maTtorenese psiga my3bIpHBIX JI€pPMaToO30B
(ByJIbTapHOM IMy3BIpYaTKH, OyJUIe3HOT0 neMduronia U 100pPOKAaYECTBEHHON CEMEHHOU
My3bIpYaTKH), BBIABUTH B3aUMOCBSA3h ypoBHs obmero IgE co cremenpio TsxecTu
MATOJIOTHYECKOTO MPOIecca MPH aHHBIX 3a00JI€BaHUAX.

4. OueHnTh 3HAYCHHE TIOKazarened KkoaryiorpamMmbl (D-mumep, mnpoTpoMOuH,
¢bubpuHOreH) B MaTOTeHe3e psija My3bIPHBIX J1E€PMATO30B (BYJIbrapHOMN ITy3BIPYATKH,
OyiniesHoro mempurousa u J100pPOKAYECTBEHHOM CEMEHHOM Iy3bIpUaTKH), BBISBUTH
B3aMMOCBSI3b JIAHHBIX TOKa3aTeJiel CO CTEMEHbIO TSHXKECTH MATOJIOTHYECKOro mpolecca

IIpHU JaHHBIX 3a00JIEBaHUSIX.
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5. Uccnenosarh B3anMOCBA3b HEJOCTATOUHOCTH U JAeduiuta BuUTamuHa D C
MaTOreHe30M, YacTOTOM BO3HHMKHOBEHMSI PELUMIMBOB M CTENEHBIO TSDKECTH psiia
My3bIPHBIX JIEPMATO30B (BYJbrapHOM my3bIpyaTku, Oysuie3Horo mnemdurousa u
N0OpOKAYECTBEHHOW CEMEMHOM My3bIpYaTKH), KA4eCTBOM JKM3HHU MAlMEHTOB C
BBIIICTIEPEYUCICHHBIMUA 3a00JIeBaHUsIMH UM pa3paboTaTh MOJAXOJI K aJIbIOBAHTHOM
TE€panuu Ha OCHOBE NpuMeHeHus1 Butamuna /13.

6. PazpaboTtath Moaxo/1 K MaTOreHeTUYECKOM Teparnuu OOJIbHBIX 100pOKaYECTBEHHOM
CEMEMHOM My3bIPUaTKON Ha OCHOBE MPUMEHEHUSI TEHHO-UHKEHEPHOT0 OHOJIOTHYECKOTO
npenaparta omanuzymao, HanpasieHHOro Ha FceRI IgE u onenuts ero 3¢ exTuBHOCTS.
7. Uccnenosarh 3pHEeKTUBHOCTh F€HHO-UHKEHEPHOI'O0 OMOJIOTMYECKOTO Mpernapara

pPUTYKCUMA0 y OOJIbHBIX BYJbrapHOU My3bIPUYATKOM.

Hayuynasi HoBU3HA

BrepBrie mpoBeneH aHanM3 W OMpeleNieHa CTPYKTypa 3a00JIeBaeMOCTH
My3bIpHBIMU  iepMaTto3aMu B KupoBckoil obOmactu 3a mnepuon 1985-2024 rr. B
HO30JIOTUYECKOM, BO3PaCTHOM M TE€HAEPHOM acmekTax. M3ydeHbl COMyTCTBYIOIIHE
3a00IeBaHUs, BO3HHUKAIOIINE OCJIOKHEHUS, KPUTEPUHU TOCTAHOBKH JHArHO3a,
0COOEHHOCTH OCHOBHOM, MOJICPKUBAIOIICH U JOTIOTHUTEIHHOM TEpaIuu.

BriepBrie mpoBeeHO KOMIUIEKCHOE HW3Yy4YeHHE OCOOCHHOCTEH pacmpeneieHus
antureHoB rucrocoMectumoct HLA knacca I (A, B) u renoB HLA kinacca II (annenu
nokycoB DRB1, DQAT, DQB1), ux ¢beHOTUIHYECKUX U TAIUIOTUITHYECKUX COYCTaHUHN y
nanueHToB Poccuiickoit denepanuu ¢ psaaoM my3sIpHbIX aepmaro3os: BII, BIT u JCII.
BnepBele  ompeneneHsl  Mpeapacloiaraloiiie U HPOTEKTUBHBIE  aJUIENH
rucrocopmectumocty HLA-I, II B pa3BUTHMM JaHHBIX MYy3bIPHBIX JE€PMATO30B.
VY vocurenert ammenu HLA-DRB1*3  BeposTHOCTH pa3BUTHS  BBIIICYKa3aHHBIX
My3BIPHBIX ~ JIEPMATO30B  TMOBBIIAaeTcs B 26,3 pa3. Y oOnagateneét reHa
ructocoBMecTumMocTd DQB1#02 puck mosiBieHus: My3bIpHBIX J€PMATO30B MOBHIIICH B
26,6 pa3. [IpeBeHTUBHBIMU CBOWCTBaMU B TIaHe (DOPMHUPOBAHUS JTAHHBIX 3a00JICBaHUIM

obnanaroT rersl DRB1*15, DRB1*17, DQB1*303. BeposiTHOCTh pa3BUTHS MTy3bIPHBIX
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JIEpMaTO30B y *KEeHIUH-00manareneit renoB DRB1*3 noBeimaercs B 29 pa3, DQB1*02
—B 21,9 pa3. ¥ myxuuH — Hocuteneit rena DRB1*3 — BeposiTHOCTh nOBbITIIaeTcs B 23,7
pa3, DQB1*02 — B 40 pa3. IIpeBeHTUBHBIMH CBOMCTBAMHU Yy KEHIIUH O0JaIal0T TCHBI
ructrocopmectumocty  DRBI1*15 uw DQBI1*17. Jlna Hocuteneir rena DRBI1*3
BeposTHOCTH pa3Butusa BII Bo3pacrtaer B 20,5 pa3, BII — B 38 pa3, ACII — B 33,7 pas.
VY nocutreneir rena DRB1*14 BepositHocTh pa3Butus BII noBeimaercs B 12,1 pas.
VY obnanareneir rena DQB1*02 puck pazsutus JCII yBenumuuBaercss B 58,4 pasa.
JloTOTHUTENbHBIMU MPOTEKTUBHBIMHU CBOMCTBaMHU y mainueHToB ¢ BII o0GnamaroT reHsl
HLA DQB1*201 u DQB1*303, a qyst bIT - DQB1#602-8 u DQA1*0103.

BniepBrie BBHIsIBIICHA B3aUMOCBS3b IOKazaTesie Koaryiorpammbl (D-numep,
pOTPOMONH, PUOPUHOTEH) C Ty3BIPHBIMU JAepMaTo3amMu. O00CTpeHNe MaTOIOTHIECKOTO
Mpollecca  B3aMMOCBSI3aHO C  MOBBIIIEHHBIM  ypoBHeM D-gumepa. Baxnoe
JMAarHOCTUYECKOE 3HaUYCHUE UMEIOT MOBBIIEHHbIE YPOBHU (puOpuHOrena u D-numepa y
nanueHTos ¢ bII.

BnepBbie ycTaHOBIIEHO MOBbIIIEHHE ypoBHSI oOmiero IgE B chIBOpoTKE KpoBHU
narueHToB ¢ bIIl m JICIT Bo Bpems 060CTpeHHS M 3aBHCHUMOCTb CTEMEHU TSIKECTHU
MaTOJIOTUYECKUX MPOSBICHUN OT JAHHOTO MOKA3aTeIIsl.

BnepBeie mokazaHa 3(QEKTHBHOCTH M IEJIECOOOPA3HOCTh  NMPUMEHEHUS
T€HHO-WH)KEHEPHOTO OWOJIOTHYECKOTO TpernapaTta OMalu3ymMald, HaIleJIeHHOTO Ha
Boicokoadunnbii penentop FceRI, B3ammoneiictByrommii co cBobomubiM IgE y
namnueHToB ¢ JICII 1 BbI3bIBAIOIIMN aKTHBAIMIO Kackaja ajlJIepruyecKux peakuuil u
AHTUTEH-HE3aBUCUMBIC 2P (DEKTHI.

BnepBeie mokazaHa 3(@PEKTHBHOCT, H  IEJIECO00PA3HOCTh  NMPUMEHEHUS
pUTYKCUMaba — CHHTETUYECKOTO (T€HHO-UHKEHEPHOT0) XMMEPHOTO MOHOKJIOHAIBHOTO
aHTUTENIa MBIIIK/4elioBeKa, obnanaromero crnermuduanocteio kK CD20 anTureny Ha
MOBepxXHOCTH B-mumdorurtos, y naruentos ¢ BII.

BnepBeie mpoBeieHo u3ydueHue ypoBHs BuTamuHa D B mepudepruyeckoil KpoBU Yy
nanueHToB ¢ BII, BIT u JICII no u ciiycts 12 mecaiieB Tepanuu npenapatom Buramusn /13

8000 E/I/cyTku, KOTOpOE MO3BOJISIET ONMPEISTUTh HOBBIC MATOTEHETUUECKHUE MEXaHU3MBbI
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Pa3BUTHA AAHHBIX ITY3BIPHBIX ACPMATO30B, IIPOTrHO3 TCUCHUA 3a00JIeBaHHI ¥ U3BMEHECHUE

Ka4ycCTBa KU3HHU ITAaIUCHTOB.

TeopeaneCKaﬂ H NPAKTHYCCKAaA 3HAYUMOCTDb paﬁoTbl

Y cTaHOBNIEHHBIE MapKepbl TPYNIOBOM NPUHAMICKHOCTH No cucteme HLA y
OOJIBHBIX C ITY3BIPHBIMU JIEPMATO3aMHU, C CYO- U HHTPASNHUACPMAIbHBIM PACIIOI0KEHUEM
ny3bipedt ipu AILJL u HITJ, npu paznuunbix Hozonorusix (BII, BII, JICII) pacmupsior
MOHMMaHue (GOPMUPOBAHUS MUMMYHOTCHETHUYECKUX MyTEeH pPa3BUTHS MATOJOTHYECKOTrO
rpoluecca npu psae My3bIpHBIX 1€PMAaTO30B U MO3BOJISIIOT IPOTHO3UPOBATH BEPOATHOCTD
BO3HUKHOBEHHUS JAHHBIX 3a00JIeBaHUN y KOHKPETHOIO MAlMEHTa C BO3MOXXHOCTBIO
nocieAymonied pa3paboTKM WUHAMBUYATIBHOIO IUJIAaHA PEKOMEHJAMK MO0 BTOPUYHOU
npodrakTuke OOOCTpEeHMA Tpolecca, a Takke TnpoBectH AuddepeHITnaIbHy0
JIMArHOCTUKY Ha PaHHUX dTamnax je0rTa 3a001eBaHus.

VYcraHoBlIeHHass B3aMMOCBSI3b  psifla  KIMHHUKO-IA0OpaTOPHBIX —IOKa3aTenen
(D-mumep, mporpombun, ¢ubpunoren, ooOmmit IgE, ypoBenr BuTtammna D B
nepudepruveckol KpOBH) IMO3BOJSET MPOTHO3UPOBATH KIMHUYECKOE TEUYCHHUE psaa
My3BbIPHBIX JI€PMATO30B, ONTUMHU3UPOBATH IPOTOKOJBI TEpPallMd U CBOEBPEMEHHOU
Koppekiuu crtpaterun JiedeHus mnanueHtoB ¢ BII, BII, JICII ¢ npumeHnenuem
TeHHO-WH)KEHEPHBIX OHMOJOTHYECKUX TpEermapaToB oMmanu3ymad U puUTyKcumao,
AHTUKOATyJISTHTOB HENPSIMOIO JACHCTBUS U npenaparoB Butamuua /I3, 4To MOBIUSIET Ha

ONTHUMU3ALMIO PE3YJITATOB TEPAIIHH.

MeToa0/10THSI U METOABLI HCCJIeI0OBAHUS

Metonoiiorusi UcclieI0BaHUs IJIAHUPOBAJIACh B COOTBETCTBUU C COBPEMEHHBIMU
MPUHLINIIAMU HAYYHBIX 3HAHUW U MOCTABJICHHOM LEJBIO.

[IpoTokon mpoBeneHUsT TUCCEPTAIMOHHOTO MCCIEAOBAHUS TOMYyYMIl 0J100peHue
nokanbHOrO 3Tdyeckoro komurera ®I'bOY BO Kuposckuii MY Munzapasa Poccun

(BeImHCKa U3 poTokona Nel0/2024 ot 20 mast 2024 roaa).
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[IpoBeneHO OTKpBITOE, TMPOCTOE, PETPO-MPOCHEKTUBHOE, CPABHUTEIIBHOE,
HEpaHJAOMU3UPOBAHHOE  HcCcleoBaHWE. B  KkauecTtBe 00bEKTa  HCCIEIOBaHUS
paccMaTpUBaINCh NalMeHThI ¢ my3bIpHbIMU JepMato3amu (BIL, BII, JICIT). B kauectBe
npeamMeTa WCCIIEIOBAHUS — 0COOEHHOCTH KJIIMHUKO-1a00paTOPHBIX 51
MMMYHOTEHETHUUECKUX MOKa3aTesiel Mpu JaHHBIX MATOJIOTUYECKUX MPOIECCax, a TaKKe
BO3MOYKHOCTh MPOTHO3UPOBAHUS W TEpalMU C [OMOIIBIO MAaTOT€HETUYECKUX U
aJbIOBAaHTHBIX METOJIOB.

B oOmieil cinokHOCTU OBLIIO MPOUM3BEACHO M3Y4YEHHE NAHHBIX, aHAJIU3 HUCTOPUU
Oose3Hel u oocienoBanue 153 GONBHBIX ¢ My3bIpHBIMU AepMmaTo3amu ¢ 1985 mo 2023 r.
Ha nepBoM »3Tane uccienoBaHus ObUIO pETPOCIEKTUBHO MPOAHAIIU3UPOBAHO 52 UCTOPUH
Oonesneit mamuentoB ¢ BII 3a mepuwom c¢ 1985 mo 2017 rr. Ha BTopom »stame
UCCIIEIOBaHMs, B COOTBETCTBUU C OOO3HAYEHHBIMU KPUTEPUSMU BKIIOUEHUS, ObLI
orobpan 101 OGonpHOW ¢ BBHINICTIEPEUYNCICHHBIMA ITY3BIPHBIMH  JI€PMATO3aMHU.
HccnenoBanue u aHaim3 pe3ysibTaToB npoBoawiuck ¢ 2017 mo 2023 rr.

Cpenn wuccineAyeMblX TMAlMEHTOB OBUIM  BBIAEICHBI TPYNIBI C  YYETOM
naToMOp(}OJIOTHIECKON ¥ KIMHUYECKOM KapTHHBI, a TakKe B 3aBUCUMOCTH OT
NpoBOAUMON Tepanuu. B oOmiel cinoXHOCTH ObUIM MPOAHANIM3UPOBaHbBl 9 Tpymm
MalKeHTOB.

HccnenoBanre 60a3upoBajgoch Ha MPUHIIUIIAX OKA3aTEIbHON MEAUIIMHBI U OBLIO
HalpaBJICHO Ha peai3alyi0 IOCTAaBJIEHHBIX 3a/lad, OCYUIECTBIISJIOCH HA OCHOBE
KOMITJIEKCA COBPEMEHHBIX OOIIEHAYYHBIX U CHENU(UUECKHX METOIOB U MOIX0I0B. B
XO0JIe TIPOBEJCHHS MCCIENOBAHUA ObUIM COONIOACHBI OCHOBHBIE METOJIOJIOTHYECKUE
MPUHIUIIBL  (KOMIUIEKCHOCTh,  II€JIOCTHOCTb, OOBEKTUBHOCTH, JIOCTOBEPHOCTH),
U CII0JIb30BAINCH KJIINHUYECKUE, UMMYHOJIOTHYECKHE, UMMYHOT€HETUYECKHE,
MMMYHOTUCTOXHUMHUYECKHE, MOp(]OJIOrHYecKne, CTaTUCTUYECKHe MeTojsl. [IpoBeneH
aHaNMM3 TIOJIYYEHHBIX PE3YJIbTaTOB C IEJIbI0 OMpeaeieHuss Haubosiee 3HAYMMbBIX
0COOEHHOCTEW M ONMTHUMHU3AIMK JUATHOCTUYECKUX CTAaHAAPTOB psa ayTOMMMYHHBIX U
HEAyTOUMMYHHBIX TY3BIPHBIX JE€PMAaTO30B, a TaKXke C IeJbl0 pa3paboTKH HOBBIX

TepaneBTUYECKUX Moax0a0B. [Ipu BeImosHeHnH paboThl UCIIOIB30BAIUCH POCCUIICKUE U
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MEXKIyHApOJHbIe Hay4yHble 0a3bl JaHHBIX W HHQPOpMaIMOHHBIE pecypchl: PubMed,
Medscape, Google Scholar, e-library.

AHaln3  MOJNYyYEHHBIX  PE3yJabTaTOB  MPOBOJIUICA C  HCHOJb30BAaHHEM
OOMIETPUHATBIX CTATHCTHYECKMX METOJOB aHaIW3a JaHHBIX C MCIOJb30BaHUEM
nmapamMeTpUUeCKNX W HEMapaMEeTPUICCKUX METOJOB — HCIIOJIb30BaHA IMporpamma
STATISTICA-10, yto obecrneunsio JOCTOBEPHOCTh CHOPMYJIMPOBAHHBIX MOJIOKEHUH,
BBIBOJIOB U peKoMeHarnui. OmnmcarenbHas CTaTUCTHKA HMCCIETYyeMbIX KadeCTBEHHBIX
MPU3HAKOB TIPEJICTABICHA aOCOMIOTHBIMU 3HAYCHHUSMHU, VYACIbHBIM BECOM U HX

CTaHdapTHBIMHA OITHOKaMH.

HO.]IO)KCHI/IH, BBIHOCUMBIC HaA 3allIUTY

1. Amnenu rucrocoBmectumMoctt HLA I um Il kmaccoB, ux (eHOTHUNHMYECKHE U
rarloOTUIUYECKHE COYETaHUsl SBISAIOTCA MpPEApacrojaralolliMU U MNPOTEKTUBHBIMU
dakTopamu B pa3BUTHH psifa My3sIpHbIX nepmaTto3oB (BII, BIT, ACII).

2. VY mamuentoB ¢ BII u JICII Bo Bpemsi 000CTpeHHsI ONpPEAEISIETCSl MOBBILICHHUE
ypoBHs obmiero IgE B cbIBOpOTKE KPOBH.

3. VY mnanueHToB € My3bIPHBIMH JIEPMAaTO3aMU BBISIBIICHO MOBBIIIEHUE YPOBHS
D-aumepa kak B oOImiei rpyrmrme, Tak U y HanueHToB Bo Bpems oboctpenus. [Ipu BII
JIOTIOJTHUTENIPHO YCTAHOBIIEHO TIOBBINIIEHNE YPOBHS (prOpHUHOTEHA.

4. VY nmanuentoB ¢ nmy3sipHbiMu aepmatozamu (BII, BII, ICII) ormeuaetcs nedummr
BUTaMuHa D B cbIBOpOTKE KpoBU. CTENEHb TSIKECTU MATOJIOTMYECKOro IMpoIecca MpH
My3bIPHBIX JE€PMATO3aX HE 3aBUCUT OT ypOBHsS BUTamMuHa D B ceiBopoTke. OnpeneneHa
Koppensius pedepeHCHOro ypoBHs BUTaMHHa D B CHIBOPOTKE CO CHIXKEHHEM YacCTOTHI
00OCTPEHMI U MOBBIIICHUEM KayeCTBA U3HU IMAIMEHTOB C My3bIPHBIMU J€PMaTO3aMU
(BIT, ICII, BIT). [Toanep>xuBaroIyo Teparuio npernaparoM ButamuHa D 1ienecoodpasHo
MCIIOJIb30BaTh B KAUECTBE COMYTCTBYIOIIEH K OCHOBHOM TE€pAIUU Iy3bIPHBIX IEPMATO30B.
BcnomorarenbHasi Tepanus NpenapartoM BUTaMuHAa D He OKa3bIBaeT BIUSHHS Ha

CPEIIHIOIO TMOICPKUBAOIIYIO JTO3UPOBKY MPEIHU30I0HA y nanueHtoB BII, cHmxenue
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CTETIeHH TSHKECTH MAaTOJOTHYECKOTO IpoIiecca BO BpeMsi 000CcTpeHuit Ha (h)OHE OCHOBHOM
Tepanuy MPUMEHUTEIBHO K MalleHTaM C BbIIIEYKa3aHHBIMU MYy3bIPHBIMU JE€PMATO3aAMHU.
5. Pa3paboTtannslit moaxos K nmarorenetTudeckoit Tepanuu 00apHBIX JICII Ha ocHOBE
MIPUMEHEHHS TEHHO-UH)KEHEPHOT'0 OMOJOTHYECKOTO Mpernapara oMaan3yMad mo3BojseT

MOBBICUTh A(PPEKTUBHOCTH MPOBOJUMOIO JICYEHUS U YIYUIIUTHh KA4eCTBO >KU3HU

OOJIbHBIX.
6. Pazpaborannsiii moaxoa k maroreHerudeckoil tepanuu BII ¢ ucnonb3oBanuem
F€HHO-UHXEHEPHOTO  OMOJIOTMYECKOr0  Mpernapara pUTYKCUMad —  XHUMEpPHOro

MOHOKJIOHAJIbHOT'O UMMYHOTTI00yJIMHOBOTrO anTuTena G, HanpasiaeHHoro npotus CD20),
— TMPENOCTaBIsieT BO3MOXKHOCTh A(PPEKTUBHO U OE30MAaCHO MPOU3BECTU TEPAIUI0
nanueHToB ¢ BII B TOpnuaHbIX K paHee NPOBOAWMON Tepanvuu CUCTEMHBIMU

TIIIOKOKOPTHKOCTCPOUAAMH U UMMYHOCYIIPECCCAHTAMU ClIy4dasiX.

CooTBeTcTBHE IMCCEPTANNH NACTIOPTY HAYYHOH CHIENHAJIBHOCTH

JluccepTallMOHHOE ~ UCCIEJOBAaHHE  COOTBETCTBYET  MACHOPTy  HAy4YHOU
cneunanbHoct 3.1.23. [IlepmaroBeHeposorus, NyHKTy 4 «J/lmarHoctuka nepmMarTo3oB,
mumponponudepaTUBHBIX 3a00J€BaHUN KOXKH, HOBooOpazoBanuit koxu u UIIIIII ¢
MCITIOJIb30BAaHUEM KIMHUYECKUX, TA00OPATOPHBIX, HHCTPYMEHTAIBHBIX U IPYTUX METOIOB
uccienoBanus. Pa3paboTka TuarHoCTUYECKUX KpuTepreB, nuddepeHInanbHbIA TUarHo3
nepmato3oB u UIIII» u nynkty 5 «CoBepiieHCTBOBaHUE U pa3pabOTKa HOBBIX METO/IOB
JIUCHUS IEPMaTo30B, TuM@onpoaudepaTuBHLIX 3a00JIeBaHU KOXKH, HOBOOOPa30BaHUMA
koxwu, UIIIIII ¢ mpumeHeHneM COBpEMEHHBIX JIEKAPCTBEHHBIX CPEIICTB, MEAUIIMHCKUX
u3nenuii,  ¢GuU3NOTEpanuu, CaHATOPHO-KYpPOPTHOTO  JIEUEHUsS, peadbuIuTaIuu.

CoBepIlIEeHCTBOBAHUE KPUTEPUEB U3JICUEHHOCTUY» HAIIPABICHUN HCCIIEIOBAHUM.

CreneHb 10CTOBEPHOCTH M anpodanusi pe3yibTaTOB

I[OCTOBCpHOCTb IMOJIYUYCHHBIX JaHHBIX obecreunBaeTcs IMPUMCHCHUCM

COBPCMCHHOI'O U 06HICHpI/IHSITOFO HAaY9YHO-MCTOINYCCKOI'O IMOAXO0Ada, UCITOJIb30BAHHUCM
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cepTU(UIIMIPOBAHHOTO MEIUIIMHCKOTO o0opynoBaHus u AHAJTUTUYECKUX
(CTaTUCTUYECKUX) METOJIOB MHTEPIIPETALMHU MOJYYEHHBIX PE3YyJIbTAaTOB, JOCTATOYHBIM
KOJIMYECTBOM HCCIEAYyEeMbIX MalMeHTOB. J[M3aiiH uccaeoBaHUsl COOTBETCTBYET BCEM
MOCTaBJICHHBIM 1eIM U 3afadyaMm. llomyuyeHHble pe3yabTaTbl HEMPOTHUBOPEUHBHI,
COTNOCTaBUMBI C pe3yJibTaTaMU APYTUX aBTOPOB; IMMyOIUKAIIUSMHU 110 TEME UCCIEIOBAHUS.
[TonoxxeHusi, BBHIHOCUMBIE Ha 3alllUTy, BBIBOJBI W PEKOMEHJAIMU JIOTUYHBI,
apryMEHTUPOBAaHbI, BBIBEPEHbI 10 pE3yJbTaTaM BBIMNOJHEHHBIX HCCIEIOBAHUM,
aJIcKBaTHO CTAaTHCTUYECKH 0OpadoTaHbl. Brlllleyka3aHHOE TMO3BOJISIET CUUTATh
MOJTyYEHHbIE PE3YJIbTaThl IOCTOBEPHBIMHU, a CJCJIAHHBIE BBIBOJIBI OOOCHOBAHHBIMHU H
BBITEKAIOIINMU U3 PE3YJbTaTOB MPOBEJACHHBIX UCCIIECIOBAHUIA.

Pe3ynbTaTh ccieioBaHus IPEACTABICHBI U I0JI0KEHBI Ha KOHTpeccax, popymax
1 KoHpepeHIusIX: MexIyHapoJHOH HayYHO-TIpaKTHYecKoi KoH(pepenun « Butebckue
nepmarojorndeckue urteHus» (Buredck, bemapycw, 2023); HayuHo-mpaktuueckoin
KoH(pepeHuuu «Jlepmaronorus ocooObix nokanuzauuin» (Hwwxauit Hosropoa, 2023);
[X-X KuposckoMm MexayHapoaHoM AepMarojgorudyeckom @opyme «AKTyalbHbIE
BOIIPOCHl  JIEPMATOBEHEPOJIOTUHM, OHKOJOTHHM, JCTETHUYECKON ¢ HHTErpaTUBHOU
meauiuably (Kupos, 2023; 2024); Caunkrt-IlerepOyprckom Gopyme ¢ MeXIyHAPOIHBIM
yuactueMm: «JlepmMaro3bl aHoreHMTanbHOM o6Onactu. CTaHAApTH B3aMMOJICHCTBH
(Cankt-Ilerepoypr, 2023); III Mexnynapoguoit koudepeniuun INTEDECO:
«/HTerpaTuBHasE  1I€pMAaTOBEHEPOJIOTHS UM KocMmerosiorusa. HoBble  cTaHIapTh
B3aumojiericTBusy  (MockBa, 2023); XIII HaydHO-pakTHYECKOW KOH(EpPEHIIUH
JI€pMaTOBEHEPOJIOTOB B KocMeTonoroB [IpuBomkckoro denepansuoro okpyra POJIBK
(Kazanp, 2023); VIII EBpa3uiickoM KOHIpecc€ IepMAaTOJOTHH, KOCMETOJIOTUU H
acretudyeckol  menunuHbl  (Acrana, Kazaxcran, 2023); IV  Bcepoccuiickoi
KoH(pepenuuu: «JlepMaTonoruss B BO3paCTHOM AaCIEKTE: OT MEAUATPUM K TepUaTpUm
(Kupos, 2024); VIII Hayuno-npakTtuueckoil accambjee Mo 3CTETUYECKON METUIINHE,
tpuxosioruu u aepmarosnioruu (Cankr-ITerepOypr, 2024); Beepoccuiickoit koH(bepeHITNN
C MEXIYHapoAHbIM yyacTueM «baTyHHMHCKHE  JEpMATOJIOTMYECKHE  YTEHHUS»
(Huxuuiit HoBropona, 2024); Hay4yHo-npakTH4YeCKOM KOHPEPEHIIUUA ¢ MEKTyHAPOIHBIM

ydyactueM «Jlepmaronorus 6e3 rpanuiy (I'ponno, benapycs, 2024); MexpernoHaabHON



18
Hay4YHO-TIpakTUYeckoil koHpepeHunn « HoBocubupck — IeHTp MHHOBAIIMN B METUIITHE
(HoBocubupck, 2024).
Amnpobanus JuccepTallMOHHONW palboThl MPOBEIEHA Ha HAYYHO-MPOOJIEMHOM
coBere ®PI'BOY BO Kuposckuit 'MY Munszapasa Poccuu (mpotokost Ne 4 ot 22 Hos0ps
2024 rona).

BHenpeHne PE3YJAbTATOB HCCIACA0OBAHUSA B IPAKTHKY

Pe3ynbTarel MOPOBEAECHHOTO MCCICAOBAHUS TPUMEHSIOTCS B MPAKTUYECKOU
JIeSITEeIbHOCTU KOI'bY3 «KupoBckui oOJiacTHOM KJIIMHUYECKUHU KO>KHO-
BCHEPOJOTHUCCKUN  JUCIIaHCEp»; 00pa3oBaTeIbHOM  IIporiecce Ha  Kadeapax
J€PMaTOBEHEPOJIOTHM U KOCMETOJIOTHH, TOCITUTATIbHON T€pauu, CEMEMHON MEIUIIAHBI
U TOJUKIMHUYEeCKOM Tepanuu, crtomatosioruu OI'BOY BO Kuposckuit MY
MunszgpaBa  Poccun, Kadeapsl JIEPMaTOBEHEPOJIOTUHI u KOCMETOJIOTUH
OI'bY A0 «III'MA», xadenpsl mepmaroBeHneposiornn ¢ kiaumHukon GI'BOY BO
IICII6I'MY um. WN.I1. [TaBnoBa Mun3apasa Poccun.

JInuHbIi BKJIAJ aBTOpPA

ABTOpPOM JIMYHO IPOBEAEH AHAIN3 OTEUECTBEHHBIX U 3apyOEKHBIX ICTOUHUKOB IO
TEME JIUCCEePTAIMOHHOW paldoThl, pa3paboTaH IAW3aiiH HCCIEIOBAHUSA, OIPEICICHbI
3aJja4d U 1EJb, MPOBEJIEH PETPOCIEKTUBHBIA U MPOCIECKTUBHBIN AHAIW3 MEPBUYHOU
JOKyMEHTAIMH, HAOII0IeHNEe U JIEYEHUE BCEX IMAalMEeHTOB, COOpP MEPBUYHBIX JAHHBIX,
OpraHHW30BaHbl M pErJaMEHTHPOBAHBI BCE 3Tamnbl uHccienoBaHus. COBMECTHO C
PYKOBOJICTBOM ~ KOJIJIEKTUBOB JIa0OpaTOpHWil TOJy4YeHbl BCE TMPEACTABICHHBIE B
JTUCCEPTAIIMOHHON paboTe HayuyHble pe3yibTaThl. OmpejeneHre TeMaTHKH pPaboThI,
dhopmMyIHpOBKa IEIU U 33]1a4, BEIOOP M OTpabOTKa METOI0B, CTaTUCTHUYECKass 00paboTKa
M OIICHKa TMOJYYEHHBIX pe3yJbTaTOB WCCIEAOBaHUS, (OPMYIUPOBKA MOJOKEHUH,
BBIHOCUMBIX Ha 3alllUTy, BBIBOABI M MPAKTUYECKHE PEKOMEHJIAIMHU, HAMKNCAHUE

JUCCepTalMK U aBTopedepaTa BHIIIOIHEHBI aBTOPOM CAMOCTOSITEIBHHO.
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I[y6onukanuu mo Teme JUCCEPTALMHU

[To pe3ynbTatam HcclieIOBaHUSI aBTOPOM OMYOJIMKOBAHO 22 TeyaTHbIe padoThl, B
TOM 4YHCJIe 7 HAyYHBIX CTaTell B JKypHajaX, BKIIOUCHHBIX B [lepedueHs perieH3upyeMbIx
HayuyHbIX m3aaHuit CedeHoBckoro YHuepcurera/llepeuens BAK npu MunoOpHayku
Poccun, B KOTOPBIX JOMKHBI ObITh OMYOJUKOBAHBI HAYUYHBIE PE3YJIbTAThl JUCCEPTALIUMA
Ha COMCKAHUE YUYEHOU CTENEeHH JOKTOpa HayK; 4 cTaThbbU B U3IAHUSIX, UH/IEKCUPYEMBIX B
MexayHapoaHbeix 0azax Web of Science, Scopus, PubMed, MathSciNet, zbMATH,
Chemical Abstracts, Springer; 7 uHBIX NOyOJIUKaIMd MO TeMe AUCCEPTALMOHHOTO
uccnenoBanus; 1 matent; 1 yuebHoe nocobue; 2 myOiaukanuu B cCOOpHUKAX MaTepHaiOB

MEXIYHAPOJIHBIX H BCEPOCCUUCKIX HAYIHBIX KOH(PEPEHITUH.

CtpykTypa U 00beM AUCCEPTAIIUU

HuccepraunoHHas paboTa U3J0KeHa Ha 247 cTpaHUIlaX KOMIIbIOTEPHOI'O TEKCTA,
COCTOMT W3 BBEACHUs, 0030pa JUTEpPaTypbl, OMUCAHUS MAaTEPUAJIOB H METOJIOB
WCCJICIOBAHMM, PE3yJIbTaTOB COOCTBEHHBIX HCCIIENOBAaHUN (BKIIIOYAsl PE3yibTaThl U
MOAXO/bl K TEpPanmuu My3bIPHBIX JE€PMATO30B, KIMHUYECKHX MPUMEPOB), 3aKIIOUYECHUS,
BBIBOJIOB, MPAKTUYECKUX PEKOMEHIAINM, TEPCIEKTUB NalbHEHIIeH pa3paboTKu TeMBbl,
CIUCKA COKPAIICHUA U YCIOBHBIX 00O3HAUYCHHH, CIIUCKA JUTEPATYPhl M MPHIOKECHUS.
Pabota nmmroctpupoBana 36 Tabnunamu u 67 pucynkamu. CIECOK TUTEPATYPBI COCTOUT

13 303 UCTOUYHUKOB, B TOM unciie 264 Ha HHOCTPAHHBIX A3bIKaX.
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I'TABA 1. OB30P JIUTEPATYPbI

1.1. AyTouMMyHHbI€ 1 HEAYTOUMMYHHbIE ITy3bIPHbIE 1€PMATO3bI

[ly3bIpHbIE JE€pMaTo3bl — TPyIIa PACOPOCTPAHECHHBIX, OMACHBIX [JISl JKU3HU
JIepMaTOJIOrnYecKuX 3a0o0seBannii. OCHOBHBIMU KIMHUYECKUMU MIPU3HAKAMU SIBJISIOTCSI
My3bIpU Ha KOXKE U CIU3HUCTBIX 000JOYKaX, MOCJIE BCKPBITUSA KOTOPBIX (HOPMUPYIOTCA
spo3un. llo nmaroreHeTMYECKMM TNpPHU3HAKAM  BBIACISAKOT AayTOMMMYHHBIE H
HEayTOMMMYHHbIe  Oyiuie3Hble  jaepmaTo3bl. llpu  ayTOMMMYyHHBIX  OyJUIE3HBIX
3a0071€BaHUSIX TATOT€HHBbIE AayTOAHTUTENAa MOTYT OBITh OOHApYyXEHbl KaKk B
HUPKYJIUPYIOLIEH KPOBU, TaK U B 00JIACTH 3JIEMEHTOB MOPAKEHUS KOKU. AyTOAHTHUTEIA
IIpU JAHHOM rpyrne 3a00JeBaHUi HAlEJIEHbl HA Pa3JIMYHbIE BHYTPU- U BHEKJIETOUYHBIC
CTPYKTYpBI B JMHJACPMHUCE W B 30HE 0a3anbHOM MeMOpaHbI, KOTOPHIE OTBEUYAIOT 3a
MEKKJIETOUHbIA KOHTAKT MEXAY SMHUACPMAIbHBIMU KEPATUHOLMTAMU M 3a aAre3uio
0a3zabHBIX KepaTUHOLMTOB K Aepme [10, 29]. CBsa3piBaHUE aHTUTENI C UX AHTUT'CHOM-
MHILIEHBIO MPUBOAUT K BOCHAJIEHUIO B COOTBETCTBYIOIIEM CETMEHTE JMUACPMHCA U
Jerpajalny JIOKaJIbHOW CTPYKTYPBI, UTO IMPUBOIUT K PA3JICICHUIO MOPAXKEHHBIX CIOEB
KOXH. BeencTBue 3TUX MpoIeccoB KIMHUYECKH HAOMI01aeTcsi 00pa3oBaHUe My3bIPeid,
SPUTEMBI U IPO3UIN Ha KOXKE M CIM3HUCTHIX 0Oonoukax. Hanbomee pacnpocTpaHeHHBIMU
dbopmamu AIlJ] siBasitoTCs BynbrapHasi, TUCTOBUAHAS, ceOopeliHas M BETeTHUPYIOIIas
my3bipyaTka, a takxke bII. MeHee pacnpoCTpaHEHHBIMUA MY3bIPHBIMH AEPMATO3aMH B
JAHHOW TpyIMIe SBJISIOTCS TeprneTUQOPMHBIN NepMaTUT, PYOIyIOUuics neMpUrons,
nuHelHas [gA my3pIpyaTka, MpUOOPETEHHBINH OyJUIe3HBIN AIUASPMONIN3 U My3bIpUaTKa
oepemennbix. HITJI nmeroT pa3nnuHyro 3THOJOTHIO ¥ MOTYT BO3HUKATH MPH JIEPMATO3aX
BOCHAIMTENILHOTO, WH(EKIMOHHOTO, JIEKAPCTBEHHOTO TEHE3a, a TakKKe SBISITHCS
reHEeTUYECKH 00yciioBlIeHHBIMH. [ eHeTnuecku oOycioBinennsie HITJ[ npencrasistor u3
ce0s1 O0IUMPHYIO IPyMITy 3a00IeBaHMM, Han00JIee YaCTO BCTPEUYAIOIIECHCS CPeTd KOTOPBIX
sisiercs JICIL. I'pynmy nacnenctBerHsix HITJ[ nomonHst0T Takue peakue 3a001eBaHms

KaK MPOCTOM, MOTPAaHUYHBIN U AUCTpodudeckuii Oyiuie3Hbii snuaepmonns [13, 26].
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1.2. AyrTouMMYyHHBIE IIy3bIPHbIE 1€PMATO3bI

Jlannas rpynmna My3BIPHBIX JIEPMATO30B MOJPA3ACIISIOTCS Ha
MHTpasuiepMalibHble U CyO3MuaepMalibHble B 3aBUCUMOCTH OT MOPaXEHHOTO CJIOS
koxku [121, 248]. Kinunuuecku Haumbosiee pacOpOCTPAHEHHBIMH JBYMS THUIAMHU

OyJIIIE3HBIX KOXKHBIX 3a00JIeBaHUM SIBISIOTCS Iy3bIipuaTka u BII.

1.2.1. AnTHUTe/Ia, BHISIBJISIEMbIe TPH AYTOUMMYHHBIX NMY3bIPHBIX J€pMAaTO3aX

BripaboTka  ayroaHTuTen, OOpa3ylIIMX  HUMMYHHBIE  KOMIUIEKCHI  CO
CTPYKTYpPHBIMM O€JIKaMH KOXH U CIM3UCTBIX O00OJOYEK, KOTOPBIE SIBIISIIOTCS
KOMIIOHEHTaMU JECMOCOM (HAmpuMep, IEeCMOTJIEUHBI, JEeCMOKOJIMHBI, IJIAKUHBI) U
remugecMocoM (Hampumep, BP180, BP230, nmnektuH, unterpun a6p4, namuauH 332,
namunuH Y1, komnaren tuna VII) — ocHoBa maroreneza AIIJl. B pesynbTaTe 3TOrO
MpoIiecca MPOUCXOIUT Pa3/iesIeHHE CIIOEB KOXXKM M 00pa3oBaHUE IMy3bIped U 3po3uil [6,
16, 31]. OcobGeHHOCTH BBIPAOOTKH ayTOAHTUTEN M COOTBETCTBYIOIIME AHTUTCHBI-

MUILIEHH MPU PA3IMYHBIX My3bIPHBIX J€pMaTo3ax npuBeaeHsl B Tabnuiie 1.

Ta6nuna 1 — Cnenudrika BoIpabOTKU ayTOAHTUTEI MIPU My3bIPHBIX JepMaTo3ax [251]

YPpoBeHb pacnoi0KeHust

3a0osneBanue . AHTHTEIA Tapreruniii aHTUIeH
ny3bipei
Bynbrapnas WHuTpasnuaepManbHO IgG [ecmorienH 3*
Iy3bIpyaTKa Jecmornenn 1
JIucroBunas IgG HecmoruenH 1
nmy3bIpyuaTKa
Beretupyromas IgG Hdecmorneun 3, lecmoryieun 1
ITy3blpyaTKa Jecmokomun 3
Cebopeiinas IgG Hecmorneunn 1
nmy3bIpuaTKa
[Tapaneomnactuyeckas IgG decmorienH 3, IHBONIAKHH,
Iy3bIpYyaTKa Hepuniakus,

Jlecmoeneun 1, /lecmonnakun I,
Jlecmonnaxun I, Snunnaxum,
Ilnexmun, BP230,
Jlecmoxonnun 1, Jlecmoxonnun 2
Jlecmoxonnun 3,
0.2-MaKpoenadyIuH-1auiK
Ilpomeun 1
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[Iponomxenue Tabmurbr 1

3a0oseBanue Yposenb PACTOAOKENHII | 4 yrurena TapreTrHblii aHTHIeH
ny3bipei
IgA ny3eipuaTka NHTpasnuaepmaibHO IgA JecmorJienH 1,
Hdecmorieun 3,
JecmokommuH 1,
JecmokoimuH 2,
Jecmokommmn 3
JlekapcTBEeHHO- IgG Hdecmoraenn 1
WH/IyIIUPOBAHHAs HecmoruienH 3
nmy3bIpuaTKa
Bynnesnsiit nempuronsn | CydsnunepmaabHO IgG BP180 (NC16A),
BP230
[Temduronn IgG BP180 (NC16A),
OepeMEeHHBIX BP230
JIuneapuseie IgA IgA BP180 (LABD97/LAD-1)
JepMaTO3bl BP180 (NC16A)
BP230
PyOryrommii IgA/1gG Jlamunmnn 332,
nemMQpuron BP180 (C-mepmunanvhvie
SnuUmMonsl),
BP180(NC16A),
BP230,
064 integrin,
KoanazenVII muna
AHTH-TaMUHUH IgG Jlamunmnn y1 (p200)
o1/p200 nemdpuronn
I[Ty3sipHbIe (HOPMBI IgG BP180 (NC16A),
KPaCHOTO IIJIOCKOTO BP230
JUIIas
[TpuoOpereHHbII IgG Konnaren VII Tuna
OyJIe3HbIN
AIUAEPMOIIN3
I'epnierudopmubIit IgA dnuaepmMaibHas
nepmatut J{ropuHra TPaHCIJyTaMUHA3a,
TkaneBas TpaHCTIIyTaMUHA3a,
SHIOMU3HYM,
JleaMuIMpOBaHHbIN TNIHAJAUH

HpI/IMC‘{aHI/ICI * JKUPHBIM HIpI/I(bTOM OTMEYECHBI Han0O0Iee 3HAYUMEIC TAPreTHBIC AaHTUTCHBI

CxematnuHoe u3oOpaxkenue muineHen ayroanturen npu AllJ] mo J. Gosink u
W. Schlumberger [146] oTo6paxkeHo Ha Pucynke 1.
AKTHUBAIUSl CUTHAJIBHBIX MMyTEW, BEAYIIUX K ayTOAHTUTEIO-UHAYLHPOBAHHOU

MaTOJOTHUH, CUJIBHO Pa3InyaeTcs y pa3HbIX 3a00JIeBaHU.
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Epidermis

’ ‘ Desmoplakin

Plakophilin Envoplakin

Desmoglein1/3
Keratin
filaments

Desmocollin

Periplakin

Stratum basale Desmosomes

BP180

Lamina

lucida Laminin y1

Hemidesmosomes

Pucynoxk 1 — Haubosnee BaxxHble anTUreHbl-muiienu npu Al [146]

1.2.2. I'1aBHBII KOMILIEKC THCTOCOBMECTUMOCTH U ayTOUMMYHHbBIE 3a00/1eBaAHUS

['1aBHBIN KOMIUIEKC THCTOCOBMECTUMOCTH SBJISIETCS CBS3YIOIIMM 3BEHOM MEXIY
pa3IMYHBIMM BOBJICYEHHBIMU ayToaHTureHamu. OOmacte HLA pacnosnoxkeHa Ha
XpOMOcOMe 6 U MPUCYTCTBYET TOJBKO Y JIFOEH, KOAUPYET I'€HbI INIABHOTO KOMIUIEKCA
rucrocoBMectumocT. Ha PrucyHke 2 npencraBieHa ynpomeHHast cCXxema pacioJIOKEHHUs
U OpraHu3alluy reHoB YesnoBedeckoro jgeiikouutapuoro anturena (HLA). HLA-knacc |
BKJIIOYaeT «kiaccuueckue» Jokycel HLA-Ia u «ueknaccuueckue» HLA-Ib, kotopsie
O0TOOpa)keHbl CUHMM U po30BbIM IBeToM. HLA-kmacc Il xoaupyercss pa3inyHbIMHU
JOKyCaMH, OTMEUEeHHbIMH KpacHbIM. B ornuume ot HLA-kmacca I u II, obnactsb
HLA-knacca III ve kogupyer HLA. BMecTo 3T0Oro sTa mioTHO ynakoBaHHasl 00JacTh
KOJUPYET pa3iuyHble BOCIAIUTEIbHBIE MOJEKYJbl, KOMIUIEMEHT U OEJIKH TEIIOBOTO

II0Ka.
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8000
ter HFE (HLA-H)
7000

Sp21.3

6000

Class |

5000

4000
HLA-F
HLA-G

HLA-A

| HLA-J
HLA-E

HLA-C
HLA-B
2000

Class Il

ter

1000
HLA-DR
HLA-DQ
HLA-DOB
HLA-DM
HLA-DOA
HLA-DP

Class Il

‘lllll

O Kilobases

Tenomeps! — ter; LleHTpomepa — cen; p — KOPOTKOE IJI€YO0;  — AJIUHHOE IJIEUO

Pucynok 2 — PacniosioxkeHue U OpraHu3aiiysi TeHOB YeJIOBEUECKOTo JEUKOIIUTapHOTO
aHTUT'€HA Ha XpoMocome 6 yesioBeka [87]

I'ensr HLA knacca I uzBectusl kak HLA-A, HLA-B u HLA-C, koaupyromue
OeJikM, MPUCYTCTBYIOLIME HAa MOBEPXHOCTU NouTH Bcex kieTok. I'enst HLA kmacca 11
comepxkatr Tpu cyoperuona: DP, DQ u DR. Kaxnawiii cyOpernon umeer OJUH
OKCIIPECCUPOBAHHBIM TE€H oO- W P-meneld, coxepxutT 1mectb reHoB: HLA-DPAIL,
HLA-DPB1, HLA-DQA1, HLA-DQBI1, HLA-DRA u HLA-DRBI [34]. I'ens1 HLA

kiacca Il 3aHnMaroT Ha 6-U XpOMOCOME MPOMEKYTOUHOE IMOJOKEHUE MEK]y T'€HaMHU
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kinacca | u knacca II. @ynkunn monekysn HLA I knacca 3akitodaroTcsi B MPE3CHTAUN
T-numdonuTamM pacroigoKEHHbIX Ha TMOBEPXHOCTH KIETKW aHTUTEHOB-IMENTH/IOB,
oOpa3oBaBmIuxcad B muToruiazMe, Il kimacca — B Mpe3eHTallud aHTUTE€HOB-TMENTH/IOB,
KOTOpBIE 00pa3yrTCsS BO BHEKJIETOYHOM IpocTpaHcTBe. AHTureHsl HLA kmacca |
AKCHPECCUPYIOTCS Ha BCEX SAPOCOAEPKAIINX KIIETKAX U TpPOMOOIUTaX (32 UCKIIOYEHUEM
KJIETOK IIEHTPaJIbHOW HEPBHOM cucTeMbl), B TO Bpemsi kak anturensl HLA knacca II
AKCIPECCUPYIOTCA HAa AHTUTEH-MPE3CHTUPYIONIUX KJIETKaX, TaKUX Kak B-muM@onuTsl,
JIEHIPUTHBIE KJIETKU, Makpodaru, MOHOIUTHI, KiIeTKu JlaHrepranca, sHIOTENHAIbHBIC
KJIETKM W JhuTelnaibHbie KiIeTku Tumyca [37]. TI'enmsr III kmacca He KOIUPYIOT
KJIACCUYECKHUE AHTUTECHBI TMCTOCOBMECTUMOCTH, HO MX NMPOIYKTHI BBIIOIHSIOT LEJIBINA
P BaXHEUITUX OMOIOTHYECKMX (YHKIUH, HANpUMeEp, KOHTPOIUPYIOT aKTUBHOCTH
dbepmenToB 1utoxpoma P450, koaupyroT 4-ii KOMIIOHEHT KOMILJIEMEHTA. AHTHUTEHBI
rucrocoBmecTuMocTd HLA NeMOHCTPHUPYIOT 3HAYMTENIBHYIO CBA3b C ayTOUMMYHHBIMHU
3a00J1€BaHUSIMHU, TPEJICTABIISISE HAaUOOJIee CUIIbHBIE MPEAPACIOIaralolie TeHeTHYECKHE
(dakTopbl. OnHAKO, B TOCIEIHEE BpeMsl MOSBISETCS BCE OOJbIIE JAHHBIX O CBSI3U
HLA-xkoMmnekca ¢ HEayTOMMMYHHBIMH  3a00JieBaHMsIMH (B TOM  YHCIE

nHDEKITMOHHBIMA ), 0 BiustHUM HLA Ha ux cTeneHs TskecTu U mporrosa [31, 146, 251].

1.3. HeayTouMMyHHBI€ y3bIPHbIE 1ePMATO3bI

B mnartoreHe3e HeayTOMMMYHHBIX MY3bIPHBIX 3a00JI€BaHUN OCHOBHAsl POJIb
OTBOJUTCS TEHETHYECKUM (akTopaMm, OMPENESIONIMM HACIEICTBEHHBIN XapaKTep
nanHoi noarpynnel 3ad6oneBanuit. K HITJ{ otHocsTtesa JACII, npocToil, morpaHu4YHbIN U
TUCTpOPUUYECKUI OYJIIIIE3HBIA SMUICPMOIIHU3.

Kak ayTouMMyHHBIE, TaK U HE Ay TOUMMYHHBIE ITy3BbIPHbBIE €PMATO3bI MOTYT OBIThH

MpPEeCTaBICHbl HHTPASUIEPMAIILHON U CYyO3NTUAEpMaIbHOM JIOKATU3alUel my3bIpeil.
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1.4. I/IHTpaSHI/IHepMaHLHLIe H cyﬁannuepManbﬂme IMY3bIPHBIC N€PMATO3bI

1.4.1. UnTpasnuaepmalibHbIe IMy3bIPHbIE 1€PMATO3bI

DOto Oonblas rpynmna 3a0ojieBaHUM, BKIIOYAIOMIUX B ce0s BYJBIapHYIO,
JUCTOBUJIHYIO0, CE0OPEHYI0 M BEreTUPYIOIIYI0 MY3bIpUaTKy, MapaHeoIIaCTUYECKYIO,
JEKapCTBEHHO-UHYIIUPOBaHHYI0, [gA-y3pIpuaTKy U HOOPOKAYECTBEHHYIO CEMEHHYIO
nmy3bIpuaTky I 'yxxepo-Xennu-Xennn.

[Ipu wuHTpa’nUAEpMaIbHBIX IY3BIPHBIX J€pMaTO3aX AyTOMMMYHHAasi CHUCTEMa
HalleJIeHa TIJIaBHBIM 00pa3oM Ha TpaHCMEMOpaHHbIE aAre3UBHbIC MOJEKYJIbl THIIA
kaarepuna (aecmorneud 1 u 3). Jecmorneunsl (Dsg) BmecTe ¢ JaeCMOKOJITMHAMHU
o0ecrneunBalOT CIEIUICHUE MEXAYy JMNUACPMaTbHBIMU KEPATUHOLUUTAMU U CBSI3aHbI
BHYTPUKJIETOYHO C MPOMEKYTOUHOU (PUIAMEHTHOW CETKOW uepe3 pa3IudHbIC THUIIBI
MIakuHOB. B OTBeT Ha CBS3bIBAaHME AYTOAHTUTEN, KJIETOYHBIM MeTad0Iu3M,
BHYTPUKJIETOUHAsl TMepe/ladya CUTHAIOB U CTPYKTypa JECMOCOM TMOJABEPraroTCs
M3MEHEHMSIM, KOTOpBIE€ BBI3BIBAIOT TMOTEPI0O MEXKKIETOYHOM aare3un (OCHOBA
aKaHTOJIM3a) U 00pa30BaHUE BHYTPUINUAECPMATBHOTO PACIHICTUICHUS, YTO MPUBOJIUT K
BO3HUKHOBEHUIO BSJIBIX ITY3BIPEH U 3PO3UM Ha KOXKE U/UITU CIU3UCTBIX 000JI0UKax [6].

Knaccuduxanus 3aBUCHUMOCTH OT T€He3a

OyJUUIE3HBIX  J€PMATO30B B

MaTOJOTUYECKOT0 MPoIlecca U YPOBHS 3alieraHus My3bIpei npejcrasieHa B Tabnuie 2.

Ta6numna 2 — Knaccudukanus my3bIpHBIX 1epMaTO30B

YpoBeHb pacnojioKeHus AyTOMMMYHHBI€E ITy3bIPHbIE HeayromMMyHHbBIE
Ny3bIps B dIUEpMHUCce AEepPMaTO3bI NMy3bIPHbIE 1ePMATO3bI
HNHTpasnunepmaibHbie Bynerapnas my3sipyaTka IIpocrou OyIIe3HbII
IIy3bIPHBIE JE€PMATO3BI SNUAEPMOJIIN3

Bynnesnslit nempurons

JloOpokauecTBeHHas ceMeitHas

PyGuyromuiics OyJIe3HbI | IMy3bIpYaTKa

neMpUrony
CyOsnunepmanbHble I'epnieTndopMHBII 1epMATUT ITorpanuuHsIii OyIe3HbII
My3BIPHbIE IePMaTO3bI SMHJECPMOIIU3

JIuneitnas IgA my3bipuaTka

Juctpodudecknii OynE3HbII
AMUACPMOITU3

[TpuoOpereHHbII OyIe3HbII

SIUAEPMOJIIN3

ITemduronn 6epeMeHHBIX
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Knuandeckuit (eHOoTUN My3BIPHOTO JAepMaro3a (TO €CTh MECTO 0Opa3oBaHUSA
my3bIpeit) ompeaensieTcss npoduiieM JeXalluX B OCHOBE aHTUTEI W HOPMAaJIbHBIM
pacnpenenenueMm Dsgl u Dsg3 B Tkansax. Dsgl nmpenMyIiecTBEHHO 3KCIIPECCUPYETCs Ha
MOBEPXHOCTU JNUAepMuca, Torjaa kak Dsg3 HakamiauBaeTcss B OCHOBHOM B 0Ooiiee
rIyOOKHX CJIOAX SMUAEPMUCA U B CIIUZUCTHIX 00010UKaX. B 3T0il CBsI3U pa3iuyHbIE BUIbI
KaJIreJIPUHOB OMPEAEIISIIOT 0COOEHHOCTH KIIMHUKU PA3JIMUHBIX BUJIOB My3bIPYATKH.

Hanbonee m3yueHHbI U pacIpOCTPAaHEHHBIN HMHTpa’yNIUAEPMaTbHbIN My3bIPHBIMA
JIEpMAaTO3 — My3bIpuaTKa — ABJISETCS MOJUTCHHBIM 8y TOUMMYHHBIM 3a00JIeBaHUEM, HOCUT
CIIOPAIMYECKUN XapaKTep, PEAKO PErUCTpUpyeTcsl 0ojiee OJHOr0 MalUeHTa ¢ JIaHHBIM
IUarHo3oM B cembe. OaHAaKo, HEOOXOAMMO OTMETHTh, 4YTO UUPKYJIHPYIOLIUE
aytoantutena [gG BeISBISIIMCH Yallle Y WICHOB ceMbH naiueHToB ¢ BII, yem B 310poBoi
nonyysiuu [1]. AyToumMmyHHBIE 3a00JieBaHUs, TaKHME KaK PEBMATOUAHBIM apTpUT U
caxapsslif Auadet 1 Tuma, Takke yaiie 0OHapyKUBAIOTCS y POJICTBEHHUKOB MAI[UEHTOB
¢ BII [1]. DT0 roBOpUT O TOM, YTO CYLIECTBYET T€HETUYECKAS MMPEAPACTIOIOKEHHOCTD K
ayTOMMMYHHBIM 3a00JIEBaHUSM B II€JIOM, ¥ TIOATBEPAKIAAET POJIb TEHETUUECKUX (PaKTOPOB
B IMaToreHe3e IMy3blpyaTku. PacmpejenieHne CBS3aHHBIX JIOKYCOB BapbUpyeTCS B
3aBHCUMOCTH OT PETMOHA U HaceleHus. MccnenoBanus B psiae CTpaH BoisiBWIN, yTo HLA
cBsi3aH ¢ maroreHe3oMm my3sipuaTku. DQB1*0503 u DRB1*0402 — amnenu HLA,
KOTOphIe Hamboisiee 4yacTo BcTpevarorcs y nanueHTtoB ¢ BIl u3z ®panuun, Mcnanum,
CnoBakuu, Utanuu, bpasunun u CeBepHoit Amepuxu [251].

Camoe KpyInHO€E HCCIENOBAHUE O KOPPEISIUOHHBIX CBA3SX TNIABHOIO KOMILIEKCA
ructocoBMectumMocTd HLA u my3sipuatku Obu1 BeinmosniHeH B Kutae. S.Y. Zhang et al. B
2019 r. na 365 nauuentax ¢ BII, na 104 nanuenTax ¢ JIII u 1105 310poBBIX ManueHTax
U3 KOHTPOJBHOW TpYNNbl HWIASHTUPUUUpOBaNU creuuduyeckue amwienu st Bl
(HLA-DRB1*04:06 u HLA-DRBI1*14:01) u JIII (HLA-DQBI1*03:02), Torma kak
HLA-DQB1*05:03 oka3zaincs cneuuduyeckum amienem kak ais BIT, rak u ans JITT[259].
Mera-ananu3, npoBenaeHHbld S.C.L. Gough et al. (2007) o0 accommanuu Mexmy
HLA-DRBI u BII npennonaraet, uto HLA-DRB1*04, HLA-DRB1*08 u

HLA-DRBI1*14 cBsi3anbl ¢ T€HETHUECKON MPEAPACIOIIOKEHHOCThIO K Pa3BUTHUIO

BII [147].
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Amnrern HLA, accouuupoBaHHBIE C PAa3BUTHUEM IIY3bIPUYATKH B PA3IAYHBIX

cTpaHax, npenacrasiieHsl B Taomure 3 [37, 147, 299].

Ta6muna 3 — HLA-koppemnsauuu ¢ BII B paznuuHbix cTpanax mupa [299]

Crpana/ Amienn HLA
PeruoH Mupa
Bbpazunus HLA-DRB1%*0402,*0804,*1401,*1404;
DQA1*0301;
DQB1*0302,*0503
Benecyana HLA-DRB1*0402,*1401
EBpona HLA-DR4 (DRB1*0402,*0406;DQB1*0302), HLA-DR14
(DRB1*1401,*1405;DQB1*0503)
W3pauns (eBpeu alIkeHas3n) HLA-DRB1*0402;
DQwS;
DQBI1*0302
Wpan (He eBpen) HLA-DRB1#*0402,*1401;
DQA1*0104;03011;
DQBI1*0302,*0502;
DRB4
Kuraii HLA-DRB1%*1401,*1404,*1405;*1407,%1408, 120x;
DQBI1*0503
Cesepnast Amepuka (ue eBpen) | HLA-DR3 DRB1*03,
DRB1*0402 u DQB1*0503
CrnoBakus HLA-DRB1%*0402,*0404;1454,1404,1405
DQBI1*0302,*0502
Tynuc HLA-DR3 DRB1*03, DQB1*0302 u DRB1*04
Typuws HLA-B35, B44, CW4, DR4, DR14, DQ4 u DQ8
Opannus HLA-DRB1%*0402,*%1404;1404;
DQB1*0302,*0503
SAnonus HLA-B1*1507
HLA-DRB1*04, DRB1*14

Pa3Butne ayTouMMyHHBIX 3a00JieBaHUM, KaK MpaBuiio, MHOrogakropuaibHoe. K
MEPEYHIO ATUX (PAKTOPOB OTHOCSITCS: TEHETUYECKAs MPEIPACTION0KEHHOCTh, STHUYECKasI
MIPUHAJJIEKHOCTh, BO3PACT, OKpY>Karollas cpeia U Mmoj. AyTOUMMYHHbIE 3a00JI€BaHUS
Yalie perucTpupyroTcs y *KEHIIUMH, YTO OCOOCHHO BBIPAXKEHO MPU CUCTEMHOU KpacHOM
Bo4aHke, cuHiapome lllerpeHa M ayTOMMMYHHOM THPEOUJUTE, MPUYEM >KCHIIIUHBI
cocTaBisAlOT Oonee 85% Bcex ciydaeB. [Ipu peBMaTOMAHOM apTpUTE U PACCEIHHOM
ckiepoze 60—75% mnanueHToB cOCTaBiIsAOT >keHIUHBL [300]. Pasnuuusa B cocraBe
MOJIOBBIX TOPMOHOB, TAKUX KaK MPOTECTEPOH U TECTOCTEPOH, MOT'YT OOBICHUTH PA3JIUUHUS

B HMMYHHBIX MCXaHU3MaxX W PpPacCHpOCTPaHCHHOCTH AaYTOMMMYHHBIX 3a00JIeBaHUI y
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xeHmuH [300]. [TooBele cTeponabl MOTYT HANPSIMYIO BIIAATH HA UMMYHHYIO CUCTEMY U
Ha KOMIIOHEHTHI MPE3CHTALMN aHTUT'€HA, aKTUBALMK JUM(POIUTOB, IKCIIPECCUU T€HOB
OUTOKMHOB. OHM TakKe€ MOTYT OKa3blBaThb KOCBEHHOE BJIMSIHUE HAa KOHUEHTPALUIO
KOPTUKOCTEPOHA U KOPTHU30J1a, KOTOPAsl BBILIE Y JKEHILIWH, YeM y MyxunH. Kpome Toro,
TJIFOKOKOPTUKOWABI TOAABISIOT BBIPA0OTKY IIOJOBBIX TOPMOHOB M MEXAHM3M HX
neiictBuda B TkaHsx [300].

['TIOKOKOPTUKOHMIBI 1 MMMYHOCYIIPECCUBHBIE MpenapaThl B HACTOAILLEE BpeMs
ABJISIIOTCS. OCHOBHBIMU CPEJCTBAMM JIEUEHHUS] AayTOMMMYHHBIX OYJIJIE3HBIX KOMXHBIX
3a0oneBaHui. M3-3a JUIMTENBHOIO TEYEHHS U MMOBTOPSIOLIUXCS 3MHU30/10B 3a00J1€BaHUI
MPOJIOHTUPOBAHHBII MPUEM TIIIOKOKOPTUKOUJIOB M HMMYHOJENPECCAHTOB MOXKET
MPUBECTU K YACTBIM M 3HAYMTEJIbHBIM MOOOYHBIM PEAKLUSAM, TAKUM KaK OCTEONOpO3,
OCTEOHEKpPO3, THUIIEPTOHMS, JUA0ET, KEIYJOUHO-KUIIEYHbIE KPOBOTEUEHUS U
Muenocymnpeccuss. llenb Tekyliero uccieoBaHUsS COCPENOTOYEHAa Ha JIy4ylleM
NMoHMMaHuu martorene3a my3eipuatku, bBII u JICII, uToObl pazpabotath Ooiee

Oe3omacHbie U 3P (HEKTUBHBIC TEPANIEBTUUECKUE CPEICTBA JIJIs JICUCHHS 3a00JICBaHUH.

1.4.1.1. AyrouMMyHHBI€ Iy3bIPYATKH

[ly3plpyaTkun — Tpynmna peakux ayTOMMMYHHBIX MY3bIpHBIX 3a0osieBaHuid. Ilo
OIIECHKAM SKCIEPTOB, 3a00JIeBAEMOCTh COCTABJISET JBa HOBBIX Clly4yas Ha MHWUIUOH
xuteneit B ron B Llentpanbnoit EBpome [30, 107]. Ilpu my3sipuaTtke HaOmrogaeTcs
TSDKEJI0€, XPOHUYECKH PELUIUBUPYIOIIEE TEUEHUE CO 3HAYUTEIIBHBIM yXYJIIICHUEM
Ka4yeCTBa JKU3HU M BBICOKHMM YPOBHEM CMEPTHOCTH B CIy4ae OTCYTCTBHS aJ€KBATHOU
tepanuu [4, 34, 194].

Paznuuynbie THUOBl  My3bIpYATKH  ObUTM  WACHTU(UIIMPOBAHBI HAa OCHOBE
KIIMHUYECKUX U TUCTOMOP(DOJIOTHUUECKUX XapaKTEPUCTHUK, a TaKKEe Ha OCHOBE psijia
AHTUTEHOB, MPOTUB KOTOPBIX BbIpabaThiBaloTCs ayToaHTutesna. OCHOBHBIMU (hopMaMu
My3bIPYATKU SABJISIOTCS OOBIKHOBEHHAsI, ce00peiiHas, BereTUpPYyIoIiasi U JIUCTOBUAHAS, HO
B MOCJEAHUE ACCATUIIETUS ObUIM ONMUCAHBI U HEKJIAcCHYeCKHe (POpPMBI My3bIPUATKU:

napaHeoriacTuueckas, repnetudopmHas u my3sipuatka IgA [4, 24, 96].
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Haunbonee ywacto BCTpedarONIMMUCS DPA3HOBUAHOCTSIMU ITY3BIPUYATKH SIBJISIOTCS
BYJIbIapHasi U JUCTOBUIHAs, HA KoTtopble npuxoautcs 70% u 15-20% Bcex ciydaes
My3bIpYaTKHA COOTBETCTBEHHO [300].

Pacnpoctpanennocts BII sBisieTcs aTHUUECKU U reorpaduuecky HEPaBHOMEPHO.
3aboseBaeMOCTh cocTaBiseT oT 0,76 HOBBIX ClTy4aeB Ha MUJIJTMOH B TOJ1 B OUHISAHANY U
3,5 HOBBIX ClIy4yaeB HA MWUIMOH B rof B Anonun 10 16,1 cimyyaeB Ha MHJUTHOH B TOZI B
N3paune (Bo BceM mupe 3a00JIeBaeMOCTh ATOM OO0JIE3HBIO Hambojiee BBICOKA Cpeau
€BpeeB-allIKEHa3u CPEeIU3EMHOMOPCKOTO MpoucxoxaeHus) [4, 189]. B GonbmnHCTBE
ctpan BII BcTpeuaercs wame, yem JIII: nanpumep, Bo ®@panuun BII cocraBnser 73%
BCEX CIIy4aeB Iy3bIpUaTky, a B Anonuu cootHomenune mexay BII u JIIT cocraBnsier 2:1.
Uckmrouenue cocrasisaror Ounisinaus, bpasuwnua u TyHHC;, B NOCIEIHUX IBYX —
supemuunble ouaru JIII [96, 228]. B pa3nuuHbIX HUCCIEIOBAaHUSX MPEICTABICHBI
MPOTUBOPEUMBBIE JaHHBIE OTHOCUTEIBLHO 3BOJIONMNHU 3aboneBaemocTu BII: B To Bpems
kak B bpasunuu um BenuxoOputanuu 3a0071€BaeMOCTh YBEJIMYMWIIACh 3a IOCJEIHEE
necsatunetue, B Mzpawe 3a mociaenuue 16 net Habmoganocs camkenue [102, 143, 216,
237].

Kak u npyrue ayroummyHHble 3a0oseBanusi, BII yamie BcTpeuaeTcs y >KEHILHH.
CooTHolIeHue MY»XYUH U *KeHIUH koyebnerca ot 1:1,5 B U3paune u Mpane no 1:4 B
Tynuce. BIT MoxeT BOBHUKHYTH B J1F0OOM BO3pacTe, HO Yallle BCEro Ae0r0T 3a00eBaHus
otMeuaercs B Bo3pacte ot 40 go 60 ner. B Hekotopeix cTtpanax bmmxnero Boctoka u
bpazunuu 3abosieBaHne HaUMHAETCA paHbIlle: B bpa3uianu npoBoauiIoch Uccie0BaHue,
KOTOpO€ BBISIBWIO, 4TO 17,7% cnyuaeB BII Bo3Hukarot B Bo3pacrte no 30 ner [51, 181,
228].

OONIEN3BECTHO BIIMSIHUE TEHETHYECKUX M HMMYHOJIOTHYECKUX (DAKTOPOB Ha
Hayano BII. Opnako (¢akTopbl OKpyXaromie cpenbl (Hampumep, JeKapcTBa,
creuupuyYecKre HapylIeHUs TUEThbl, BUPYCHbIE 3a00JIeBaHMs) MOTYT BBI3BaTh JEOIOT
My3bIpYAaTKA WM TOBJIUATH HAa HEro B KadecTBe Tpurrepa [143]. YauBurenbHO, HO
HEJJABHUN CUCTEMAaTHUYECKUU 0030p MpuUIled K BBIBOJAY, YTO KYpEHHE SIBISETCS
BO3MOXHBIM (hakTopoMm 3amuThl oT BII, XoTss apyrue wuccieaoBaHus C JIPYTUMH

METOJIOJIOTUSIMU HE CMOTJIA BOCITPOM3BECTH 3TOT pe3yabTar [216].
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3a mocieaHue rojibl ObLIN OMKUCAHBI HOBBIE acconuanuu Mexy BI1 u paznuunbimMu
COCTOSIHUSIMM, BKJIIO4Yass MHPEKIMU U ayTOUMMYHHBIE, CEPJACUYHO-COCYAUCTHIE,
SHJOKPUHHBIC, TIE€MAaTOJOTHMYECKWEe U  HeHUporncuxuaTpuiyeckue  3a00JeBaHMUS.
Hapymenusmu, Hanbonee cuibHO cBsi3aHHBIMU Cc BII, Oblmn MuacTeHusi, MYKO3UT
MOJIOCTH PTa, O€CCOHHMIIA, TUAPANACHUT U T€MATOJIOTHYECKe HOBooOpa3zoBaHus [194,
300]. Taxxe Obula NOPOAEMOHCTPUpPOBAHA  B3auMOCBs3b  Mexay BIl  u
CEepPACYHO-COCYAUCTBIMU 3a00JE€BAHUSIMU, CBSI3AaHHBIMHU c XPOHUYECKUM
BOCIMAJIUTENIbHBIM TPOILECCOM, CHIKEHUEM (DU3UYECKON aKTUBHOCTH U3-3a 00U U
nuckoMdopTa, BBI3BAHHOTO KOXXHBIM IMPOIECCOM, a TaKKe MPUMEHEHUEM CHCTEMHBIX
KOPTUKOCTEPOUJIOB. XOTsI €ro maTou3UOJIOTUSI OCTAETCS HEOMpEAeICHHOM, KpaiiHe
BAXHO OLECHHUTH CEPJICUYHO-COCYIUCTHI puck y mnauweHTtoB ¢ BII [181]. Jlrogu ¢
ayTOMMMYHHBIMU I€PMATOJIOTMYECKUMU 3a00JIEBaHUSMH CKJIOHHBI K Pa3BUTHIO APYTHUX
COMYTCTBYIOIIUX ayTOMMMYHHBIX TpolieccoB. B koroptHsix uccienoanusix BII Obuia
CBSI3aHA C CHUCTEMHOM KpAacHOM BOJMYaHKOM, PA, ayTOMMMyHHBIM THPEOUIAUTOM,
nuabdetom | Tuma u muactenuei [51, 228].

N3BeCTHO, YTO MapaHEOIUIACTUYECKas My3bIpUaTKa Yalle BCEro acCOLMUPOBAHA C
reMaToJIOTUYECKUMHU  3JIOKAYECTBEHHBIMU ~ HOBOOOpPa30BaHUSMU  (HEXOJKKUHCKOM
auM@pomMoit U XpoHHUecKON JuMdoruTapHoil JTuMPOMOIl), MOXKET OBITh CBSI3aHA C
JIETOYHBIMU KapIMHOMaMH M MEJIAHOMOM, CapKoMaMu, TUIepramMmarioOyianHeMueu
Banbaenctpom. EcTh pgaHHBIE O maiueHTe C BUPYCOM UMMYHOJe(duIMa denoBeka U
B-numdomoii, cTpagasiiero napaHeoniacTUYeckoi my3eipuarkoit [15, 58, 158, 226]. V
psila MalMeHTOB ObUIA BBISIBJICHBI JTOOpPOKAYECTBEHHbIE HOBOOOPA30BaHUs, BKIIOUAs
tumomy u Oone3nb Kactiamana [15, 58]. XoTs CBsi3b MEXJy reMaToJOrMYeCKUMU
HOBOOOPA30BaHUSIMU U MTAPAHEOITIACTUYECKOM My3bIpYaTKON OeccropHa, 0 CUX MOpP HET
JIOKA3aTeNbCTB, IMOATBEPKIAOIMINX CBA3b € JaHHbIX mnaroimorui ¢ BII. HenaBnee
HcclIeIoOBaHHEe B ['epMaHWMM MOKa3ajgo, 4TO PACHPOCTPAHEHHOCTh IeMaTOJOTHYECKHX
HOBOOOpa30BaHM B JiBa pa3a BbIlIe y nanueHToB ¢ BIl mo cpaBHEHUIO ¢ KOHTPOJBHOM
rpynnon [198]. IlomynsaiuoHHOE WHCCIENOBaHUE, B KOTOPOM YydacTBoBainu 1985
MAIMEHTOB C My3bIpUaTKOr U 9874 4enmoBeK M3 KOHTPOJIBHOM TPYIIbI, TOKA3aJI0, YTO

pacupOCTPAHEHHOCTh  XPOHMYECKHUX  JIEMKO30B, MHOXECTBEHHBIX MHEIOM U
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HEXO/KKUHCKUX JuM(poM Obuta Beilie cpeau mnanueHToB ¢ BII mo cpaBHeHUIo C
KOHTpoJIeM. CBSI3b C XPOHHUYECKUM JIEMKO30M OCTABaJaCh 3HAUYUTEIBHOW JAXKe IOCIe
KOPPEKTUPOBKHA  KOXHOTO Ipolecca HMMYHOCYIIPECCUBHOM — Tepammenn [217].
Bo3MoxkHbIE OOBSCHEHHS CBSI3M MEXKIY IMy3bIpYATKOM U TIeMaTOJOTHYECKUMHU
HOBOOOpPA30BaHMUSIMU:  XPOHUYECKAss  MUMMYHOCTUMYJSIUST W WHTCHCHUBHBIM
BOCHAJIUTEIbHBIN MPOLIECC, BBI3BIBAIOIIMNA MPOOHKOTEHHBIE MYyTallMM B KIETKAaX C
MOCTOSTHHOM ~ peIuIdKalnuen; croikas akTtuBanus B-numdouutoB, BbI3bIBatOIAs
M3MEHEHHE IUTOKMHOBOrO MPO(UIIST U YCTOMYMBOCTH K amoINTO3y; HMCIOJIb30BaHHE
MMMYyHOZEINpeccanToB s geueHus BII, Takux kak a3aTHONPHUH, KOTOPBIE YBEIUYUBAOT
pUCK rematojioruueckod Heorazuu [217]. B Tom ke wuccinemoBanuu Oblia
MPOAEMOHCTPUPOBAHA 3HAUUTENbHAs CBsA3b BII ¢ HeomazusMu numeBo1a U TOpTaHu, €
paclpOCTPAHEHHOCTBIO B TPU W JIBAa pas3a BbIIE, YEM B KOHTPOJIBHOM TpYIIIE,
COOTBETCTBEHHO. CBS3U C HOBOOOPA30BaHUSMHU JIPYTUX OpPTraHOB He HaOI01anock [240].

AHTUTEHBI, THULIMUPYIOLINE MaToJoruueckuil npouecc npu BII, mpencraBnsror
coboii Dsgl u Dsg3, koTopsble SBISIIOTCS TpaHCMEMOpPAaHHBIMU TIUKoNpoTenHamu 160 u
130 k/la coorBerctBeHHO. [I0 CBOEH MpPUPOAE OHU SBISIIOTCS HEOTHEMIIEMOM YaCThIO
JECMOCOM CEMEWCTBA KaAr€pPUHOB, OTBETCTBEHHBIX 34 MEXKKICTOUHYK aIre3Hio
IJIOCKOT0 MHorocioHoro snutenus. [Ipu BII mpoucxomuT yrHereHue aare3nuBHOU
(YHKIIUU JECMOTJIEMHOB ayTOAHTUTEIaMU, YTO MPUBOJUT K 0OPA30BaHUIO MY3bIPEH.

Kaarepunsl — KaJbIUii-3aBUCUMbIE MOJICKYJIbI MEKKIETOYHOM aAre3uu, KOTOPhIE
HEOOXOJIUMBI JJIs COXPAHEHUS IEJIOCTHOCTH TKaHe. VX MOXKHO pa3/enuTh Ha JBE
rpynmnsl: Kiaccudeckue (kaarenpuuel P u N) U gecMocoManbHble KaAreIpUHBI
(mecmoriienHbl U JECMOKOJUIMHBI). CTPYKTYpHO OHHU HUMEIOT TMSATh BHEKIJIETOYHBIX
JIOMEHOB, KOTOpBIE HEPa3IWYUMbl MEXK]Y TpYyIIaMHu, TpaHCMEMOpaHHBIA JIOMEH H
HUTOIUIA3MATUYECKAE JOMEHBI, KOTOPBIE OTIWYAKOTCA MEKAY KIACCUYECKUMH U
JNECMOCOMAJIbHBIMU KaJArepuHaMu. JIMCTAIbHBIA BHEKIECTOYHBIA JOMEH MOJICKYJIbI
KaJAreApruHa CBS3bIBAETCS C COOTBETCTBYIOIIMM JUCTAIBHBIM JOMEHOM COCEOHEU
KJIETOYHOM MOJIEKYJIbl; HAa HHUX HAlEJNeHbl ayTOAHTUTENA, OTBETCTBEHHBIC 3a

pacmieruienue [4, 209].
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Hecmornennsl umeroT detbipe uzodopmbl: Dsgl (160 x/a) u Dsg3 (130 k/la)
DKCIPECCUPYIOTCA TOJIBKO B MHOTOCIOMHOM IIJIOCKOM DJIIMTENIHH, TIE PEaTu3yercs
KJIMHUKA ITy3bIpYaTKy; Dsg2 skcnpeccupyercs BO BCEX TKaHAX € I€CMOCOMAaMU, BKITIOYas
NPOCTOM 3nuTenui U Muokapa; Dsg4 skcrnpeccupyeTcsi B BOJIOCSIHBIX (DOJUIMKYJIAX H,
BO3MOKHO, Y4aCTBYET B NOPAKEHUAX KOKHU TOJOBBI, KOTOPBIE YAaCTO BO3HUKAIOT IPH
ny3bipyatke [167]. JleCMOKOJUIMHBI TOPEACTABISIOT COO0OM  JAPyryw rpynmy
TpaHCMEMOPAHHBIX TJIMKONPOTEMHOB, KOTOPbIE BMECTE C JECMOIJIEMHAMHU COCTABJISIIOT
necMocoMmy. Iloka He M3BECTHO, UIPAKOT JIM JAECMOKOJUIMHBI POJb B JTHOINATOIEHE3E
My3bIPYaTKH U I0YEMY OHU HE MOTYT KOMIIEHCUPOBATH MOTEPIO (PYHKIIMH JE€CMOTJIEHHA.

B koxe Dsgl skcnpeccupyercs Mo BCEMY SMHAEPMUCY, 00Jiee MHTEHCUBHO B
ITIOBEPXHOCTHBIX CIOSIX, TOTJA Kak Dsg3 KOHIEHTpHUPYETCS B HUKHUX CIOSIX SIAIEPMHUACA
(OazanbHBI M mapaba3ajbHBI) M HE ONpENENsieTCs] B IMOBEPXHOCTHBIX CIIOSX
snuaepmuca. B cnusucteix ob6onoukax skcnpeccupyrores Dsgl u Dsg3, nHo Dsgl umeer
ropa3zio MeHbIINE KOHLIEHTpauuu, uem Dsg3 [4, 213, 214, 223].

[Ipu npenmMyIiecTBEHHOM MOpaXE€HUU CIU3UCTON 000m0uku npu BII ocHOBHBIM
ompeneNseMbIM aHTUTEHOM siBisieTcs Dsg3. B koxe nzonuposanHas nuchynkuus Dsg3
HE MOXET 00pa30BbIBaTh Iy3bIPH, TaK KaK MOJHOCTBHIO KomneHcupyercs Dsgl. Onnako
B CIIM3UCTON 000JI0UKE HU3Kasg KOHIEeHTpauus Dsgl HepocTraTouHa Al KOMIIEHCALUU
muchynkiuu Dsg3, 4To NpUBOIUT K MPeoOIafaHUI0O MOPAKEHUN CIUZUCTON 000JI0UKH
0e3 nopaxenus koxu [4, 107, 213, 214].

B nmarorenese BII ¢ 0lHOBpEeMEHHBIM BOBJIEUEHUEM B IPOLECC KOKU U CIU3UCTBIX
yuyacTByoT Kak Dsgl, tak m Dsg3. IlosTomMy Ha KOX€ M CIM3UCTBIX 000J0YKax
oOpa3yroTcs oOmMpHbBIE My3blpy. B HacTosiee BpeMsi HE ICHO, IOYEMY PACILEIIICHUE
MIPOUCXOJHUT TOJBKO B Cynpada3aJbHOM CIIO€, @ HE IO BCEMY SIUTEIUIO, YUUTHIBAs
skcnpeccuto Dsgl u Dsg3 no Bcemy anuaepmucy. BosamoxHbie 00bICHEHUSI MOTYT OBITh
CJIEIYIOIIMMU: aHTUTENA U3 JEPMbl UMEIOT OoJiee JIErKUid JOCTYI K 0a3albHOMY CIIOIO, a
MEXKJIETOUHAsl aare3uss 0a3ajlbHOroO CJ0sl MOXKET ObITh ciabee, 4emM ajare3us Ha
ITIOBEPXHOCTH MUIAEPMUCA, U3-32 MEHBIIIETO KOJIUYECTBA IECMOCOM.

ITpu BII BeIABAsitOTCS ayToanTuTena IgG, HampaBieHHble npoTuB Dsgl w/min

Dsg3. B psane wucciaenoBaHuid ObLJIO MPOJAEMOHCTpHpPOBaHO, uTo mnojkiacc [gG4
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npeobsiaaer B octpoil (aze 3aboneBanus, torga kak IgGl cBs3aH ¢ mepuogaMu
pemuccuu [213, 214].

B Hacrosiee BpeMsi MEXaHU3M, C IIOMOIIBI0 KOTOPOTO CBA3BIBAHUE ayTOAHTUTEN
C JIECMOTJIEMHAMH TTPUBOJUT K AKAHTOJIU3Y, OCTAETCS HESICHBIM. BO3MOKHBIE TUIIOTE3BI
ATOTO (PeHOMEHA BKJIIOYAIOT: HM3MEHEHHUS B MEpe/laue CHUTHAJIOB BHYTPHUKIECTOYHOM
TPAHCIYKIIMU U Pa3pbIB LIUTOCKEIETa, YTO MPUBOJUT K COKPAIICHUIO KEPATUHOIIUTOB;
MPOCTPAHCTBEHHOMY MPEMNSATCTBUIO NJIs aJAr€3Uu JIECMOTJIEHHA; U 00pa3oBaHKe, CPEeau
MPOYero, 1eCMOIIEHH-IePUIIUTHBIX HecMocoM [4, 213, 300].

[Tpu JIIT Dsgl siBnsieTcss OCHOBHBIM aHTUT€HOM. B ko€ B ciiydasx AUCHYHKUUN
Dsgl naOnromaercs pacuieryieHue MOBEPXHOCTHOTO JIUJIEPMHCA, MOCKOJIbKY 3TO
€IUHCTBEHHass 00JIacTh, TJ€ NPUCYTCTBYeT ToOJbKO Dsgl 0e3 comyTcTByloOMIEH
skcnpeccun Dsg3. Bonee riy0okue clion HE 3aTparuBarOTCs, MOCKOJIbKY MPUCYTCTBUE
Dsg3 komnencupyet auchynkiuto Dsgl. B cnusuctoit obonouke auchynkius Dsgl ne
BEJIET K pacUICIUICHHIO H3-3a COBMECTHOM »3Kkcrnpeccun Dsg3 B 0osiee BBICOKHX
KOHIIEHTpAIUAX MO BCEH [JIWHE OHnuTenus. Takum oOpaszom, Ipeodiagarorias
KIIMHU4ecKast kapTuHa rpu JII1 — moBepXHOCTHBIE MOpa’KeHHS HAa KOXKHBIX MOKpOBax 0e3
MOpaXeHUs CIU3UCTHIX 000JI0UEK.

Knunnueckue nposiBiaenus BII Moryt BkiroyaTh B ce0sl MOPAKEHUE CIU3UCTHIX
obonouek unu koxu (Pucynku 3—7). Iloutu y Bcex NalNMEHTOB HaOIIOIAIOTCS
MOpaXeHUsl CIU3UCTOM O0O0O0JIOYKH, B OCHOBHOM B TIOJOCTH PTa, C KOXXKHBIMU
nopaxeHussMu win 0e3 Hux. [lopaxkeHue CAM3UCTBHIX MOJIOCTH PTa SABISETCS MEPBBIM
nposiienueM B 50—70% ciydaeB u Bo3HUKaeT y 90% mainueHToB B TeUeHUE OOJIE3HU
[212]. Bo3HukatoT 00Jie3HEHHbIE, JIETKO BCKphIBatouecs 3po3uu. M3nobienHsie Mecta
JIOKaNM3aluy — CIIM3UCTAsl EK U HeOa, TYObI U IECHBL. DPO3UU MHOKECTBEHHBIE, PA3HBIX
pa3MEpPOB M HEMPaBUIBLHON (OPMBI; OHU CKIOHHBI K TepudepuueckoMy pocty, 0e3
aJIEKBATHOM TEpalMK HE CKJIOHHBI K pesnurenu3anuu [98]. MoryT nopaxarbcsi Ipyrue
CIM3UCTBhIE O0O0JIOYKH, BKIIIOYAasi KOHBIOHKTUBY, CIU3UCTYI0 HOCA, TJIOTKH, TOPTaHH,
MUIIEBOJA, BJIATAININA, ITOJOBOrO WieHa U npsiMor kumku [98]. [lopaxkeHue noaoctu

pTra MOXCET COXpPAaHATBCA B TCUCHHUC HCCKOJIBKHX MCCALICB, IPCKIAC YCM HAYHCTCA
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pacrpoCTpaHeHHE MaTOJOTHYECKOro TIpolecca Ha KOXY WM JPYTHE CIH3UCTHIC

obomouku [228].

Pucynoxk 4 — Tunuunsie nposiBiieHus BII Ha KOKHBIX MOKPOBax B CTAAUIO pa3rapa
3a0o0seBaHus



Pucynok 6 — Tunuunsie nposiBinenus: BIl Ha KOXKHBIX TOKPOBaxX B CTAIUIO
SIUTENN3AUN




Pucynok 7 — Tunnunele nposiBnenns BIl Ha KOKHBIX ITOKPOBAX B CTAIUIO
AIUTEIU3ALUN

[TopaxxeHne KOXH MOXKET OBITh JOKATW30BAaHHBIM WJIM T€HEPAIN30BAHHBIM. Y
OONBIIMHCTBA TMAIMEHTOB Ha BUANMO HEHW3MEHEHHON WM JPUTEMATO3HON KOXKe
MOSIBIISTFOTCSI BSUTBIE TTY3BIPH C CEPO3HBIM WIIM T€MOPPArHIecKuM coaepKuMbIM. [1y3pipu
JIETKO BCKPBIBAIOTCA, YTO MPUBOAMUT K OOJE3HEHHBIM, JIETKO KPOBOTOYAIIUM 3PO3HUSIM.
[Topaxenust KOXM MOTYT HaONIOAATbCA B JIOOOM MeCTe, HO MPEUMYIIECTBEHHOE
nopakeHHe — B OO0JacTH TYJIOBHINA, IaXOBO-OCAPEHHBIX, MOIMBIIMICYHBIX U
uHppamammapHbeix ckinagkax (Pucynku 8-10), Ha BOJIOCHCTON YacTH TOJOBBI, JHIIE
(Pucynok 10). Jlamonu u momomBel 0OBIYHO HE mopakaroTcs. OOpa3yroniuecs: Spo3uu
MOKPBIBAIOTCSA CEPO3HO-TEMOPPArMuecKUMU KOpPKaMu 0€3 TeHIEHIMU K 3a)KUBICHHIO.
[Tocne snuTenN3auy 3po3uil MOKET HaOMIOAATHCSA BTOPUYHAS TUTIEPIIUTMEHTAIIHSL.

W3-3a 00minsa 1eCMOTIEMHOB B BOJIOCSTHOM (DOJUTUKYJE KOXKa TOJOBBI OOBIYHO

TaKke BOBJIEKaeTcs B matojiorndeckuit npouecc npu BIT [251] (Pucynoxk 11).



.
" A

¢ g Sl . . ¥
e 4 ,_,.- 4 -,". T g W S 4 f-" > - :‘.'
FRACE A e R TRt it

Pucynok 8 — [lopaxkenue nuppamaMmapHbIx o0O1acTeit

Pucynok 9 — IlopaxxeHne nmaxoBo-0€ApEHHBIX CKIaI0K



Pucynoxk 11 — IlopaxeHne BOIOCHUCTON YacTH TOJIOBBI U Jinna rpu BII
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BII umeer XpOHMYECKH PEUUAMBUPYIONIEEC TEUEHUE C NMEPUOJAMH PEMHCCUH U
oboctpenus. be3 Hagnexarero gedenus BI1 moxxeT nmeTh hatanbHbIE MOCIEACTBHS, TaK
KaK OOLIMPHBIN y4acCTOK KOXXM MOXET MOTepATh (DYHKIUIO SMUJEPMalIbHOrO Oaphepa,
YTO MPUBEJIET K IMOTEPE KUAKOCTESH OpraHn3Ma, MprUCcOeIMHEHUIO BTOPUYHOM HH(EKITNUH,
Kaxekcuu. BtopuwuHas OakTepuanbHas HWHQPEKIUsS — OJHO M3 HamOoJiee YacThIX
OCJIOKHEHHM, KOTOPOE MOXKET MPOrPECCUPOBATH JO CENTHUYECKOro mokKa [228].

JI71s KTMHAYECKOM OIIEHKH CTEIEHHU TSAKECTH MaTOJI0THYecKoro mpouecca npu Bl
MOTYT OBITh UCIIOJIB30BaHbI CIECIYIONINE MEXAYHAPOIHbIE HHAEKCHI [20]:

o WH/JIEKC TUI0Iaau nopaxenus npu my3sipuyatke (Pemphigus Disease Area Index —

PDAI) [218, 243];

o WH/JIEKC CTETeHU TshKecTu npu my3bipuyaTke (Pemphigus Severity Score — PSS) [98,
214, 218];
o WHJICKC WHTEHCHUBHOCTH TOPAKEHUS KOXU TPH AYTOMMMYHHBIX OYJIJIC3HBIX

3aboneBanusix (Autoimmune Bullous Skin Disorder Intensity Score — ABSIS) [188, 214];
o YHUDUITUPOBAHHBIN J1J1s1 BCEX KOKHBIX 3a001€BaHUM MH]IEKC TUIONIAAN MOPAKEHUS
(Body Surface Area — BSA), koTopslil OyieT UMETh B JaHHOM ClTy4ae JOMOJHUTEIbHOE
3HAYCHHUE.

Nunekc PDAI saBnsiercs Oosiee HalEKHBIM M TMPOCTHIM B HUCIOIB30BaHUU B
MOBCEHEBHOM MpakTHKe, yeM uHaekc ABSIS, nmsa 6osee geTaabHOr0 aHaiau3a CTEICHU
TSYKECTH TEUEHUS ITy3bIPYATKU B CITyUae JIETKOTO WIIA CPEAHETSKEIOT0 TeUeHHS 00IE3HU
[20].

JIIT BcTpeuaeTcss BO BCEM MHUPE pEXe, 4YeM OOBIKHOBEHHas Iy3bIpyaTKa.
Bosneuenue cnu3ucToit 000JI0YKH OTCYTCTBYET )K€ MPU MIUPOKO PACHPOCTPAHEHHOM
3aboneBanuu. [lpu JIII (Pucynku 12 m 13) B KpOBU MAIMEHTOB BBISBIISIIOTCS
MPEUMYIIIECTBEHHO ayToaHTuTeNa K Dsgl, KoTopkrit 6oiiee BIpaKeHHO IKCITPECCUPYETCS
B KOXXE€ BEpXHEW 4yacTu TyJioBula. Dsgl mpucyTcTByeT, HO JIMIIb B HE3HAYUTEIbHOU
CTEIMEHH, B CIU3ZHUCTBIX 000JI0YKAX, YTO OOBACHSIET OTCYTCTBUE MOPAKEHUS CIU3UCTOU
o6onouku ipu JIT1. OGHapy>keHue ayroanTuTes K Dsg3 B psaie ciydaeB TaKKe BO3MOYKHO

ripu JII1, 0JTHAKO BBISIBIIEHUE UX HE CONMPOBOXKAAETCA MOPAKEHUEM CIU3UCTHIX.



Pucynok 12 — Knmnanueckune nposisiienus JII1

Pucynoxk 13 — Knmnanueckune nposisiienus JII1
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Beretupyromas my3bIpuyaTka — peIKUN KIMHUYECKNNA BAPUAHT AKAaHTOJIUTUYECKOU
Iy3bIpYaTKH, HA KOTOpbIM mnpuxomutrcs 1-2% Bcex cilydaeB My3bIpYaTKU. OTa
Pa3HOBUJIHOCTh ITy3bIPYATKU MPOSBIAETCS BETETUPYIOIIMMH OJSAIIKAMU, B OCHOBE
KOTOPBIX JIEKWT TPaHyJSIMMOHHAs TKAaHb M KOPKHU. BBICBIIAHWS pAcCHoOJIaraloTcs B
UHTEePTPUTUHO3HBIX oOnacTax (Pucynku 13 u 14), Tpenue ycyryOnsieT mpolecc,
YaCTUYHas OKKIIIO3Ms M Malepanus BEOyT K 4YacTOMY NPHUCOCIMHEHUIO BTOPUYHOU
MH(DEKIUU, YTO CHOCOOCTBYET JOIMOJHUTENIBHOW JKCCyJauuu U 00pa30BAHMIO
rpaHyIssuuOHHOM TKaHu [81, 219]. Onucansl ABa KIMHUYECKUX MMOTHUNA: BETETUPYIOIIAs
ny3blpuaTka Tuna Heiimana, KoTopasi cuuTaeTcs TsKeNnoil 1 00bIYHO HaunHaeTcs Kak BIT
C My3bIPSIMU, KOTOpPBIE BCKPBIBAIOTCA C OOpa3OBaHUEM TUIEPTPOPUUYECKHUX 3SPO3UH,
IIEPEXOSIINX B OKCCyHAaTUBHBIE BETETHPYIOIIHME pa3pacTaHus, W BETrEeTHPYIOIIAs
my3blpyaTka Tuna AJsiono, Oosee juerkas gopma, AeOHOTUPYIOIIAs C MYCTYJ, KOTOPhIE

BCKPBIBAIOTCS U 00pa3yloT Beretupyromue 3po3uu [81, 219].

Pucynok 14 — Tunuynelie nIposBIACHUS U JOKAIN3ALUs BETETUPYIOIIEH ITy3bIPYATKN
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Pucynok 15 — Tunuynelie nposBIACHUS U JTOKAIN3ALUs BETETUPYIOIIEH ITy3bIPYATKN

CeOopeiinas my3sipuyaTka, uiau cuaapom CeHupa-Aniepa, NepBOHAYAIBHO ObLIa
OMMCaHa KaK BapUaHT My3bIPUaTKU C NMPU3HAKAMU KPACHOM BOJIYAHKH, HO B HACTOSIIEE
BpeMs OHA pacCMaTpUBaETCA Kak jJokainuzoBaHHas ¢popma JIIT u takxke cunraercs AllJ]
(Pucynku 16 u 17). Ayroantutena HareneHsl Ha Dsgl, HO MOTYT JOMOJHUTEIBHO
HalleJIUBAThCA HA AaHTUTENA K DKCTPAarupyeMbIM sIEpHBIM aHTUTreHaM (aHTU-Ro, anTu-La,
aHTU-SM W aHTUTEHBI JBYXIEMOYEYHOU Ae30kcupuOoHykienHoBoi kuciotsl ([JHK))
[219]. Knuandecku oOGpa3oBaHUE IMy3bIped COBIANAET C CEOOPEUHON SPUTEMATO3HOM

CBIIbIO, HATIOMUHAIOIIEH ChINb MPU BOYAaHKE [247].



Pucynok 17 — Knuanueckue nposiBiieHus cebopeiiHoii my3sipuaTtku Cennpa-Aiiepa
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Tepanus BII. YuuThiBasg NpenMyIIECTBEHHO TSIKEIbIA XapakTep MNOPAKEHUS
KOkH U cnu3ucThiX npu AIIJ] B nenom u BII B yacTHOCTH, a TakKe BBICOKHI YPOBEHb
CMEpPTHOCTH, OCHOBOM 0a3WCHOW Tepamuu SBJSIETCS NPUMEHEHHE CHCTEMHBIX
npenapaToB (MepopajabHbIX WM TMapeHTepaiabHbIX). JleueHue ciemyer HayMHATHh Kak
MOYHO PaHBIIIE C IO JOCTUNKEHUS U MOJIJIEPKaHUS PEMUCCUU 3a00JI€BaHMUS.

CucreMHbie KOPTHUKOCTCPOUBI ABJIAOTCA OCHOBOM JICUCHUS BH, INOCKOJIBKY OHH

00J1aJ1al0T CUIBHBIM MMPOTUBOBOCTIAIUTENIBHBIM U UMMYHOCYIIPECCUBHBIM AeiicTBHEM. C
HayajoM MCHOJIb30BAHUSI CUCTEMHBIX KOPTUKOCTEPOUJIOB JUIsl TEpANUU My3bIPYATKHU B
1950-x rogax cmepTHOCTH cHU3WIACh ¢ 75% 1o 30% [247, 285].

[Ipenuu3onon sBisieTcs HaumOoyiee YacTO UCIOJIb3YEeMbIM MEPOPATbHBIM
KOPTUKOCTEPOUJIOM. XOTSI 4acTh aBTOPOB MpenoyuTaet 036l oT 40 o 60 Mr/cyT as
nanueHToB ¢ jerkoil BIT u ot 60 no 100 mr/cyt mns Oosnee TSKENbIX COCTOSHHUM,
OOJIBIIMHCTBO aBTOPOB MPEANOYUTAIOT BBOJAUTH TMOJHBIE 103kl (1-2 Mr/Kr/cyT
nepopanbHo) [20]. Panee wucmonb30BaBIIMecs 4Ype3BBIYAHO BBICOKHE 03k (3—4
MI/KT/CYT) OKa3aJIUCh HEKENATeIbHbl U3-3a YACThIX U CEPbE3HBIX MOOOUHBIX 3(PPEKTOB.
VYnyudiienre HaOII01aeTCsl B T€YEHNUE HECKOJIBKUX JHEW, HOBBIE MOPAXKEHUS TIEPECTAIOT
MOSIBIISITHCS yepe3 7—14 nHeil, moaHas pesnuTenu3anus MOXET 3aHATh 10 JBYX MECSIIEB.
Korma cocrosiHne mnanueHTa CTaOUIU3UPYETCs, CBEXKHE OYaru HE MOSBISIIOTCS,
HaOJI0/laeTcsl  TOJIHAST — PEdNUTENM3alus  CYHIECTBYIOIIMX ~ OYaroB,  JI03Y
KOPTUKOCTEPOUIOB HAYMHAIOT MEJIEHHO CHIDKaTh. [Ipoliecc CHM>KEHUs JO3UPOBKHU U
JOCTHKEHUS TOACPKUBAIONICH 1036l MOXET 3aHSITh HECKOJBKO MECSIEB, SIBISETCS
WHJIMBUAYAJIbHBIM, €IMHBIX MPOTOKOJIOB HE CYIEeCTBYeT. HeT eAMHOrO0 MHEHUSI O TOM,
KaK YBEJIWYUTH J103y B Ciydae pelnuauBa. PenuauBbl OOBIUHO OoOJee JIETKUE, 4YeM
NepBOHAavaIbHas KapTHHA 3a00JieBaHus, TpeOyIOT 00Jiee HU3KUX /103 MTPETHU30JI0HA, UEM
T€, KOTOPBIE UCIIOJB3YIOTCS JJIsl IEPBOHAYAIIBHOTO KOHTPOJs [247, 268, 285]. Ham onbIT
MOKa3bIBaET OTCYTCTBUE HEO0OXOIUMOCTH MPUMEHEHUS BBICOKHX 103
rIIOKOKopUTHKOCTepouAHBIX TopMOoHOB (I'KC) nns  ycTaHOBIEHUS KOHTPOJS 3a
3aboneBaHreM. B COOTBETCTBHM C HAIlIUM OMBITOM, KaK MPaBUJIO, ObIBAET TIOCTATOYHO
nepBoHavanbHoro HazHaueHusi 0,75—1,0 MI/KT/CyT ¢ MEIJIEHHBIM, MOCTENEHHBIM (B

TeUeHHEe 5—6 MecsIeB) CHHXKEHHEM JO3UPOBKH IPEIHU30J0HA BIUIOTH IO
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noaaepxkuBatomieit (15-20 mr/cyt). B psne ciyuaeB Tepamnusi MpeaHU30JI0HOM MOMKET
COYETAaThCSI C NPUMEHEHHEM HMMMYHOCYIPECCMBHOM Tepanmuu MeToTpekcaroMm. Ha
Pucynkax 18—-19 nmpoaeMoHcTprpOBaHa ycCIemHasi TEPAIUs C UCIOJb30BAHUEM TAKOU
CXEMBL.

[IpuBoaUM KJIAMHUYECKOE HAOII0ACHUE.

bosbHO# M., 1949 r.p., nocrtynun B koxkHoe otaenenne KOI'bY3 «Kuposcknii
0o0JIaCTHOM KJIMHUYECKUH KOXKHO-BEHepojoruueckud nucmancep» 22.02.2015 ¢
xano0aMu Ha HaJIUMYME PACHPOCTPAHECHHBIX BBICHINAHUN, MOpaXaloluX IO,
MOAMBIIICYHbIE  BIAJWHBI, TYJOBUIIE W  KOHEYHOCTH, COMPOBONKIAIOIINXCS
HE3HAYUTEIHHON 00JIe3HEHHOCThI0. bolieH B TeueHne 2 MecslleB, KOrja BIEpPBBIC
oOpaTusl BHUMAHHE Ha TMOSIBJICHHWE BBICHIMAHUN B MOJOCTH PTa U HOCOBBIX XOJaX,
CONPOBOKIAOIINXCS KPOBSIHUCTHIMU KOpKaMu. CBs3b € MPOBOLUPYIOMIUMH (paKTOpaAMHU
HE BBISIBIICHA, HACJICICTBEHHOCTh HE OTSTOIICHA. [ [pUBbIYHBIE MHTOKCUKALIMU OTPULAET.
[IpuMensin cmsryaronde mMasu, MOJOCKal POT PacTBOPOM pOMAIIKH, 0€3 BUIUMOIO
saddekra. [Ipu pacnpocTpaHeHun npoiecca Ha KOHEUHOCTH U TYJIOBHUIIE OOpaTHIICS K
JEPMATOJIOTy U OBbUI TOCTIUTANN3UPOBaH B cTanuoHap. ComyTcTBYOIIME 3a00JI€BaHUS
oonpHoro:  Mmemuueckass  Oone3nb  cepaupl.  CTeHOKapaus — HAIPSKEHUS.
OyukuuoHanbHbld  kiacc II. Hapymenue ~— kpoBooOpamieHuss 2 CTENEHH.
['unepronundeckasi 60J€3Hb 2 CTENEHU, TpyMma pucka 3. XpoHUYECKass aHEeMHUsI JIETKOU
CTEIIEHU TKECTU. BONBHON MOCTOSIHHO MPUHUMAET U30NTUH U KapAUOMAarHHII.

[Ipn mOCTymJIEHMH COCTOSIHUE YJIOBJIETBOpUTENbHOE. B nerkux ocnabieHHoe
BE3UKYJIIPHOE JbIXaHUE C OpOHXUATBHBIM OTTEHKOM, TOHBI CEpAlla TIyXHe, PUTM
MPaBUJIbHBIA, IPU AYCKYJIbTALIMM — AKIEHT 2 TOHA HAJ aOPTOM, CUCTOJMYECKUHU IIYM,
4acToTa cepAeuyHbix cokpamieHuii — 100 ynapoB B MHHYTY, apTE€pUalIbHOE IABICHUE
130/90 mm pt. cT. dKUBOT MsTKUA, 6€300JI€3HEHHBIN, MTEYEHb M0 Kparo peOepHOM TyTH.
Cumnrom [TacTepHalikoro orTpuiiaTesieH ¢ 00€uX CTOPOH, TUYPE3 B Mpeieax BO3pACTHOU
HOpMBI. CTyJI CO CKJIOHHOCTBIO K 3a110pam.

[Tatosornuecknii  KOXHBIM MPOLECC PACHPOCTPAHEHHBIM, CHUMMETPUYHBIMN,
OCTPO-BOCIIAJIUTENILHOIO XapakTepa. Ha KOXHBIX MOKpPOBaX HUKHHUX BEK, HOCOBBIX

XO0JIOB, KpacHOW KallMbl T'y0, MOJIOCTU pTa, TYJOBHIA, CTHOATEIHHOM MOBEPXHOCTH
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BEPXHUX M HIDKHUX KOHEYHOCTEH OIpeNesstoTcss MHOKECTBEHHbIE MMy3bipu oT 0,5 10
3 cM B auaMmeTpe, 3allOJHEHHBIE CEePO3HO-TEMOPPArMYECKOM KUIKOCTBIO, C TOHKOM,
JIETKO BCKpbIBawoIieics mNokpeimkoil. [ly3plpu pacmonaratorcsi Ha BHU3YallbHO HE
M3MEHEHHOM (DOHE, CKJIOHHBI K YBEJIMYEHHIO MO Tepudepun npu HaAaBIMBAHUU Ha
MOKPBIIKY (TOoJIoXKUTENbHbIE cuMnToM Acbo-I'anzena). Cumnrom Hukonbsckoro
pe3ko-noyioxkuTeneH. Ha mMecTe BCKpBIBIIUXCSA My3bIpell 00pa3yloTcsi pO30BO-KpacHBIE
3PO3UM, MECTAMU TOKPHITHIE CEPO3HO-TEMOPPATrHICCKUMUA KOPKaMU. B MOIMBIIEUHBIX
BHAJMHAX M MEXBATOIUYHOU CKJIAJIKE OMPEICSTSIOTCS MHOXKECTBEHHBIC BeTeTalluu,
MeCTaMH 3pOo3upoBaHHBIE. HorreBple IIacTMHBI Ha MaldbllaX KHACTEH W CTON HE
n3MeHeHsbl. [latonornueckue n3MeHEeHUs BOJIOC OTCYTCTBYIOT.

O6uwmii ananus kposu oT 23.02.2015: remorno6un 94 r/i; spurpouuts 3,2x10'%/1;
1BeToBOM nmokaszareins 0,90; nefikorutsl 9,2x10%/1, /g 41%, c/a 39%, s03uHO0GUIB 6%,
mamdouutel  1,5%10%m; monommtsel 0,4x10%/1; cKOpOCTH OCemaHHs SPUTPOLUTOB
25 Mm/4. brnoxumnuecknit a”Haianu3 KPOBHU: TJII0OKO3a 4,6 mmol/l,
acmapratamuHoTpanchepaza (ACT) 31,6 U/, ananmnammHoTpanHchepaza (AJIT)
37,8 U/l, ounupyoun obmmuit 6,0 pmol/l, GunupyOun npsmoit 2,67umol/l, xonecrepun
obmmit 7,2 mmol/l, tpurmumepuasr 0,98 mmol/l, MoueBmna 8,4 mmol/l,
TUCTIIO0YIMHEMUS.

OOt ananu3 mouu oT 23.02.2015: 6e3 ocoOeHHOCTEH.

B Ma3zkax-oTnmeuyaTkax C JIHa CBEXKHMX 3pO3Ul OOHApYKEHbl aKaHTOJIUTHUUECKHUE
kietku Tranka. Ha ocHOBaHMM KIMHUKO-1a00paTOPHOrO OOCIEAOBaHUS OOJBHOMY
BBICTABJICH IMAarHo3: BynbprapHas my3blpyaTka, MOATBEPKIECHHBIN TUCTOJIOTMYECKH.

Jleyenne mnamueHTy OBUIO HA3HAYEHO B COOTBETCTBUU CO CTaHAApPTOM
CTICIIMATIM3UPOBAHHON  MEIUIIMHCKOM TIOMOIIM TMPH  CpEeaHEe-TSHKENbIX  (opmax
my3blpyaTku. Has3nauena ypapHas [o03a npeaHuszojioHa — 90 Mr B CyTKH
(TabnetupoBanHasi ¢opma). B Teuenue 3 Hemelb yaanoch MOCTENEHHO CHUBHUTH J103Y
npeaHu3oiiona 10 50 Mr B CyTKH, ObUT JONOJHUTEIRHO HA3HAUYEH METOTpEKcaT B
JTO3UPOBKE 7,5 MI Kaxaple 7 NHEH, YTO MO3BOJIMIIO MOCTENEHHO CHU3UTH €KEIHEBHYIO
JO3UPOBKY mpeaHu3onoHa 10 30 mMr. B kayecTBe 3aMeCTUTEIBLHON M COMYTCTBYIOIIEH

Tepanuu, B TOM 4YHCIe sl NMPOPUIAKTUKA MOOOYHBIX 3((PEKTOB, MAMEHT MOJIyYal
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OMENpa3oJ, Mpenaparbl Kanus, IIOKOHAT KalbLUs, KallCyJbl, COACP/KAIIHE B CBOEM
coctaBe BUTaMHHbI A u E, mpemnapat, coxepxamuii cyiabdar xeneza u ButamuH C.
MecTHoe nedeHue: TYHMIHPOBAHUE IPO3HM pacTBOpPOM (yKapluHa, Ma3b, COAEpKallas
MoMeTa3oHa (ypoar.

[IpoOIKUTENBHOCTD JIEUEHHWS B CTAllMOHape cocTaBwia 5 Henens. B xone
JIEYEHUS IPEKPATUIIOCH MTOSBIICHUE CBEKUX ITy3bIPEU, IPO3UH SIUTEIN3UPOBAIUCH, HA UX
MecTe 00pa3oBajuCh OYark BTOPUYHOW runepnurmeHtauuu (Pucynkm 18 u 19).
CumnToMm HHUKOIBCKOTO OTpULATENBHBINA, BBICHIIAHWS HA CIHM3UCTBIX OTCYTCTBYIOT.
BoabHOI BRINKCAaH B yIOBJIETBOPUTEIBHOM COCTOSIHUM MOJ JUCIIAHCEPHOE HAOIIOEHUE

ACPMATOBCHEPOJIOTA ITO MECTY JKUTCIILCTBA.

Pucynoxk 18 — ITauuent ¢ BII 1o Havana tepanuu npegHU30JI0HOM U METOTPEKCATOM



Pucynok 19 — Tor ke manueHT nocie axeKkBaTHO MPOBEICHHON TEPAIMK B TEYEHUE
5 Henenb

3a4acTyo KOPTUKOCTEPOUIbl HAa3HAYAIOTCS B (OpME IMyJIbC-TEPAIUU B CIIydasx,
KOI/Ia HEBO3MOJKHO JOCTUYb KOHTPOJS C IMOMOIIbIO MPEIHHU30JI0HA B J03€ BBILIE
1  wmr/kr/cytr. Metunnpeanu3onon (1 r/cyT/BHYTpUBEHHO) WM JIEKCaMETa30H
(300 Mr/cyT/BHYTPMBEHHO) HCIIOJB3YIOTCS B TEYEHHE TpeX JHeW NoAps..
[IpeumyiiecTBO MyJibC-TEpPAMM 3aKIOYAETCSd B TOM, YTO OHA IO3BOJISIET ObICTpee
CHU3UTH 103y NPEIHNU30J0Ha, MUHUMHU3UPYs mo0ouHble 3 dexTs [20, 259, 268].

KopTtukoctepoupl oueHb 3(P(EKTUBHBI U 3KOHOMUYHBI B HMCIOJIB30BAHUM JJIS
KoHTposisi BIl y OonpIIMHCTBA MALIMEHTOB, HO HMX HIPUMEHEHUE CONPOBOKIAETCS
YacTBIMH W TSDKEJIBIMU IMOOOYHbIMU 3(dekramu. Hambosiee cepbe3HBIMU M3 HHX
ABJISIIOTCS apTepUalbHasi TUNEPTEH3Us, CaxapHbI IuadeT, KOXHbIE U CHCTEMHbIE
MH(pEeKIuU, s3Ba Kedaylaka U 12-mepCTHOM KHILKH, OCTEONOpO3, HEKPO3 TOJOBKHU

OepeHHOIl KOCTH, rIayKoMa U KOPTH30HOBas Karapakta. YToObl CBECTH K MUHUMYMY
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3TH NoOo0YHBIE A(PGeKThl, a Takxke 3a00JeBa€MOCTb U CMEPTHOCTh OT BYJIbrapHOU
My3bIPYaTKH, U BONPEKU TOMY, YTO MpEeiarajoch HECKOJbKO AECATUIETHH Ha3al, B
HACTOsIIIee BPEMsI PEKOMEHY€ETCsI, YTOOBI CyTOYHAsl 1032 PEIHU30JI0Ha HE MTPEBBIIIAIIA
1,5 wr/kr/cyr. B ciydyae mnpeamouyTeHus K Ha3HAUYEHUIO O0oJjiee BBICOKUX 103
MIPEHU30JI0HA, BEPOSITHOCTh KOXXHBIX HH(EKUMHA M pa3BUTUA cerncuca (OCHOBHOM
MPUYUHBI CMEPTHOCTH JAHHOM TPYIIIIbI NAIUEHTOB) 3HAYUTEIBLHO yBeIuYuBaercs [259].

AI[T)IOBEIHTHBIC nperaparbl UCIIOJIB3YIOTCS B ClIydasX, KOraa COCTOAHHC MMallUCHTA

HEBO3MOXXHO KOHTPOJUPOBATH C MOMOIIBIO TOJBKO KOPTHUKOCTEPOUIOB WM KOTAA y
MalueHTa ecTh KIMHUYECKUE NPOTUBOMOKA3aHUA JJisi TpUEMa BBICOKUX 103
KOPTUKOCTEPOUJIOB  (TUmepToHUYecKas OoJe3Hb, caXapHbld Juaber, TJiiayKoma,
OCTEOIOPO3, A3BEHHas 0oJie3Hb) [232, 233].

A3aTUONpPUH — IUTOTOKCUYECKHUI Mpenapar, UCIOIb3yeMbIil pu OOIBIITUHCTBE
ayTOUMMYHHBIX 3a0osieBaHuii. MexaHu3M JeHCTBUSI OCHOBAaH Ha IMOJAaBICHUU
MeTtabonu3ma mypuHoB u cunte3a JJHK, pubonyknennosoit kucnotel (PHK) u Oenkos.
A3aTHONPUH CHUXAET KJICTOUYHBIA METa0OJM3M U TMOJABISIET MHUTO3, MPEMATCTBYET
CUHTE3y Tramma-rino0ynnHa ¥ (yHKuuM T-muM@OUMTOB, a TakkKe 3aBUCHMOMY OT
T-xenmepoB otBety B-knetok u cymnpeccopHoid ¢yHkuuu B-knerok. JleiicTBue
azarvonpuna npu tepanuu BII xopouio uzyueHo, 3To camblil cTapbii 1 HauboJee 4acTo
HAa3HAYaeMbId HMMYHOCYIIpeCCUBHBIM mnpenapar npu BII [138, 222, 273].
Pexomenyemas no3a azatuonpuna npu BII coctaBnsier 100200 mr/cyt (1-3 Mr/kr/cyT)
MepopasibHO, B JiBa npuema. JlJisi JOCTHKEHUS MOJIHOTO TepaneBTH4YecKoro ¢ dekra
TpeOyeTcsi OT 4YeThIpeX M0 IIEeCTU HEeJelb, YTO OrPAHUYMBAET €r0 HCIOJIb30BAHHE B
kadecTBe MoHoTepamuu [220]. Ilpemapar Takke HOCTaTOYHO TOKCHYEH, MOOOYHBIC
abdexThl  peanusyroTcsi B BHAE  JICMKONEHUU, TPOMOOIMTONEHUU, aHEMHH,
MaHIUTONIEHUM M TeMaTOTOKCUYHOCTH. JlnuTenpHas HMMYHOCYNPECCHS MOXKET
YBEJIUYUTh PUCK UH(DEKIIUI 1 HOBOOOpa30BaHUI.

[uxnodgochamua — MUTOTOKCUUECKUN Tpernapar, u30UpaTebHO BIUSIONUNA Ha
B-nmumdonutel u npoaykiuto antuten. llpum BII pexomenmyemasi mnepopaibHas
Nn03upoBKa 1-3 MI/KI/CyT, BO3MOXKHO COYETAHHE C JIEKCAMETa30HOM, IyJbC-Teparus

[220, 234]. Ero ocHOBHBIE TOKcHueckue 3P PeKThl — Oecrioaue, npeapacnoioKeHHOCTh
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K HeoIuia3usaM, JuMponeHun u cencucy. M3-3a ero Oosnee BBHICOKOW TOKCUYHOCTH €T0
CleyeT paccMaTpUBaTh KaK aIbIOBAHTHBIN Mpenapar TOAbKO B CIy4asX, PE3UCTEHTHBIX
K IPpUMEHEHUIO azatuonpuHa [115, 224].

MetoTpekcar o0nagaeT NPOTUBOBOCHAIUTEIBHBIM JEHCTBHEM U TOJABICHUEM
npoyiudepanuy KIETOK 32 cueT UHTHOUpPOBaHUS AUTUAPO(DOIATPEAYKTA3bl, YTO MOMKET
OBITH UCITOJIB30BAHO B KaduecTBe aabloBaHTHOM Tepanuu BII B no3e ot 10-20 Mr/Heaento
B CIydae TepaneBTUYeCKo Hea(EeKTUBHOCTH JIpyTux npenapatoB. Hanbonee yacteiMu
nmoO6ouHbIMU 3 PEeKTamMu  ABISIOTCS  KETYJAOYHO-KUILIEYHAsi  HENEePEeHOCUMOCTb,
reMaToJIOTHYeCKass TOKCUMYHOCTh U CUCTeMHbIe Hpekiuu [283, 303].

Jlaricon — mpemapaT, o0OJIaJaromuil TPOTUBOBOCHAIUTENbHEIM W aHTH-OHO
JEUCTBUEM, TaKKE HUCIOIB3YETCsl B KaueCTBE a/IbIOBaHTHOU Tepanuu npu BII B 1o3e ot
50-200 mr/cyT nepopajibHO, ¢ TPOTUBOPEUMBBIMU pE3yJIbTaTaMH, ONKUCHIBAEMBIMU B
nutepatype. Ero mnoOGounbie 3¢Q@deKTbl OOBIYHO SBISIOTCS J0303aBUCUMBIMH U
obpatumbimu [116, 259].

Putrykcumal — xumepHoe MOHOKIOHaIbHOE aHTU-CD20-aHTUTEN0, UCTIONB3YETCA
B TSDKENbIX, yHopHbIX ciyyasx BII. Paznuuynblie mpoCHeKTUBHBIE U PETPOCTIEKTUBHBIC
UCCIIEIOBAHUS POJEMOHCTPUPOBAIH €0 3P (HEKTUBHOCTH, KOTOpast MPUBOJIUT K MOJTHOM
U CTOMKOW pemuccuu y OOJBIIMHCTBA NMAllMEHTOB B TeueHue 3—4 mecsues [114, 261].
Knuanueckue pexomenganuu bputanckoi acconuaruu aepmatosioroB (2017) u
Poccuiickoro o0iiiecTBa 1epMaTOBEHEPOTIOTOB U KOCMETO10T0B (2020) pernaMeHTHPYIOT
croco6® BBeJeHHS pUTyKcHMaba M3 pacuera 375 mr/m?, 1 pa3 B HeNEenI0 B TEUEHHUE
YEeThIpEeX HeNenb. PUTykcuMal 0OBIYHO XOPOIIIO MEPEHOCUTCS, U CEPhE3HbIE MOOOYHBIE
3 hexTh BO3HUKAIOT penKo, BKJTFOYAKOT B ce0s HEUTPOIICHUIO,
TUIOraMMarjio0yJIMHEMHUIO, CETICHC.

[1na3madepe3 BnepBbie ucnonb3oBaH B 1978 roxy s nedenus BII ¢ mensio
yJaJeHusl MaTOT€HHBIX ayTOAHTUTEN U3 KpOoBOTOKA. O HAKO ObLJI0O OOHAPYXKEHO, YTO OH
3amyckaeT oOopaTHbIM 3P deKT ¢ Ooiee BHICOKOW MPOAYKIIUEH 3THUX ayTOAHTUTEN MOCIe
UX YyJajleHuss u3 KpoBOTOKa. [loaTomMy pekomeHayeTcsi Ha3HadyaTh €ro BMECTE C
KOPTUKOCTEpPOUJIaMH U  HUMMYHOJIETIpeCCaHTaMu  (Hampumep, MyJibc-Tepanueit

METWINPETHU30JIOHOM U HUKI0POCchHaMUI0OM) €KEMECSIYHO Ha CPOK 10 oAHOTO roja [60,
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285]. T.B. A6pamoBoii (2019) Obl1u pazpaboTaHbl ONBITHBIE 00pa3I[bl UMMYHOCOPOEHTA
JUIsl CENIEKTUBHOW copOumu aHTuten K Dsg3 Tuma u3 ChIBOPOTKU KPOBU OOIBHBIX
My3bIPYATKOM, YTO MOCTYKHUIIO OCHOBOM JIJI CO3JJaHUSI HOBOTO METO/1a TEPAUuU O0IbHBIX
my3blpyarkou [1].

HoBble mMMyHOOMONIOTHYECKUE TpenapaThl U3y4arOTCS B HACTOSIIEE BpeMsl B
KIIMHUYECKUX WCCIECIOBAHUSAX Ha NpeaMeT ux dS(PdekTuBHOCTH, O0€30MaCHOCTU H
sKOHOMHYHOCTHU Jyisl nanuenToB ¢ BII. K HuM oTHocsTCA Benty3ymab, okpenusymad u
oOMHYyTY3yMab (aHTUTENA AJIsI TOJKOXKHOTO0 BBeAeHUs mpoTuB CD20 BTOpOro U TpeThero
MOKOJIEHUI), KOTOpble 00JanaloT Oosiee BBHICOKOM apPUHHOCTBIO K CBA3BIBAHUIO U
BBI3BIBAIOT 00Jiee CHIIbHOE UCTOIIeHHE B-KieTOK 1Mo cpaBHEHUIO ¢ puTyKkcumadoom [60,
114, 163, 178]. Pa3zpaboTka 3TUX MOHOKJIOHaIbHBIX aHTUTeN NpoTuB CD20 moxer
MPUBECTH K 3HAUUTEIHLHOMY HPOrPECCY B JICUCHUU ITy3bIPUYATKHU.

NHruburopsl TUPO3UHKMHA3bl bpyToOHa, KOTOpBIE TMOAABISIOT HEKOTOpPbHIE
¢byukiuun B-kietok, a Takxke mnpemapar 3(QrapTUrUMoJ — CKOHCTPYHUPOBAHHBIM
Fc-parment, nonydensusiii u3 IgG1l yenoBeka, B HacTosIee BpeMsl M3y4aroTcs s
Tepanuu my3sipuatku [45]. HemaBHO wucciienoBaTenn CKOHCTPYHPOBAIM XUMEPHBIN
peuenTtop ayTtoaHTtuTen — T-KIETKH, KOTOpbIe pacro3HAlOT JoMeHbl Dsg s
CEJIEKTUBHOTO HAIlEJIMBAHUSI Ha ayTOpEeaKTUBHbIE B-KJIETKH, KOTOpbIE MOTEHIHUAIBHO
MOTYT UCIIOJIb30BaThCsl B KAUECTBE TAPr€THOM Tepamnuu my3bipuatku [45, 163]. pyrue
HOBbIE TMOTEHIIMAIbHBIE METOIbl JICUCHHUS BKJIIOYAIOT WHTUOUTOPHI ITUTOKUHOB,
MOHOKJIOHaJbHbIE aHTUTena mnpotuB CD25, TpaHCIIaHTaMIO — ayTOJOTHYHBIX
r€MOMOATUYECKUX CTBOJIOBBIX KJIETOK M TEPAMUIO MOJUKIOHAIBHBIMU PETYISTOPHBIMU
T-xierkamu [223, 260]. OkoHUATENbHBIE PE3YJIbTAThl KIMHUYECKUX HCCIEIOBAHUN,
JoKa3bIBalOMKUX 3(PGEeKTUBHOCTh M 0OE30MACHOCTh JAHHBIX MpenapaToB B JIEUCHUH
My3bIpYaTKU TOKa HE OIMyOJMKOBAaHBI, HO BEJIUKA BEPOSITHOCTh, UYTO JAHHBIE HOBBIC
METOJbl JICUCHHUSl YJIydlllaT BBDKMBAEMOCTh U KA4eCTBO JKHU3HU TMAIUEHTOB C
IIy3BIPYaTKOM.

Xapakrtepuctuka Hanbosee pacnpoctpaHeHHbXx AIlJ[ ¢ uHTpasnuaepMalbHBIM

pacIooKeHUEM y3bIpel pecTaBiieHa B Tabnuiie 4.
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Tabnuina 4 — XapaktepucTuka Hanoosee pacrpoctpaHeHHbIX AITl ¢ mHTpa’nuaepMaIbHBIM PacoOKEHUEM Ty3bIpeil [244 ]

3a0osneBanue Bo3spact Jlokanu3zanus Bonaetenne DJIeMeHTBbI Komoponanoctu Jleuenne IIporxos
CJM3UCTBIX
Bynerapnas Cpennuii Bonocucras Porormnorka, Bsuieie ny3bipu, | AyroummyHnsble | I'KC, BapuaGenbHbii,
ITy3bIpyaTKa 4acTb 'OJIOBBI, | KOHBIOHKTUBA, | 3PO3HH, 3a0oJeBaHus, UMMYHOCYTIPEC | MOXKET
JULO, CKIAaJKH, | TEHUTAJIUU BEreTalluy B TUMOMa CaHTBHI, AIICOH, | CMAT4aThCs
reHepanu3anus CKJIaJIKax UMMYHOOHOJIOT
NYECKUE
IIpenapaTsl
Beretupyromas | Cpennuii Cxuagku Porosas Bsuisle ny3sipy, I'KC, ummyHo- | BapuaGenbHbii,
ITy3bIpyaTKa I10JIOCTb, IIyCTYJIbI, CYNIPECCAHTHI, | MOXKET
TEeHUTAJIUU BEreTaluu JIaTICOH, CMSATYaThCs
UMMYHOOHOJI0-
TMYECKHE
IIpenapaTsl
JIucroBunas Cpennuii Bonocucras Her Kopko- I'KC Jlob6pokauect-
ITy3bIpyaTKa 4acTb I'OJIOBBI, Yely Ky, (cucreMHbIe BEHHBI,
JULO, TPy b, KOPKO-3PO3HH, U TONUYECKUE), | XPOHU3ALHNSA
CIIMHA, SPUTPOJAEPMHUS UMMYHOCY-
ceOopeiiHble MIPECCaHTHI,
Y4YacTKH, UMMYHOOHOJI0-
reHepanu3anus TMYECKHE
IIpenaparsl
Ongemudeckas | Jetu, momoasie | I'onoBa, mies, He xapakrepno | Bsuble my3bipu, I'KC, XpoHusauus,
ITy3bIpyaTKa reHepanu3anus BEreTallNH, UMMYHOCYTI- CMEPTHOCTH
IPUTPOACPMHUSL peCCaHThlI, <10%
aHTUMAJISIPUI-
HbIE

npernapaTsl
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nus

3a0osneBanue Bo3spact Jlokanu3zanus Bonaetenne DJIeMeHTBbI Komopousocr Jleuenue IIporxos
CJM3UCTBIX "
IgA- Bspocnsle, netn | Akcuisipasle | He xapakrepro | Bsuiele myctynst | IgA Coueranue XpoHuzanus,
acCOLMUPOBaH- CKJIQJIKH, T1aX, KOJbIeBUAHON | MoHokoHanb- | mancona u I'KC, | GmaronpusiTHbIN
Has JU1O, WIH HblE ramMma- KOJIXULUH,
ITy3bIpyaTKa KOHEYHOCTH, LU PLUHAPHOU aTUu PETUHOUBI,
BOJIOCUCTAsI bopmbl MUKO(]eHoIaTa
4aCTb T'OJIOBBI MogeTui,
amanumymao,
puTykcumad
ITapaneorutac- | B3pocisble, netu | Bepxuss Tsoxensie [Momumopdusie | Jlumdonponu- | Pesexuus ITnoxon
THYeCKas II0JIOBUHA T€NA, | MyKO3UTHI ITy3bIpH, bepaTuBHBIC onyxonu, ['KC,
ITy3bIpyaTKa JaJI0HU, 3pO3HUH, 3a0oseBaHus XUMHOTEPATIHS
MIOJIOILIBBI «TapreTHbIE» U ApyTue
BBICBINIAHUS HOBOOOpPa30BaH
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1.4.1.2. loOpokavecTBeHHAsl ceMeliHasi My3bIpYaTKa

JACII npencraBisieT co0oil  reHoAepMaTo3, B OCHOBE KOTOPOTO  JIEKHUT
ayToCOMHO-ToMHHaHTHass MyTanus B reHe ATP2C1, orBercTBeHHOM 3a (PyHKIHIO
KaJIbI[i1-3aBUCUMBIX aJIeHO3UHTpHU(DOChaTa3, pEryIHPYIOMINX CEKBECTPALINIO KaJIbIUS B
annapare ['onpmku [180]. B pe3ynbrare nucperyisuuy KajablUus OIPOUCXOIUT BIUSHUE
Ha 3MUEpPMaIbHbIE JECMOCOMBI, UTO BEJIET K Ha/i0a3albHOMY akaHTOIN3y. KinnHudecku
3TO MPUBOJUT K 00Opa30BaHUIO My3bIpEN U 3PO3UH, YaCTO CIMBAIOIIMMCS B MOKHYIIUE U
MOKPBIThIE KOPKOH OJSIIIKA. DTH MOpaXKeHHsI OOBIYHO JOKATU3YIOTCS B CUMMETPUYHBIX
UHTEPTPUTHHO3HBIX 00IACTAX, TAKMX KaK MOAMBIIICYHbIE BIAINHBI, TaX0BO-0€IpPEHHbIE
U nH(ppaMaMMapHbIe CKIaIKA. TUMHYHBIM CUMITOMOM 3200JI€BaHUS SBISETCS CUMIITOM
«MO3TOBBIX HW3BWJIMHY», MPOSBISIONUIUICS TMOSBICHHEM IIEPOXOBATHIX, OOPO3AYaATHIX,
UCIECUIPEHHBIX BMNAJWHAMH U TpEIIMHAMHU OJISIIEK B TUIOUYHBIX JIOKAJIU3aLUAX

(Pucynku 20 u 21).

' .
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Pucynok 20 — CUMOTOM «MO3rOBBIX U3BWJIUHY» B THITUYHBIX aHATOMHYECKUX
noxkanuzanusax npu JCII



Pucynok 21 — CUMOTOM «MO3rOBBIX U3BWJIUHY» B THITUYHBIX aHATOMHYECKUX
noxanuzanusax npu JCII

Brichimanusi HEpeAKO CONMPOBOXKIAIOTCS OO0 U 3YJIOM, B Ps/I€ CIy4aeB MOTYT
UMeTh (OPMY Y30POB, PACTIPOCTPAHATHCS HA PAa3TMYHbIE YIacTKU Koxu (Pucynku 22 u
23). CuMnTomMBl yCyryOnsioTcs TakuMU (pakTopaMu Kak HpeObIBaHHE Ha COJIHIE, B
YKapKOM KJIMMaTe, NPy N30BITOYHOM NOTOOTAEIEHUN U TPEHHH.

l'ucronornueckn cympaba3anbHBIi  aKaHTOJIM3 YacTO ONHUCHIBAETCA  Kak
«MOJypa3pylleHHass KUPINHYHAsg CTEHa» — IMOSABJIEHUE CTPYKTYp, OOpa30BAHHBIX
0azanpHBIME KepaTuHOTIUTaMu [86] (PucyHOK 24). MOXKET MIpHUCYTCTBOBATH JUCKEPATO3,
JepMa opaxkaeTcs peiKo, XOTs TUM(GOIUTAPHBIN HHPUIBTPAT MOXKET OBITH OOHAPYKEH
BOKPYT COCYIHUCTBHIX CTpyKTyp. Kpome Toro, B orimume ot BII, anTmaecmocomHbie

ayTOaHTUTENa MOTYT He OOHapyXuBaThcs [86].



Pucynoxk 23 — Y3opuatsie Beicbinanus npu JCII




Pucynok 24 — Ilatomopdonoruyeckas kaptuna npu JJCII

JCII umeeT TeHAEHIINUIO K XpOHU3AIIUU U TPYIHO NojaaeTcs ieuenuro [ 14]. JleOroT
3a007€BaHUsl TPUXOAUTCS Ha TMOAPOCTKOBBIM BO3PACT, COMPOBOXKIAETCS SPKOM
KIIMHUYECKOM KapTHUHOM, YaCThIMU PELUJIUBAMU WIIM HENPEPHIBHO-PEIUANBUPYIOIIUM
TEUEHHUEM, COIMPOBOXKAAIOIMIUMCS BBIPAKEHHOM CYOBEKTHMBHON CHUMIITOMATHUKOM.
[TanpeHThl OTMEYAIOT 3HAUYUTEIBHOE YXYAIICHHE KayecTBa JKU3HHU, oOpamaer Ha cels
BHUMAaHUE TOBBIIIEHHBIN pUCK (HOPMUPOBAHMUS IITIOCKOKJIETOUYHOI'O paKa KOxkH [263, 264 ]
(Pucynok 25).

Bo3MoxkHBIE MeTOABI JieYeHHs BKIIOYAIOT MECTHYI0 M CHUCTEMHYIO TEpamuio,
CBETOBYIO U JIA3€PHYIO TEPAIHIO, a TAK)KE HCCEYECHUE KOXKHBIX TOKPOBOB € MOCIIEIYIOIIEH
TPAHCIUIAHTALIMEN KOKHOTO JIOCKYTA.

Tpanuumonuo neuenne J[CII BkiIrouaeT CHCTEMHBIE M TOMMMYECKUE aHTHOMOTHKH,
KOPTUKOCTEPOU/IbI, IIUKIIOCIIOPUH, METOTPEKCAT U AANICOH JJI MAIIUEHTOB C TOPIHIHBIM
K MPOBOAMMON Tepanuu 3aboneBaHueM. K cokaleHuio, Jlake Takoro pojia CUjbHas
CUCTEMHasi Tepamusi, KaKk MpaBUJIO, HE OO0ECleYMBaeT JIUTEIbHOU PEMUCCUU Y

OOJIBIITMHCTBA MarueHToB [157].



Pucynok 25 — Ilanuent ¢ JICII, Ha poHe KOTOpOU pa3BUIICA IJIOCKOKJIETOUHBIN pak
IIOJIOBOT'O WICHA

MukpoOHasi KOJOHHM3aUUsd M MPUCOEIUHEHHE BTOPUYHON HMH(EKUUU SBISIOTCA
BakHbIMU Moaupuuupyromumu JCII pakTopamu, u mo3TOMy MECTHbIE aHTUOMOTHKH U
AHTHUCEINTHUKHU SIBIIAIOTCS OCHOBOU sieueHus [48]. [lanueHTaM peKOMEHAYETCS HOILICHUE
JErKoM OJeXAbl Uil YMEHBIIEHHS TIIOTOOTIAENECHUS M TPEHHS, 4YacTOE€ MBbIThE
U3IMIO0JIEHHBIX MECT JIOKAJIM3alUUU MPOTUBOMUKPOOHBIMU OYMILAOIINMHU CPEACTBAMU
UL IPEAOTBpPALIEHUsT MUKPOOHON KosoHu3anuu. KomoHu3auus pa3auyHbIMH BUJAMU
cTa(UIOKOKKOB, CTPENITOKOKKOB, AepMaTtoputoB 1 Candida MokeT yCyryoaTh KIMHUKY
U IPEmsITCTBOBATh 3akuBiieHU0. Hanpumep, craguinokokkoBas nHpexkuus ycyryomnser
aKaHTOJIU3, YTO YyAJUHSET cpoku peumauBa [48]. Ilpu nerkux ¢opmax 3abosieBaHuUA
pekomMeHnayercs npuMeHenue 1% nockoHa unm kpema ¢ kimHgaMumaoMm, 0,1% kpem ¢
F€HTaMHLIMHOM WK 2% Kpem MynupouuHa 2—4 pas3a B JI€Hb B TeueHUE 2—4 Henelnsb,
npomeiBaHue 4% pacTBOPOM XJIOPTEKCHIMHA TIIFOKOHATA B Ka4yeCTBE NonoJHeHus. [Ipu
nerkoi gopme 3a0oseBaHus ¢ TPUOKOBON KOJIOHU3AIMENH CHEIUATUCThI PEKOMEHIYIOT
HAaHOCUTH 2% KpeM KETOKOHA30J1a ABAXK/bI B ICHb B TeueHue 2—4 Henens [172].

KopTukocTeponipl MECTHOTO JIEUCTBHS YacTO HCIIOIB3YIOTCS B COYETAHUHU C
AHTUMUKPOOHBIMU CPEACTBAMHU MECTHOrO JelcTBHs. VX IprUMEeHEeHNE OOBIYHO JTOJKHO

OBITH OrpaHUYCHO ITO IMPOAOJIKUTCIBHOCTH JICUCHUA O6OCTp€HHI>i, XOTSI B HEOOJBIINX
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CepusiX CIIy4yaeB H3YydyalloCh JJIMTENIbHOE JIeYEHHWEe MECTHBIMH cTepoujaMu. B
nccienoBanuu, npoeaeHHoM S. Ikeda et al. B 1993 r., cemu nauuentam ¢ JICII Opinn
Ha3HAYEHbI CUJIBHOJIEUCTBYIOIINE CTEPOUIHBIE Ma3y Ha MPOJIOLKUTEIbHOE BpeMs. Bee
MALMEHTHl JIOCTUIJIM PEMUCCUM B TeueHHe 2—16 Henenb, a YeThpe NalNEHTa
MOAACP)KUBAIN peMuccuio oT 1,5 10 4 neT npu MOCTOSHHOM NMPUMEHEHUU MECTHBIX
CTEpPOUIOB. Y 3TUX OOJBHBIX pa3BWIIACH aTpOodus KOXKU M KOHTAKTHBIN JIepMaTUT 0e3
nanpHeMux 1o0ouHbIX dddexkToB [48, 172]. Tem He MeHee, [aHHbIE O
MPOJOIKUTEIBHBIX KypcaX J€YeHUs CUIIbHOJICUCTBYIOIMMHU CTEPOUIAMHU It MECTHOTO
MPUMEHEHUSI OTPAaHUYEHBI K3-3a UX MOOOYHBIX 3P (HEKTOB, Halle BCEro arpouu KOXH.
Kaxk mpaBuiio, ux cineayeT NpuMeHsTh KOPOTKUMU KypcaMu, UCIIOIb3Ys CaMmble cla0bie
Mo cujie JIeUcTBUA ropMoHbl. Mcnons3yercs, Tak Ha3biBaeMas, step-down Tepamnus: B
TEUEHHUE HEJEIU TMaIlUEeHThl TMPUMEHSIOT CTEPOUIbl C YMEPEHHOM WU BBICOKOM
aKTUBHOCTBIO JBAXK/IbI B JIeHb. Jlaiee mepexoIaT Ha UCIIOIb30BaHUE CIa0bIX CTEPOUJIOB
MECTHOTO neictBus [172].

MecTHble HWHTHOUTOPHI  KaJbIMHEBPUHA MPEJACTABISIOT COOON MOJE3HBIN
HECTEPOUJHBIN MOAXOA s JUIMTENIBHOTO KOHTPOJISI BocmajeHus. B oTiaumume ot
KOPTUKOCTEPOUJIOB, OHU HE OJIOKHPYIOT CUHTE3 KOJUlareHa U He MPUBOMSIT K arpoduu
KOXHU. VX MOKHO HAHOCUTh Ha YYBCTBUTEIbHBIE YUACTKH, BKIIIOUAs JUI0, BEKH, IICIO U
KOXKHbIE ckiaaku. MectHoe npumeHenue 0,1% maszu Takponumyca ABaXIbl B CYTKH
M3y4yajioCh B HECKOJbKUX HCCIEIOBAHUIX, pa3pelieHUue TMOpaxeHUs OOBIYHO
MPOMCXOUIIO Yepe3 2 Henenu JeueHus [282, 248]. OaHako, UMEIOTCSI COOOIIEHUS U O
mioxoM 3¢ dexre mpu MPUMEHEHUUM MECTHOM Tepanuu TaKpoJuMycoM. Psij aBTOpoB
PEKOMEHAYIOT OCTOPOXHBIM TMOJIXOJl K TaKpOJUMYCy, TaK KaK pPErucTpupOBaH
nporpeccupytomee odoctpenne J[CII [196]. Eme B OoIHOM uCCIEIOBAHUU ABTOPHI
oOpabaTbeiBalii OJHY TNoAMBIINIeUHY0 Bnaauny nanuenta ¢ JICII Tonpko mactoit u3
okcuaa uuHka 50%, a apyryro — 0,1% TakponumMycoM B COYETaHUU C OKCUIOM IIUHKA JIBa
paza B geHb. [locme 3 wmecdieB jedyeHus MNOAMBIIIEYHAs BHaauHa, oOpaboTaHHas
KOMOMHAIMen, I[oKa3ajla MEHbIIee YIydlleHue, 4YeM MOAMBIIIeYHas BIaJNHA,
oOpaboTaHHas TOJBKO MACTOM M3 OKCUJA IMHKA. ABTOPBI MPUIILIU K BBIBOAY, UTO MAacTa

M3 OKCHJIa IIMHKA caMa Io ce0e MOXKET ObITh 0€30TaCHBIM M HEAOPOTUM JieueHueM [281].
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Nubekiuu OOTynoTOKCHMHA Takxke mnpuMensitorces st sedenus J[CII. benok
OOTYJIMHHUYECKOTO TOKCHMHAa THUMAa A  BBI3BIBACT XEMOJEHEPBAIMIO, OJIOKUPYS
BBICBOOOXKICHHE areTuiaxonuHa u3 HepBHBIX okoHuaHuU. [Ipm JICII ero MokHO
WCIMOJIb30BaTh B KAUYECTBE aJbIOBAHTHOMN Tepanuu. [Ipennaraemplii MEXaHU3M IEHUCTBUS
Biatouaer ponb  JICII B OJOKMpPOBaHMM  XOJMHEPTUUECKOTO  CTUMYyJia B
MOCTTaHTJIMOHAPHOM CUMIATUYECKOM OKOHYAHWUU. OJTO MPUBOAUT K YMEHBIICHUIO
CEKpEelUrUH II0Ta JKKPUHHBIMU NOTOBbIMU kenesamu [162, 201]. YmeHbuieHue
MOTOOTNENICHUs] O0ECMEeUnBaeT 3alIUTY OT KOJOHM3AlUM MHUKPOOPTaHU3MaMH H
nocieaywmnero odoctpenus: 0one3nu. MmerTcss cooOIIeHuss 0 CiiydasxX JOCTHUKEHUS
MOJTHOM WJIM YaCTUYHOW pEeMHUCCHM moclie npuMeHeHus 50 eauHul; O0TyJIOTOKCHHA B
KKy OJAMBIIIEYHYI0 Braauny [74, 201].

Kanprunorpuon  (1,25-nurugpoxcuButaMud  D3), sBasiicb  TOPMOHAJIBHO
aKTHUBHBIM METAa00JIUTOM BUTamMHHA D, MOXkeT Bo3jeicTBOBaTh Ha AUDPEPEHIIUPOBKY
KEPAaTHUHOIIMTOB 3a CYET CBOEU peryssiuu Kaiablus. MMerTcss cooO1eHus: 0 BbICOKOM
3O PEKTUBHOCTH MECTHOTO MPUMEHEHHS KaJIbIIMIOTPUOIA ABAXKIbI B JACHb C MOJHBIM
MCUYE3HOBEHUEM MOPAXKEHUN B MAXOBBIX U MOJMBIIIEYHBIX 00JIACTSIX B TeueHHe 1 mecdiia
U MPOJ0JDKAIOIIEHCS peMUCCHel TTpU MocaeAyoeM HabloAeHun yepe3 3 Mecsa [68,
232].

CoBpemennsbie pexomenanuu no tepanuu JJCII npencrasnenst B Tabnure 5.

B ciyuyae Ha3HaueHUs AHTUOMOTHKOTEpANUU MPEANOYTEHUE  OTHACTCA
MAaKpoJIuJaM U TeTpauukiauaam [151, 232].

[TarmeHTamM, TOPHHUAHBIM K TMPOBOJMMOM TEpamnud, HA3HAYAJICS JIarCoOH,
METOTpEKCaT, PETUHOUILl (M30TPETUHOMH WIM AUUTPETUH) U ATpeTuHar. JlaHHBIE
METOJIMKH JICUCHHsS HE IOKa3aJM BBIpaXXEHHOro cToiikoro 3ddekra [19, 68, 151].
MeToauku  OpUMEHEHHUS] HMMYHOCYIPECCAaHTOB  (METOTpeKcaT, IHUKIOCIOPHH)
YMEHBIIIAIOT CUMOTOMBI BocmaneHus (00Jib, OT€K, CKOBAaHHOCTh), HO C TOYKH 3PEHUS
CTOMKOro  TepameBTH4Yeckoro dddekra  sgBastoTcs  cnopHbiMu. Hu  oaHo
KpyIHOMAcIITaOHOE MCCIIeI0BAaHUE HE MPeAsiaraeT YeTKOro JOKa3aTeIbHOIro Moaxoaa K

uMMmyHocytnpeccuBHoil Tepanuu mipu JiedeHun JICII. Ilockonbky HeOnmaromnpusiTHbIE



MMOCJICACTBUSA MOTYT OBITh TSOKEIIBIMHA M HHOTJa daXC CMCPTCIbHBIMH, TaAKMC MCTO/bI
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JIEYEHUSI JOJHKHBI MHULIMUPOBATHCSI OCTOPOKHO M B3BelIeHHo [ 18, 67, 153, 238].

Ta6nuna 5 — [punuunst Tepanuu JJCIT [151, 232]

YpoBeHb
NuauBuayanu3upoBaHHass KOMOMHMPOBAHHAS Tepanus
A0KA3aTeJIbHOCTH
Tonnueckue Ocrtpas daza Kno6erazon IIA, IIT
CTCPOMIB, [MoxnepsxuBaromas
UHTUOUTOPEI Takpomumyc IIA, 111
KJIMIMHEBPUHA fepat
JlOmOTHUTEIBHO
Knuanamunma
IlepBas nuHus: I'enTamunun A I
MECTHOE JIEUCHUE Mynupouux ’
KerokoHnazoi
AHTUOMOTUKH
JIOKCULIMKIINH ITA, III
Bropas nunus: Jancon
CHUCTEMHOE JIEYUEHHE | DPUTPOMULIUH 11T
Ienumunnuu
HcceueHnue IIA, 111
borynorokcun A IIA, 111
HepmaOpasust
TopnuaHOCTE K IPOBOAMMOMN TEPATIUU: Jlazeporepanus
VY3K0mos10cHOE 111
yIbTpaduoIETOBOE
o0y4yeHue
OtbenuBanue u
XJIOPT€KCUUHOBBIE Vv
BaHHBI
Jluera, cHM>XKeHME v
Beca
OO01mue MeponpUsTUS: CBobOojiHas ofiex1a \Y
Bopnrba ¢ v
TUIEPTUIPO30M
N36erath npeObIBaHUs
B JKapKOM U BJIa)KHOM V
KJIUMATe

Takxe UMeroTcs cooOlIeHHsT 00 MCHOJb30BAHUM TJIMKOMUPpOJaTa JJisl JeYeHUs
JICII ¢ uenpt0 KOHTPOJII 3a IMOTOOTAECICHHEM. OTO IMpenaparT pacTUTEIbHOTO
MIPOUCXOXKJCHUSI C aHTUXOJUHEepruueckuM spdexktoM. B oTnnume OT XUMUYECKHUX

AHAJIOrOB IIpf€rapar HMECT KOpOTKI/Iﬁ InepuoJ IOJYBBIBEACHUA H, KaK CJICACTBHC,

OKAa3bIBAET MEHBIIEE BIUSHUE HA HEHTPAIbHYIO HEPBHYIO cucteMy [211].
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Ony06nrKoBaHbl HOBBIE pe3ynbTathl ycrnemnon tepanuu JCII HuzkumMu npozamu
HAJITPEKCOHA, KOHKYPEHTHOI'O AaHTAarOHHWCTa ONMOHWJHBIX peunentopoB. Hantpekcon
yCTpaHsieT IEHTpaJIbHOE W mnepudepuyecKoe ACHUCTBUE OMHOUAOB, B TOM YHCIE
AHJIOTEHHBIX SHIOPPUHOB.

HantpekcoH, mpuMeHsIeMbIiI B HU3KHUX J03aX, MPOJEMOHCTPHUPOBAT BBICOKYIO
3 PEKTUBHOCTD U YIIYUIIEHUE COCTOSHUS MTPU HECKOIBKUX PA3IUYHBIX BOCTATUTEIbHBIX
3aboneBaHusX, BkiItouas ¢uOpomuanruto, 6one3nb KpoHa, perroHanbHbId 00JIE€BOM
CUHJIPOM, XpPOHUYECKUHN 3yl U paccessHHbIA ckiepo3 [84]. B Huskux nozax (ot 1,5 mo
4,5 mr) HaJITPEKCOH MPOSIBJISIET MapaloKCaJbHbIC CBOIICTBA, BKJIFOYast
MPOTHBOBOCIIAINTEIbHOE U oOe30ommBaromiee [155, 165]. Ilpenmonaraercs, dTo,
NEUCTBYSl KaK aHTaroHUCT, HAJITPEKCOH, HA3HAYECHHBIM B HU3KHUX J03aX, MPOSBISET
YaCcTUYHYI0  OJOKaxy  U-OMMOWJHBIX  PEUENTOPOB,  BbI3bIBas  CHUCTEMHBIM
ananpretuyeckuii 3¢gdext [155]. DOTu onumouaHbIe pEUENTOPHl MNPUCYTCTBYIOT B
KEPAaTUHOLIMTAX M YYACTBYIOT B IpoLEecce pereHepauuu. MOKHO MPEeAnoJIOKUTh, YTO
JIEUCTBHUE Ha |-OMHOUJIHBIE PELIENTOPHI KEPATUHOIIUTOB B 0a3aJIbHOM CJIO€ AIUJEpMUCA
BBI3bIBACT YCWIEHHE KJIETOYHOM aJre3ud U 3aXUBICHUE KOXHBIX MOPAKEHUM,
HaOmoaaemsbIx y nauueHtos ¢ JICII.

Takke ObUIO BBICKA3aHO MPEIAINOJIONKEHHE, YTO HAITPEKCOH B HHU3KUX J103aX
MPOTUBOAEHCTBYET KOMILIEKCaM ToJUI-o100HbIX perientopoB (TLR) [155, 165]. TLR
oOHapyxuBatoTcs nu(pdy3HO MO BCEMy Teily, BKIOYAash MUKPOTJIHUIO B LEHTPAIbHOU
HEPBHOW CUCTEME U KepaTUHOIUTHI B anugepmuce. TLR, oOHapyKeHHBI B MUKPOTIJIUH
IIEHTPaJbHON HEPBHOM CHUCTEMBI, OTBETCTBEHEH 3a BBIPAOOTKY MPOBOCHATUTEIHHBIX
IIUTOKUHOB, BellecTBa P, akTUBHBIX (hOpM KUCIOpOJa U BO30YKAAIOMUX aMUHOKHUCIIOT.
HanTpekcoH B HU3KUX J103aX MOXKET MOAABISATh BRIPAOOTKY ATUX MOJIEKYJI U YMEHbIIIATh
CUCTEMHOE BOCHAJIICHUE. Takke KEepaTUHOUUTBI SKCIPECCUPYIOT PEUEHTOPHbIC
komruiekcbl TLR. Ilpu aktuBamuu TLR unummupyercss ObICTpbIA BHYTPUKICTOYHBIM
Ca’*"-oTBeT M HPOAYKIMS IPOBOCHAIUTENLHBIX IMTOKMHOB M XEMOKHHOB, BKJIIOYAs
IL-1a, IL-1B u IL-8, xoTopsie (OPMUPYIOT IPOBOCHANUTENBHBIN OTBET X0351UHA. MOXKHO
MoJjaraTh, 4To, MPOTUBOAEUCTBYS 3TUM TLR-koMmiekcaM, HaNITPEKCOH CHUKAET 3TOT

CUTHAJIbHBIN KaCKaJl U YMCHbIIACT BOCHIAJICHUC B SIIUICPMHCC.
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B nutepatype umeroTcss COOOIIEHUS O CTOMKOM KJIMHUYECKOM YIYUYIIEHUU
KOXKHBIX MMOPAXCHUH Yy MalueHTa, crpaaaromero xpounueckon [CII, npu exenHeBHOM
MpUEME PacTBOpa, COAEPKALIECr0 TeKcaruapaTr XJopuaa MarHus. bbUlo BBICKAa3aHO
MPENOJIOKEHHE, YTO TEKCATUIpaT XJIOPHIa MarHusi MOXKET JI€HCTBOBATH KAK MHTUOUTOP
Ca’* aKkTMBHOCTM B KepaTHHOLUTAX, CIOCOOCTBYsS BHyTpukierounoii Ca®'-
JIACIIEPCHOCTH, ITOAABJISS Ca’’-3aBUCUMBIC MEXaHU3MBbI BO3ICHCTBHUS HA JECMOCOMBI [64,
117].

Takxe cooOmiaerca o0 uccnenoBannu 3G(HEKTUBHOCTH MpenapaTa arnpeMuiacT
st nedenust JICII y Tpex >KEHIIMH M OJHOTO0 MY>KUMHBI, MPOMICAIINX JICYEHUE U
HaOmronaBmxcst B TeueHue 6—-10 mecsues. [lopaxkeHus: 3arparuBajii MOIMBIIIICYHBIC
obnactu (75%), cyoMammapusie obnactu (75%), naxoBeie obnactu (100%), a Takxke
obnactu cnuubl U men (50%). Bee manueHTsl coOOmMIN 00 yIy4IIeHMH CUMIITOMOB
nocie Imnepuojaa JjedeHuss B TedueHue | mecama. Yepes 6 MecsleB y HalUEHTOB
oTMe4anoch, 4to yhyumienue mnopaxeHuid JCII ObLio OT yMEpeHHOro A0 MOYTH
ncuesnyBuero. OnHako y 2 mamueHTtoB uepe3 6—10 MecsueB JedeHus pa3BHIUCH
000CTpeHUs, © OHHM MPEKPATUIU TEPaNuI0 ampeMUIacCTOM. Y OJHOM M3 MAIMEHTOK
pPa3BUJICS PACHPOCTPAHEHHBIM pelUIUB 3a00JIEBaHUSA, W ampeMuiacT ObLT BBEICH
MOBTOPHO, YTO MIPUBEIIO K YACTUYHOMY KOHTPOJIIO HaJl 3a0oieBanuem [284].

N3  QusnorepaneBTUYECKUX  TPOLEAYp  MNPUMEHSIOTCA  y3KOIMOJOCHAs
yabTpaduoneroBas Gororepanus b, nazepnas abnsuus, nepmadpasusi.

N3-3a peruauBupytomero xapakrepa [CII u orcyrctBusi 3PQdEeKTUBHOTO U
0e30MacHOro  JIEUEGHMs, JOCTYIHOTO [l  MAalMeHTOB, TOUCK  ONTUMAalbHBIX
TepaneBTUYECKUX METOJUK MponaokaeTca. CBeroBas u jnaszepHas tepanus s J{CII
MOKa3aJli MHOroOOeHalone pe3yabTaTbl B HECKOJBKUX COOOLIEHUSX, Haumbosee
yCIeIHbIE 0TYeThl ObUIH npencTaBieHsl mo COz-nazepy [87, 135, 229].

B BbIIeyKa3aHHBIX UCCIEAOBAHUAX JIA3€pHYIO aOsuui0 npoBoawin 1-2 pasza B
3aBUCUMOCTH OT BBIPAXKEHHOCTH KIMHUKU M PACIPOCTPAHEHHOCTH MATOJIOTHYECKOTO
nporiecca. [locTabnsairoHHast THCTONATOIOT Ul TTOKa3ajla HEMOBPEXKACHHBIN AMUIEPMUC
C MOBBIIIEHHBIM (POPO30M COCOUKOBOTO CJIOS JEPMBI, XOTSI MPUJATKN ObLTH COXPAHEHBI.

[ToGounble 3¢ (dEeKThl BKIOYAIOT MOCICONEPAUOHHYI0 001b, JUCIUTMEHTAIUIO,



65
sputTeMy u pyOiibl. OgHAKO OOJBIIUHCTBO MAIIMEHTOB BCE K€ OLIEHUIA CBOE JICUCHUE KaK
YIOBIETBOPUTEIBHOE.

Hcnonp3oBaHKWe Kak ajJe€KCaHAPUTOBOIO, Tak W auogaHoro jazepoB s JICII
HEIOCTATOYHO M3Y4Y€HO. MIMeeTCss OIMH OTYET O JICUEHUH AJIEKCAHAPUTOBBIM JIA3€POM,
Korja Obljia JOCTUTHYTA HEMPOIOJKUTENbHAsE peMuccus nocie 18 mpouenyp [63].

Juonuplii nazep ¢ AnuHONM BOdHBI 1450 HM sBisgeTcs OOJIC3HEHHBIM U
HedppektuBHpiM npu  Jiedenun JICII, xoTss ObUIM JOCTUTHYTHI yMEHBIIICHHE
norootaeneHus u 3anaxa [113].

DOpOueBblii Jlazep cCUUTAETCA JIyUllel anbTepHaTuBou abisiuonHol tepanuu CO2
M3-32 €ro JUIMHBI BOJHBI (2,94 MKM), KOTOpas MOTJia MO3BOJUTH SMHUTEIHAIBHOE
ucrapeHre 0e3 4Ype3MEpPHOro TEPMUUYECKOTO MOBPEXKICHUS U 00pa3oBaHHs PyOIIOB,
OJIHAKO KOJIMYECTBO MCCIICIOBAHUN Y MPUHSBIINX B HUX YYAaCTUE MAIMEHTOB CIUIIKOM
MaJIOYHUCJIEHHBI, YTOOBI JIeJIaTh OJJHO3HAYHbBIC BHIBOBL. [IpOM3BOASITCS 1BE UMITYJILCHBIC
00paboTKH, 32 KOTOPBIMU CJIeyeT 0JHa 00pabOTKa B peKUME YACTUYHOTO MEPEKPHITHUS.
3axuBieHUE paH 3aHuMaeT B cpeaHem 10—12 nuei. Onmcano 2 ciiyyas NPUMEHECHUS
pOUEBOTrO Ja3epa: y OJHOTO MalKreHTa Oblia MOoJIHAs PEMUCCHS, Y BTOPOT'O — YaCTUYHAS
peMuccHusi ¢ pEeuuIMBOM Ha KpasxX o0pabOTaHHBIX y4acTKOB. HUKakux mMOOOYHBIX
3¢ dekToB, MOMUMO OOJIE3HEHHOCTH MPOIIEAYP, OTMEUYEHO HE ObLIO [66].

B omHoMm nccnenoBannu 7 nanuenToB ¢ JCII yieynny MMIyJIbCHBIM JIa3€pOM Ha
KpacuTesie ¢ IIMHOW BOJNHBI 595 HM. IIaTh mpoueayp NpOBOJWIMCH C MHTEPBAIOM
oT 2 10 4 "Heaenb. OIMH MAIMEHT TPEKPATUI JICUSHHUE BBUY HEADPEKTUBHOCTU. Y ABYX
MalMeHTOB ovyaru ucyesnu 0e3 penuauBa. OCTalbHBIE YETHIPE MCHBITAIN PA3IUYHYIO
CTEIIEHb YIY4IIEHUs C peuauBoM uepe3 1—-6 mecsues. [Ipeanonaraercs, 4ro tepanus
MMIYJbCHBIM JIA3€pOM Ha KPACHUTENSX MOXKET YJIYUIIUTh 3a)XKUBJICHUE pPaH 3a CUET
YBEJIMYEHUS KOJUIAr€Ha U T€HEPAITM30BAaHHOTO PEMOJEINPOBAHUS IEPMBI [266].

doToAMHAMUYECKAsA TEpAIUs HE MPOJEMOHCTPUPOBAIA 3HAYMMOIO YIy4IICHUS

TeueHus 3aboneBanus [133, 225].
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1.4.2. Cy03nuaepmajibHble ayTOUMMYHHBIE IY3bIPHBIE 1ePMaTO3bI

DTO rereporeHHasi rpymnmna my3blpHbIX 3a00JIeBaHUM, MPU KOTOPOU oOpa3oBaHUE
My3bIped MPOUCXOAUT MOJ SMUACPMHUCOM KAaK Ha KOKHBIX IMOKPOBaX, TaK U B 00JIACTH
CIM3UCTBIX OOojouek. llupkynupyromnme ayToaHTHTENa HAIeJeHbl Ha KOMIIOHEHTHI
JIEPMO-3MUACPMAIBHOTO  coequHeHusl.  bymnesnslit  nemdurous,  pyOLyOMIMiA
nemduron, reprnetuopmusbiil gepmatut {ropunra — HauboJiee 4acTo BCTPEUaArOLUecs
HO30JIOTUM W3 TPYNIbl MYy3bIPHBIX JEPMATO30B, COMPOBOXKIAIOIIMECS MOSBICHUEM

cy0anuaepManbHbIX My3bipent [9, 21].

1.4.2.1. byuie3nblii neM¢urouns

BIl — nHaubonee pacnpocTpaHEHHBIN CyO3NMUAEpMabHBIN My3bIPHBIA J1€pPMATO3,
BCTpPEYAETCS] MPEUMYILECTBEHHO y MOXKMWIIBIX Jtonaen [7, 17]. 3a0oneBanue mo 4acrore
BCTPEUAEMOCTH HE MMEET I€HJIEPHBIX pa3nuyuil. bolieloT yalie maueHTsl B BO3pacTte
50-70 net, oAHAKO OMUCAHbI clydau AeOroTa 3a0oieBaHus U B A€TCKOM Bo3pacte [270].
3a6oneBaemocth BII B ctpanax EBponsl — ot 0,7 g0 1,3 Ha 100000 uenoBex B roa [270].
B Poccuiickoit ®deaeparuu 3ab6osneBaeMocts B 2014 romy cocraBuna 1,1 cimydas Ha
100 000 B3pocioro HaceleHus, pacupocTpaHeHHOCTh — 2,6 cimydaeB Ha 100 000
B3pocioro HaceneHus. Cpenu mroaeit B Bo3pacte crapiie 80 jet 3adoneBaeMocTh bl
nocturaet 15-33 ciydaeB Ha 100 000 cooTBeTCTBYIOIIIETO HAaceneHus B roa [17].

BIl nposiBisieTcss B HANpPSHKEHHBIX, BBIMYKJIBIX MY3bIPSAX HA BOCHAJICHHOW WU
HEBOCTAJICHHOM KOKe€, B TO BpeMsI KaK CIIU3UCThIE 000J0UKHU MOpaXkaroTcs peako. [1edrot
3a00JeBaHMs, KaK MTPABUIIO, CBSI3aH C MOSIBIICHUEM 3Y/1a, KOTOPBINA JJIUTCS OT HECKOJIbKHUX
JHEW 10 HECKOJbKUX JIeT, CONPOBOXKIAETCS Hecneuu(PUUECKUMU  KOKHBIMU
MPOSIBICHUSIMU, TMPEUMYIIECTBEHHO Ha KOHEYHOCTSX. THUIMHUYHBIE NPOSIBICHUS —
HalpsOKEHHBIE  MY3bIPU € TOJICTOM  TMOKPBIIIKOM, TMOSBISIOMIMECS Ha BHAUMO
HEU3MEHEHHOM KOXKe, WIM SpUTEMa, BO3HHUKAIONIAs MNPEUMYIIECTBEHHO Ha TpYJH,
KUBOTE U MPOKCUMAJBHBIX OTIeNax KoHeuHocTel. [1y3bipu KpymnHbIe, 10 HECKOIbKHUX

CAaHTUMETPOB B AMaMETpe, UMEIOT nosychepudeckyro popmy (Pucynku 26-28).



Pucynok 27 — Tunnynasa knuandeckas kaptuHa npu bl



Pucynok 28 —TunnuHas knuHu4yeckas kaptuaa npu bl

[locne BCKpBITHS Iy3BIps DPO3UBHAS IOBEPXHOCTH YaCTO IMOKPBIBAETCSA
CEPO3HO-TEMOPPArHYeCKUMU KOPKaMH M 3aXHBAE€T CaMOCTOATENbHO. CuMIITOM
Huxonbckoro orpunarenbHbiid. [loBpexeHHsT CIM3UCTON OOO0JIOYKH OTCYTCTBYIOT Yy
OoonpmmHcTBa manueHToB ¢ bIl. HeOonblnol mpouEeHT NanueHTOB IE€MOHCTPUPYET
IIOBEPXHOCTHBIE ITy3BIpH M 3pO3MM B mosioct pra. bIl, kak mpaBwiio, mporpeccupyer
MEJUIEHHO, MPOTrHO3 3HAYUTENIbHO ONaronpusiTHEe, 4YeM NpH Mmy3blpuyarke. lJis OLeHKu
CTENEHU TSHKECTHM MaTOJOTMYECKOro Ipolecca npu OyJie3HOM NeMQpurouae
ucnonnszyercs unaekc The Bullous Pemphigoid Disease Area Index (BPDAI), uto
MO3BOJISIET U3MEPSTH TSKECTh 3a00JIeBaHUS U aKTUBHOCTD MOCIIE JeueHus [224].

['ucronornyeckue m3meHenus: npu BII xapakTtepusyroTcs cyO3nuaepMalbHbIMU
y3bIpsiIMU. BOKpYT COCOYKOB J1€pMBbI ONPENENSIOTCS HUHPUIBTPATHI, COCTOALINE W3
703uHO(P OB, TUMGOIUTOB U HEUTpoPuiIoB. Ha mo3aHux craausx cyosnuaepMmaibHbie
My3bIpH MOTYT CTaTh BHYTPUAIHUAECPMAJIbHBIMU BCIEICTBUE pEreHepanuu Oa3aibHbIX
keparuHouToB [270]. IIpu npsimoit uMMyHO]IIyOpeCIIeHIIUN ONpeeseTcs JIUHEITHOe

otnoxxenne 1gG n komnonenta C3 KOMIUIEMEHTA B 30HE 0a3ajibHON MeMOpaHbl Oojiee



69

yeMm y 90% mauuentoB. Peako MoxeT HaOmogaTees otioxkenue IgM u IgA. Henpsimas
UMMYHO(IIyOpPECIIEHIIMSI  CHIBOPOTKM  KPOBU  TOKaszajia, 4YTO LHUPKYJIHPYIOIIHE
aytoantutena IgG mpotuB Oa3zanbHOW MeMOpaHbl BBISBISIOTCA OpuMepHO Y 75%
nauueHToB ¢ bBII, 4TO sBISIETCS MOJE3HBIM AOMOJHUTEIbHBIM JIHATHOCTHUYECKUM
kputrepueMm. IgG  HampaBieHbl TOPOTUB  JBYX CTPYKTYPHBIX  KOMIIOHEHTOB
FEMUJIECMOCOMBl  —  MYJIbTUIIPOTEMHOBOTO  KOMIUIEKCA  JIEPMO-3MUIEPMATIBHOTO
COCIMHEHHUs, OOECMEUYUBAIOLIETO CTPYKTYPHYIO aJre3ut0 MEXIy Oa3albHbIMU
KEPATUHOLIMTAMH, U BHEKJIETOYHBIM MaTPUKCOM JIepMbl. AHTUTeHaMH sIBJIsiFOTC BP 180
— TpaHcMeMOpaHHbIN raukonpoTerH U BP230 — Genok BHyTpeHHENH TeMUIeCMOCOMHON
OJIATITKH.

HccnenoBanus mokaszaiu, 4TO MOMUMO OyJUI€3HOTO nMeMQpUrougHOro aHTureHa |
(BP230) u 6ynne3noro nempurongnoro anturexa 2 (BP180), anturenaMu-MuiiieHsiMu B
obnactu OazanbHONl MeMOpanbl npu BIl saBastorcs: mamunun 5 (uenu o3, B3, v2),
namunauH 6 (tienb 03), Tun VII komnarena u cyobenununa uaterpuna 4 [79], onnako
OHM MMEIOT MEHBIIYIO THATHOCTUYECKYI0 3HAUMMOCTh, yeM BP180 u BP230.

Ony0nrKOBaHBl COBPEMEHHBIE JAHHBIE O F€HETUYECKON JIeTepMHUHUPOBAHHOCTHU
BIl. B Utanuu u M3paune Obna BhisiBIEHA nocToBepHast koppensiuus HLA kmacca 11
(HLA-DQB1*0301) [160] u daxkTopoB okpyxaromeit cpeasl (yiabTpaduosieToBoe
U3JIydyeHHUe, TpPaBMbl U HEKOTOpbIE JIEKAPCTBEHHBbIE TMpenapartbl: (GypoceMus,
aMOKCHUIWJUIMH, TUIPOQIOKCANH, HOIU I Kaus U KanTonpui) ¢ gedrotom BII [160]. B
Opazunbckoi momymsiuuu Obuia qokazana koppessiusa bII ¢ HLA-C*17, DQB1*03:01,
DQA1*01:03 u DQA1*05:05 [160]. Taxxe ObLIO BBICKAa3aHO IPEAMNOJI0KEHHE, UTO
nucbanaHc Mexay aytopeaktuBHbiMu T-xenmepamu (Th) u  T-perynsitopHbiMH
KJIEeTKaMM, a TaK)Ke He3aBHUCHMas OT T-KJIETOK aKTHBaIMsA cUCTeMbl toll-momoOHOTO
pelenTopa MOXET BBI3bIBATH CTUMYJSILIMIO B-KIeTOK ¢ mocneayromeid cexkpenuei
aytoantuten K BII [156]. [TapannensHo ¢ aTuM, aktuBanus nyta Thl7, no-suaumomy,
MOJJEPKMUBACT BOCHAJIUTEIBHBIN KACKaJ, HA4YaTbld TyMOpPaJIbHOW THUIIEPAKTHUBALIUEN
myTeM 3amycka Th2-oTBeTa, mpuBIeUeHUS HEUTPOPUIIOB U 203UHO(DUIIOB U CTUMYJISILIUU
BBICBOOOXKEHUS MPOBOCTAIUTENIBHBIX HUTOKUHOB U MPOTEOJUTUYECKUX (EPMEHTOB

[173].
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Bonbiroit uaTepec npeacrapnset cBia3b bII ¢ HeBpomorndeckuMu 3a00I€BaHUSIMH,
TaKUMU KakK JIEMEHIIUsSl, PAacCEsIHHBIN CKiepo3, anuiencus, Oone3nsb [lapkuHcoHa u
WIIEMUYECKUAd WHCYJIBT [294]. OpHako nexamuili B OCHOBE JAHHOW KOpPPEISIIUU
nato(U3nOIOTUUECKUNH MEXaHM3M J0 KOHIIa HEe H3y4YeH. BO3MOXXHO, YTO aHTUTECHBI
oynnesznoro nemdpurounga (BPA) 1 u 2 neiicTByIOT Kak ayTOpeaKTUBHbIE AHTUTECHBI B
LEHTPAJIIbHOM HEPBHOM CUCTEME.

HecmoTpss Ha Bce KIMHUYECKHE U MAaTO(PU3UOIOTHUYECKUE UCCIEIOBAHUS,
MPOBEJCHHBIE 3a TOCIEOHUE JECATUIETUS, CIO0XHBIE MEXAHU3Mbl pA3BUTUS U
nporpeccupoBanus bIl 10 cux mop oCTaroTCs 10 KOHIIA HE U3YUYEHHBIMU.

Ha coBpemeHnHOM 3Tane onmy0JIMKOBaH psiji TPOTHOCTUYECKUX KPUTEPUEB PA3BUTHUS
BIl. HenaBHuue uccnemoBanus Mokaszalid, YTO KOJEOaHUsSI KOHIIEHTpAIMU ayTOAHTUTEN
anTn-BP180 IgG B CHIBOPOTKE KPOBU B TEUEHHUE MTEPBBIX MECSLIEB MOCJIE HAYAIA JICYCHUS
MOTYT IPOTHO3UPOBATh AanbHeimee pa3sutue bll. B 3Tux ycioBusix He3HAUUTEIBHOE
cHIkeHrue KoHueHTpauuu aHTu-BP180 IgG B CchiBOpOoTKE KpOBM mocie 2 MECAIEB
Teparuu sBIsIeTCsl PaKTOPOM, CBSI3AHHBIM C PELIUANBOM 3a00JIeBaHUS B TEUCHHE MTEPBOTO
roga gedenus [91]. IlpumedaTenpbHO, UYTO  OHMOJIOTHYECKHUH  MOHUTOPUHT
BOCHAJIUTEIBHOTO OTBETA, CBSI3aHHOTO C AayTOMMMYHHBIM OTBETOM HanueHToB ¢ BII BO
BpeMsl HAONIOJEHUS, TaKke MOXKET ObIThb HMHPOPMATUBHBIM H TMOMOYb B
MIPOTHO3UPOBAHUU UCXO0a 3a00I€BaHMUS.

bosbiioe KOIMYECTBO MPOBOCHATUTEIBHBIX LUTOKMHOB, XEMOKHHOB, MOJIEKYJI
aare3uu, NpoCTarIaHAMHOB U POTEa3 MPOSBISAIOCH TOBBIIIEHHBIMA KOHIEHTPALUSAMU B
OJIMCTEPHBIX KUJKOCTSIX W/UIU CHIBOPOTKE KpoBU manueHtoB ¢ BII. OmyGiaukoBaHbI
JAHHbIE, CBUICTEIIBCTBYIOIIME, 4YTO y mnauueHToB ¢ bII ompenensercsa mnoBbllieHUE
CBIBOPOTOYHBIX ypoBHeM HHUTOKMHOB Th2-tmna IL-4 u IL-5, a Takxke yBennueHue
pactBopumMoro CD30, ciennduryueckoro mapkepa aktuBauu Th2-KJIETOK O CPaBHEHUIO
CO 3I0POBBIMHM KOHTPOJIbHBIMU rpynnamu [71]. OTo kacaercs kak IL-5, tak u CD30 B
ChIBOpOoTKe KpoBH. Heobxomumo oTMmeTuTh, uTo KoHueHTpanmuu IL-5 u CD30
BApbUPOBAIA B 3aBUCUMOCTH OT aKTUBHOCTH 3a00JI€BAHUS U 3HAYUTEIHLHO CHUKAIIUCH
napajuieNibHO ¢ KiauHuueckuM yiydimieHueM [71]. Kpome Ttoro, 0bu10 OOHapyXeHO

BBIPAXKEHHOE yBenum4yeHne 4actoThl [L-4- u IL-13-mpoayuupyromux KIETOK B MECTE
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MOpaXKeHMs KOXKHU, a Takxke Oonbioe konudecTBo I1L-4 u IL-5 B GaucTepHOM KUJIKOCTH
nanueHToB ¢ bII. OpgHako cpeaum 3TUX UWUTOKMHOB TOJIBKO KOHUEeHTpamus IL-5 B
ONMMCTepHOM  JKMJAKOCTH  KOppelIupoBaja €  TSKECTbIO  3a0o0JieBaHHS U
pacpOCTPAaHEHHOCTHIO MATOJIOTHMYECKOTO mporecca [71].

Hapsiny ¢ orBetom Th2-tuna, mutoxkunsl Thl-Tuma u XeMOKHHBI, KJIACCUYECKU
CBSI3aHHBIE C MMPOBOCIMAIUTEIBLHBIM OTBETOM, TAK)KE€ ObUIM CBSI3aHbI C aKTUBHOCTHIO BII:
unreppepon ramma (MUDOH-y), IL-1B, dakrop Hekposza omyxonu anbpa (OHO-a),
xemokubl CXCL9 (MIG), CXCL10 (IP10) Obuin oOHapyX e€Hbl B BBICOKHX
KOHIICHTpAIUsAX B OMUCTEpHBIX XKUJKOCTIX manueHToB ¢ BII. Bce ux koHueHTpanuu
KOppEIUPOBAIM C TSHKECTHIO 3a00JI€BaHUs, 32 UCKIIIOUeHHeM KoHlleHTparuu DOH-y B
omuctepHoit xkunkoctu. Kpome toro, konmentparus ®HO-o B ChIBOPOTKE KpOBU
KOppelnpoBasa ¢ KOJIU4eCTBOM Iry3bipeit [139].

B noxoprukoctepouinyro 3py aetanbHOCTh npu bII nocturamna 24%. B Hacrosiee
BpeMsI CMEPTHOCTh B TE€UYEHHUE IEPBOrO T'oAa COCTaBJIsECT OKOJO 13%, MpeKIOHHBIN
Bo3pacT (> 80 sieT) sABIISIETCS TTIaBHBIM MpeauKkTOopoM cmepTH [ 190]. 3y MokeT cepbe3HO
YXYAIIUTh KadyeCcTBO KW3HM mnanueHta. Kpome Toro, 3po3WBHBIE MNOPAKEHUS
MOTEHIIUAIBHO SIBIISIOTCA BXOJHBIMH BOpPOTaMU HMH(EKIUU, a OOLIMPHBIE SPO3UBHBIC
MOPAXKECHUS MPEIPACIIONAraloT K 3HAYUTENBHON MOTEPE KUAKOCTH U BJIEKTPOJIUTOB U
HAPYILIECHUIO TEPMOPETYJISALINU.

OCHOBOM NATOr€HETHUYECKOW Tepanuu mnanueHTtoB ¢ bII sBistorcs Tpu BuIa
MPENnapaToB C UCCIEAOBAHHBIMU MEXaHU3MaMH JEUCTBUSI, OHU IPUMEHSIOTCS B KAYECTBE

npenapaTtoB nepoit tuHun npu b1 B HacTosmee Bpems [76]:

o MIPOTUBOBOCIAJIUTENBHBIE  IPENapaThbl KOPTUKOCTEPOUIbI,  CYJIb(OHBI,
AHTUOMOTHUKH C MPOTUBOBOCHATUTEILHBIMU CBOMCTBAMHU (TE€TPALIUKINHEI);

o MpEnapaTsl, MPEIHA3HAYCHHBIE TSI CHUKEHUS MPOYKIMHA NMTaTOT€HHBIX aHTHUTEN,
TaKue KaK CHUCTEMHbIE KOPTHUKOCTEPOUJbI, IIUTOCTATUKHU (a3aTUOINPHUH, MUKO(EHOIaTa

Modetui, nukiaopochamui, METOTPEKCaT, ITUKIOCIIOPUH U PUTYKCUMAO);

o AKCTPaKOPIIOpalIbHBIE METOIbI JIeUeHUsI (Tiazmadepes).
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Kaxnplii U3 3TUX METOJAOB MMEET CBOM OTPAHUYCHHS MO MPUUYUHE OOJBIIOTO
KOJIMYeCcTBa MOOOYHBIX 3()PEKTOB, MPEKIOHHOTO BO3pAcTa MAIMEHTOB W HAW4Us B
OOJIBIIMHCTBE CIIYy4YaeB TSAKEIOW COMYTCTBYIOMIEH BO3PACTHON MATOJIOTHH.

B TsxkenviXx, TOpPNHAHBIX K NOpPOBOAMMON Tepanuu ciaydasax bII, moka3zano
npuMenenue omanuzymada no 300 Mr, BHyTpUKOXHO, Kaxable 2—4 Heaenu. OnHaKo,
JAHHBIM METOJI UMEET YPOBEHb J0Ka3aTelbHOCTH 4 [186].

B mnacrosimiee Bpemsi BEAyTCS KIMHUYECKHE HCCIEIOBAHUS OMOJIOTHYECKUX
npenapatoB jyis ieuenus bII. B uactHocTH, n3ydaetcst 3 PekTUBHOCTH U OE30MaCHOCTh
nynuiymaba, OeHpanuzymaba, wunruburopos IL-5, IL-17, IL-23 [76, 190].
OnyOnMKOBAaHHBIX JAHHBIX HEJOCTATOYHO, YTOOBI JI€JaTh OJHO3HAYHBIE BBIBOJBI O
BO3MOKHOCTH IPUMEHEHHUS JAHHBIX MTpenapaToB s Tepanuu bII.

CoBpeMeHHbIE TMPEJCTABICHUS O MEXaHU3MaX BO3JIEUCTBUS OHOJIOTMYECKUX
MpenapaToB, MNPUMEHSIEMBIX Uil JiedeHWs manueHTtoB ¢ bII, mpeacraBieHsl Ha
Pucynke 29.

XapakTepuctuka Haumbosee pacmpoctpaneHHbIX AllJ[ ¢ cyOsnuaepMaibHBIM

pacIoIoKeHUEM My3bIpel npeacTaBiieHa B Tabnuiie 6.
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Pucynok 29 — MexaHu3mbl BO37ieHCTBUS OMoJiornyeckux rnpemnaparos npu bIT [211]
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Tabnuia 6 — Xapaktepuctuka Haubosee pacrpoctpaHeHHbIX AITJ] ¢ cyOanuaepMalibHBIM pacoioKEHUEM y3bipeit [244]

pyOI1IBI

3a0oneBanue Bospacrt Jlokanu3zanus Bonaetenue DJIeMeHTBbI Komoponanoctn Jleuenue IIpornos
CJAM3HUCTHIX
bII [Toxwisle, Tynosume, Penko, VYprukapusie | HeBponoruueckue | I'KC, [Iponomxu-
WHOTIa IETH KOHEUYHOCTH, HEOOMITHHO OJISAIIKHY, 3a00NIeBaHus, JTATICOH, TEIBHOCTh
CKJIAJIKH HaIIpsDKEHHBIE | [ICOpHUa3 MMMYHOCYTI- 3—6 ner
y3bIpH, pECCaHTHlI,
MUJTHYMBI UMMYHOOHO-
JIOTUYECKHUE
npemnapaTsl
[Memduronn Cpennuii Cnusuctsie OObunbHbIE, Opo3sun, AyTOMMMYyHHbBIE I'KC, XpoHugeckoe
CIIM3UCTHIX TSKETIbIC y3bIpH, 3a00JieBaHUS JTATICOH, TEUEHUE
BBICBHITIAHUSI | TUHTHBHT, MMMYHOCYTI-
pyOIIBI pECCaHTHlI,
UMMYHOOHO-
JIOTUYECKHUE
mpemnapaTsl
[Memduronn bepemennsie | Obmactb nynka, | Penxo VYprukapHele | AyTOMMMYHHBbIE I'KC: Paspewienue
OepeMEeHHBIX reHepaiu3anus OJISAIIKHY, 3a00JIeBaHUS TOMUYECKUE npoiiecca
HATNPSDKEHHBIC | IMUTOBUIHON WJI CUCTEMHBIE | TIOCJIE POJIOB
y3bIpU KeJe3bl
JInneapHbie Heru, I'enuranun,  nuuo, | Yacto Yprukapueie | S3BeHHBIN KOAUT, | [larncos, [Iponosxu-
IgA-3aboneBanus | MOJOJBIC, TYJIOBHIIIE, (uHOT 1A OJISAIIKHY, penko - mumpoma | cynbdoH TEIBHOCTh
HOXKUJIBIE KOHEYHOCTH TSDKEIBIC) HanpsHKEHHbIE aMUIBI 34 roja,
y3bIpH, WHOTJA
Taryo- MEPCUCTEHIUS
BE3UKYJIbI
[Tpuobperennsiii | B3pocmsie, I'enepanusanus, Nuorna Vprukapusie | Bocnanutenshueie | I'KC, IIepcucrenuus
AMUIAEPMOIIU3 IIETH BapnabeIbHOCTh (mHOT A OJIAIIKH, 3a00JIeBaHUs JTaTiCOH,
TSDKEITBIE) HAMPSDKEHHBIC | KAIICYHUKA MMMYHOCYTI-
y3bIpH, peccaHThbl
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BosJieuenue

3a0oseBanune Bospacr Jlokaau3zauus DJIeMeHTBI KomopouanocTn Jleuenue IIporuos
CJIM3HCTBIX
bynnesnas ¢popma | Bapocisie I'enepanusanus, Penko VYprukapueie | CKB Jancon TpansutopHoe
KpacHOM BapHabeNbHOCTh OTAIIKH, TEUECHHE
BOJTYAHKHU HaIpsKEHHBIC
Ty3bIpU
I'epnieTudopmusiii | Monogoi CHUMMETPUYHOCTS, Penxo [Tamyio- ['mroren- Huera, narncon,| Ilepcucrennus
JNEpMaTUT BO3pacT (AETH | CrpyNIIMPOBAHHOCTb, BE3UKYJIbI 4yCTBUTENIbHAS Cynb(hOHAMHUIBI
JropuHra U B3pOCIIBIE) KOJICHH, JIOKTH, JHTEPOIATHS,
SITOTUIIBI mumdoma

IIpumeuanne: CKB — cucteMHas kpacHasi BOJIMaHKA
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1.5. ,):[I/IaFHOCTI/IKa AYTOMMMYHHBIX IIY3BIPHBIX J1€PMAaTO030B

«3070THIM TUATHOCTUYECKUM CTaHAAPTOM) MPHU UACHTU(DHUKALINN Ay TOUMMYHHBIX
OyJIJIE3HBIX JIEPMATO30B SABJISIETCS UCCIIE0BaHUE OMOMNTATa KOXKHU, B3SITOTO U3 00JIaCTH Ha
rpaHULle MY3bIpEd U 3I0POBOM KOXKH, M HCCIEHOBAHUE C MOMOMIBIO MPSIMOU
UMMYHO(JIFOOPECIIEHTHOM MHKPOCKOMUU. TeM He MeHee, MHOTHE JAPYrue METObI
CEPOAMArHOCTHKH, CTAIM MMIHPOKOAOCTYNHBIMH B mocienHee Bpemsa. (CTaHmapTHas
CEpOJIOTMYECKasl JMArHOCTUKA BKJIIOYAET HENPSAMYI HUMMYHOMIIOOPECICHITUIO.
AHanu3bl 1181 JabHEHIIEH XapaKTepUCTUKU CTIEIIU(DUUHOCTA ayTOAHTUTEIN BKIIIOYAIOT
cuctembl ELISA, ocHOBaHHBIE Ha PEKOMOMHAHTHBIX (opMax UMMYHOJIOMHHAHTHBIX
oOjmacTeil  1eNEeBbIX  AHTUIEHOB, a TakKe  MHOTOBAapUAHTHBIE  HEMpsIMbIe
MMMYHO(IIFOOPECIIEHTHBIE MHKPOCKOIUYECKUE TECThl C HECKOJbKUMHU CyOCTpaTaMmi.
DT CEepOJOTHUYECKUE  aHAIM3bl  JIOMOJHSIOTCS  Pa3IMYHBIMH  aHallu3aMH  C
HCIIOJIb30BaHUEM UMMYHOOJOTTUHTA U UMMYyHO(GepMeHTHOro aHanu3a (MDA), kotopsie
JOCTYMHBI TOJIBKO B CHEIUATM3UPOBAHHBIX JJabopaTopusix [22, 206].

Oco0y10 NMarHOCTUYECKYI0 3HAUYUMOCTh B MOCJEAHEE BpeMs MOJy4yusa mpsmas
nmmyHoduyopecuentnas ([IM®D) wmukpockonmusi ¢ UCHOIB30BAaHUEM KPUOCPE30B
00pa3IoB OUONTATOB, MOJYYEHHBIX Ha TPAHUIIE MTy3bIpEN U 31I0POBOM TKAHU. ITOT METO/T
WCMOJIB3YETCS IS BBISIBIICHUSI TKAHEBBIX AYTOAHTUTEN C BBICOKOW YYBCTBUTEIBHOCTHIO
B pauama3zoHe 82-91% wu cmnemudpuudocteo 98% [108, 176], HO 3TO maeTr IUIIb
OTPaHUYCHHYIO HH(pOpMaIuio O IMeleBbiXx aHTureHax. [IMd-mukpockonusi cykaert
JIMAarHo3 B COOTBETCTBUU C TMOAKIACCOM JEMOHUPOBAHHOIO HMMMYHOTJIOOYJIMHA H
narTepHoM cBsi3biBanus [65, 301]. Hanpumep, mexkierounoe otnoxenue [gG n/mnu C3
B anuuaepmuce xapakrtepHo mig BII, JIII wm nmapanHeornacTU4ecKON IMy3bIPUYATKH.
Hanpotus, nuneitnoe cBsizpiBanue [gG n/unu C3 B nepMo-3nuaepMaIbHOM COEAUHEHUN
MOXeET ObITh OOHapykeHO mpu nemdpuronnax. ['panynspHbie oTioxeHUs: IgA BIoJb
30HBbI 0a3a7bHONM MEMOpaHbl U HA KOHYMKaX JE€PMaIbHbIX COCOUYKOB HAOIIOJAIOTCS MPU
repnetTudopMHOM aepmartose Jropunra.

B nacrosiee Bpemst cepoauardHoctuka u gudpepeHmpoBaHue MUPKYIUPYIOIINX

ayTOAHTUTEN 3aHUMAalOT Bemaymiee mecto B uaeHtudukanuu AllJ[. [IpeumymiectBo
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CEPOJIOTMHU COCTOUT B TOM, UYTO OHA SIBJISIETCSI MUHUMAJIbHO MHBA3UBHOM, YTO OCOOCHHO
MOJIE3HO B TE€X CIydasiX, KOTJa HEBO3MOXKHO MOJYYUTh 00pa3ipl Ouoncuu. Bo MHOrMX
CIydyasiX CEpOJIOTUYECKOTr0 TECTUPOBAHMUS MOXKET OBITh JaXKe JOCTaTOYHO s
YCTAHOBJICHHSI IMAarHo3a B COYETAHUM C KIMHUYECKOW KapTuHou [65, 301]. Ananus
CHIBOPOTKH OCHOBAH Ha HempsiMoi ummyHoduyopecuentHo (HUD) mukpockonuu ¢
WCIIOJIb30BaHUEM HATHUBHBIX CPE30B TKaHEW U PEKOMOMHAHTHBIX OEJIKOB B KayeCTBE
cyoctpatoB. PexkOMOWHAHTHBIE AQHTUTEHBI TaKXE€ MPUMEHSIOTCS B  aHaIu3ax
MMMYHOOJIOTa  WJIM  WUMMYHONpPEIUNUTaluu U B (DEPMEHTHO-CBSI3aHHBIX
uMMyHOcopOeHTHbIX aHanu3ax (ELISA), npudem mocrnenHue MMEIOT JOMOJHUTEIbHOE
3HaYeHUE JUIsI MOHUTOPHHIA AaKTUBHOCTH 3a0o0jeBaHMs. B KIMHUYECKOW MpaKTUKE
PYTHUHHBIE CEPOJIOTUYECKUE PE3YJIBTATHI CIEAYET HUHTEPIPETUPOBATH C OCTOPOKHOCTBIO,
MPUHUMAsi BO BHHMAaHHE BO3MOXHOCTh pacxoxiaeHud mexny HUD u MDA wmnm
OTPULATEIIBHYIO CEPOJIOTHIO Y ALIMEHTOB € MOATBEPKAECHHBIM IHATHO30M MTOCPEICTBOM
Oouorncuu. Pe3ynbrarsl aHamu3a MOTYT ObITh JJaXke MOJIOKUTEIbHBIMU B CIydasix, KOrja
OTCYTCTBYIOT JApyrue 1a00paTopHble WK KIMHUYECKUE MPU3HAKY ITy3bIpUaTku [65, 192,
252]. Takre mpOTUBOPEUHBBIE PE3YJIBTATHI YCIOKHSAIOT MPOLIECC MOCTAHOBKYU TUATHO34.
[TosTOMy albTEepHATUBHBIE CEPOJIOTUYECKHE METOMAbI (HApUMEp, aHaIU3 CBS3bIBAHUSA
KEPAaTUHOIIMTOB) MOTYT MPEAOCTABIATH JUIIL JOMOJHUTENbHYIO HHGOPMAILUIO IS
YCTAHOBJICHUS WJIM UCKIIIOUEHUS JUarHo3a, 0COOCHHO KOTJla HET BO3MOXHOCTHU B3SITUS
ouornicum [65, 192].

N3-3a BbICOKON 4yyBCTBUTENBHOCTH HU®D-MUKpPOCKONMU OHA UMEET MPUOPUTET
s uened ckpuHuHra. OJHAakKO OHA HE TO3BOJISIET OJHO3HAYHO ONPENECIUTH
cneuupuYHOCTh  ayToaHtuten (Hampumep, auddepenunpoBar aHTtu-Dsgl wu
antu-Dsg3). B kauectBe cyocTparoB ainsgs HUD-Mukpockonuu UCHoib3yeTcs MUILEBOT
00€3bsSHbI HJIM MOPCKOM CBUHKH, PACILICTNICHHAS COJIEHAs KOKa, a TAK)KE IIeYEHb 00e3bsH.

[TuiieBor 00€3bsIHBI UM MOPCKOM CBUHKU SIBJSIFOTCSI BBICOKOUYBCTBUTEIBHBIMU
cyoctparamu. Ha »5Toli TKaHM MOXHO pa3JIMUUTh [JIBE€ XapaKTepHbIE KapTHUHBI
nuMmyHoduryopecuenunu. CrienruyHble sl My3bIpUYaTKU ayTOAHTUTENA MPUBOAAT K
(hOopMUPOBAHUIO COTOBOM (PIIyOPECUEHIIMM MEXKJIETOYHOTO BEIIECTBA B IIUIIOBATOM

cloe. OTtH AYTOAHTUTCJIa HaAIIPABJCHbBI IIPOTUB JCCMOCOM MIMIIOBATBIX KIICTOK,
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pearupyronmx ¢ MOBEPXHOCTHBIMU AHTUTCHAMHU KEPATUHOLMTOB. XOPOIIEE JIMHEWHOE
OKpalllUBaHUE MEXAy Oa3allbHbIM CJIOEM U COCIUHUTEIIbHOM TKAaHbIO BBI3BAHO
ayTOAHTUTENaMU 30HBI Oa3aJibHOM MeMOpaHbl, KOTOpPHIE AaCCOI[MUPOBAHBI  C
My3bIpyaTKaMu WIKM MOPUOOPETEHHBIM OyJUIe3HBIM »nuaepmonn3oM. HccnenoBanue
ChIBOpOTKHU marueHToB ¢ BII ¢ mpumenenueM cyOcTpara muieBoja oO0€3bsSHbBI J1aeT
qyBCcTBUTENbHOCTh 81-100% u cneunduunocts §9—-100%, uyTo memaer 3TOT METOX
ONTHUMAJIBHBIM MPHU CKPUHUHIE MEXKIIETOUHBIX AHTUTEN B MPEANOIAraéMbIX CIydasx
BynbsrapHoii u JII1 [65, 95, 154, 195, 206]. IIpu 3TOM cuuTaercs, 4to 3TOT cyOcTpaT Oosiee
yyBcTBUTENEH K BII, yeM K JUCTOBUIHOM, MOCKOJBKY MHUIIEBOJ OO€3bSHBI SIBISETCA
TKaHBIO CIU3UCTON 000JOUKHU C BBICOKOH skcmpeccuedt Dsg3, OCHOBHOUM MUILIEHU TpPH
BII, B ortnuume ot Oosee Hu3kou skcnpeccun Dsgl. IlporHoctudeckas 1EeHHOCTb
OTPULIATENILHOTO pe3yJibTaTa TeCTa OYEHb HaJEekKHA, YTOOBbl HCKIIOYHUTH JUArHO3
my3slpuatku [65, 95].

Koxa, Bpiaep:kaHHast B 1-MOJIIpHOM pacTBOPE COJIIHOM KHCIOTBI B TEYEHHUE
1 cyTok, mpeacTaBigeT coboil npeanoyTuTenbHbiil cyocrpat ais HU® npu ckpununre
ayTOAHTUTEN TpPHU CyOAMUIECPMAIbHOM PACIOJIOKEHUHU MYy3bIpell MpU ayTOUMMYHHBIX
OyJue3Hbix aepmarosax [65, 237]. UyBCTBUTENBHOCTh 3ITOTO METOJA COCTAaBISET
73-96%, a cnenuduunocts 97% [65, 105]. Kpome TOro, 53TO TO3BOJISIET
mudepeHIMpoBaTh ayTOAHTUTENA C PA3TUYHBIMU AHTUT€HHBIMHU CBSI3BIBAIOIUMHU
ceoricteamu. WHurerpun antu-BP180, antu-BP230 u antu-06B4 okpamuBaiot
AMUJIEPMATIbHYIO CTOPOHY HCKYCCTBEHHOT'O PpACHICTUICHUS! (MOKPBIIIKA ITY3BIps), UYTO
MOXHO 00Hapyxuth npu BII, recrarimonnom nemburounsae, TuHerHon [gA-my3sipuaTke
u nemduronae ciauzuctod obosiouku aHTU-BP180. B ornuuume oT 3TOro, KosiareH
antu-VII Ttuna, aHtu-mamuHuH 332 W aHTU-JIAMUHUH Y1 CBA3BIBAlOTCS BIOJb
JIEPMaIbHON CTOPOHBI pACIICIUICHUS (JHO My3bIps), YKa3biBass Ha MPUOOPETCHHBIM
OyJIIE3HBIN AMUIEPMOIN3, TEMPUTOU]T CIUZUCTHIX 000JI0UYEK TUIA AHTU-TaMUHUH-332 U
antu-namunuH y1/p200 nemdurouns coorBeTcTBeHHO [65, 74, 97, 127, 287].

B cinyyae mono3peHus Ha napaHeomulacTuuecKyo my3slpuyatky HU® nposogurcs
Ha MOYEBOM Iy3bIp€ KPBICHI WM OOE3bSHBI JJIS BBISBICHUS ayTOAHTUTEI MPOTHUB

INIAKKHOB MW II03BOJIACT OTJIMYWUTL IIapaHCOINNIACTUYCCKYIO ITY3bIPpYATKY OT JApPYIrux
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Pa3HOBUIHOCTEN My3bIpuaTku. [10CKOIBKY SHBOIJIAKWH, MEPUILIAKUH U JECMOIUIAKUH
(1o He Dsgl u Dsg3) BBICOKO 3KCIPECCUPYIOTCS B TKAHU MOUYEBOTO My3bIps U Ojaroaaps
BBICOKOW cHeU(PUIHOCTH ATOTO cyOcTpaTa (4yBCTBUTENBHOCTL 74%, cnienudUUHOCTD
99-100%), nosy4aroT AUAarHOCTUYECKH 3HAUMMYIO MOJIOKHUTENbHYIO peakTUBHOCTh I1gG
C YypoTelIWeM TMpHU MapaHeoriacTuyeckol mys3slpuatke [15]. Tem He MeHee,
orpuuarenbHas HHW® nHa  MO4YeBOM  My3bIpe  HE  HCKIKOYAET  JUArHo3
MapaHeoIJIaCTUYECKON My3bIpUaTKU, U B 3TOM CIydae IeJecCO00pa3HO JOMOJIHUTEIBHO
MPOBECTH U JIpyTHUE ceponornueckue meroasl [103, 128, 251].

Cpe3bl TKaHU Me4YeHU O0E€3bsH Jydllle BCEro MOAXONAT ISl BU3Yyalu3aluu
aytoantuten (IgA) npoTuB sHAOMU3HS TpU reprneTu@opMHOM AepmaTtute [ropuHra.
[TonoxuTtenbHas peaKTUBHOCTD YKa3bIBAETCS (PIIyOPECIEHTHOW HUTEBUHON 000I0UKOM

BHYTPUJIOOYJISIpHBIX cUHYycou [89].

1.5.1. AHTI/II‘eH-CHeIII/I(l)I/I‘IeCKI/Ie CCPOJIOINYCCKHE AaHAJIU3bI

Kak wu3BecTHO, uUJEHTHU(PUKAIUMA AHTUITCHOB-MUILICHEH [JI1 ayTOAHTUTEI
BBITIOJIHSIETCSI C UCIHOJb30BaHMEM MoHocneuudpuyeckux tectoB HUD, ELISA wu
UMMYHOOJ0TOB. IlyTem BbhIOOpa TOJBKO MMMYHOPEAKTHUBHBIX SMUTONOB U YJaJCHUS
JIOMEHOB, KOTOPBIE BbI3BIBAIOT HECHEUU(PUUYECKUE PEAKIMH, YaCTO MOKHO YJIYUIUTh
YyBCTBUTEJIBHOCTh U CHENU(UYHOCTh TMONydyeHHoro aHaimuza [50, 251]. Hampuwmep,
PEKOMOMHAHTHBIN TeTpaMep UMMyHooMUHaHTHOTO 1oMeHa NC16A BP180, HazBaHHbIi
BP180-NC16A-4X, Obl1 CKOHCTPYHUPOBAH i1 YMHOKEHHS YUCJa CAaTOB CBS3bIBAHUS
AHTUTE] Ha MOJIEKYJly, TE€M CaMblM ONTHUMHU3UPYS HMMYHOPEAKTHBHOCTh U

auarHocTudeckyto 3 exTuBHOCTD MpHu cepoanarnocuke bIT [7, 251].

1.5.2. PexoMOMHaAHTHBIE MOHOCTIEHU(pUIECKHE CYOCTPATHI, HCIIOJb3YyeMble B

peakiuu HenpsaAMoil *UMMYHO(JIIOOPeCUeHIIUN

[Io cpaBHEHHIO C KJIACCHUYECKHMMHU Cpe€3aMd TKaHEH, KOTOphIe CoJepKaT

MHOXXCCTBO pPa3JIM4YHBIX AHTUICHOB MW HWHOIr'A4 TpC6YIOT CIiICouaJIbHBIX 3HAHUU I
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HAJKHOW HMHTEpIpeTalun, pPEeKOMOWHAHTHBIE CyOCTpaThl 3HAYUTEIBHO YHPOUIAIOT
onleHky peakiuu HU® u moryt mo3Bonuth auddepenuupoBath pazauunbie Al
Ananmuzbl pekomOuHanTHOro HU® ocuoBanbsl Ha TtexHonoruun BIOCHIP, B kortopoii
cyoctpartsl HaHocaTcs Ha BIOCHIP pazMepoM npuMepHO MUJITUMETP U PacioyiararoTcs
Ha NOJIAIX PEAKLUHU IPEIMETHBIX CTEKOJ MUKpockona. Ciaiiibl UHKYyOUPYIOT, UCIIONb3YS
TexHuky Titerplane, koTopas obecnedynBaeT MapauieJbHYI0 MHKYOalMI0 HECKOJIbKHX

00pa3IoB B CTaH/IAPTU3UPOBAHHBIX UJICHTUYHBIX YCIOBUSX [6, 251].

1.5.3. Muoronapamerpuuyeckuii mo3anunblii BIOCHIP B peakuuun Henpsimoii

UMMYHOQJII00peCceH U

PexomOunanTHble MOHOCTICIM(pUYHBIE cyOcTpaThl B HU®D M0XHO aHAIU3upOBaTh
napajuielibHO ¢ OMONCUHUHBIMU Cpe3aMH TKAaHEW B CTaHIAPTU3UPOBAHHBIX MO3aWYHBIX
texHnonorusx BIOCHIP. KomOunauust paznuunbix cyoctpatoB (10 11 cyOcTpaToB Ha
M0JIE PEAKIUH) B OJTHOM U TOM K€ T€CTOBOM MOJI€ MO3BOJISIET MPOBOAUTH CKPUHHHT
ayTOAHTUTEN U OCYIIECTBIATH MU(DPEepeHIUANbHYIO TUATHOCTUKY CPEUd Pa3IUYHbIX
tunoB AIlJ]. B kauectBe cyocTparos mist HU®D, noMuMO ONKMCaHHBIX BBIIIE, BHICTYAIOT:
kietku HEK 293, skcnpeccupyromme pexomOuHantHble anturensl (Dsgl, Dsg3,
BP230gC), wnu msatHa oummeHHoro pexomOmHaHTHoro aHtureHa (BP180-NCI6A).
Oco0eHHO B JUArHOCTUYECKH TPYAHBIX CIydasX 3TOT MHOTOMAPAMETPUYECKUN METO]]
SABJISIETCSI  OKOHOMUYECKH J((PEKTUBHBIM TI0O CPAaBHEHHIO C  TPAJAUIIMOHHBIM
MHOIro3TanHeiM noaxogom [277, 251]. Kpome Toro, mo pesyiabTaTaM HECKOJIbKHX
UCCIIEIOBAaHU, MOXHO CJenaTh BBIBOJA O TOM, YTO OTOT METOJ SIBJISETCS
BBICOKOYYBCTBUTEIIbHBIM U crnenuudHbiM s my3bipuatku u BIT [251, 253]. Tak,
YyBCTBUTEJIBHOCTh METOJA IpPHU HCIOJIb30BAaHUU IMHUILEBOJA OOE3bSIHBI COCTABIISAET
83-100% (BII), 98% (JII) u 69% (cmemanHas mneMpurycHas TaHENb) CO
cnerupuynocTeio B auanazone  89-100%. Awntu-Dsgl  oOnapyxwuBaics ¢
qyBCTBUTENbHOCTRIO 19-52% (BII), 90% (JIII) u 38% (cmemannas neMdurycHas
naHenb), cnenupuyHocTh > 99%. YyBcTBUTENBHOCTH OOHapyXeHHs aHTHU-Dsg3

coctraBmia 98—-100% (BII) u 87% (cmemannas nemdurycHasi maHesns), cenuGUIHOCTh
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konebanace B mpenenax 97-100% [70, 104, 269]. Ilpu BII okpamnBaHue 30HBI
0a3zanbHOW MeMOpaHbl Ha CyOCTpaTe NHUIIEBOJa M PACHICIJIEHHOM COJbIO KOXH
o0ecrnieunBaIO0 4YyBCTBUTENbHOCTh U  cnenupuuHocts 50-99% u  77-100%
COOTBETCTBEHHO. VIMEIOTCS NaHHbIe, YTO YYBCTBUTEJIBHOCTh W CHEIU(DUUHOCTH JIS
oonapyxxenus: antTu-BP180 cocraBisaror 83—100 u 97-100% coOTBETCTBEHHO, a s
oonapyxenust antu-BP230 — 30-67% u 97-100% cootBerctBenno [140, 219, 269].
Kpome Toro, B Hacrosiiiee BpeMsi OLIEHEHBI JIOMOJTHUTEIbHbIE MO3AUYHbIE TEXHOJIOTUH
BIOCHIP, ckoppeKTHpOBaHHBIE C YUETOM OCOOCHHOCTEW NMArHOCTHUKH OIpeeIeHHBIX
tunoB AIIJ[, B Tom uwncie BbisiBiieHHe aHTU-BP180 mpu rectanmoHHOW my3bIpyaTke
(100% uyBcTBUTENBHOCTD, 100% cnenududnocTs) [286], antutun VII komtarena NC1
npu npuodbperenHom bII (wyBcTBUTENBHOCTE 92%, crienuduanocts 100%) [246, 269],
antu-nTamuauH 332 npu BII cnu3ucteix 000510uek (4yBCTBUTEIBHOCTH 77—84%,
cnerupuanocts 100%) [127, 144] u anTu-Dsc npu aTUNUYHBIX BapUaHTaX IMy3bIPYATKH
[169, 288]. MeroTcss cooOtieHuss 0 Koppensanuu Mexay mo3andynod HU® m ELISA
(Euroimmun) 85% (mo antunecmorneun-1), 94% (mo antunecmornens-3) u 98% (mo
antu-BP180) [53, 269]. CeiBoporku oT 749 mocieaoBaTelbHbBIX, MPOCIEKTUBHO
HAaOpaHHBIX MAIMEHTOB C MOATBEpXKIAeHHBIMH nuarHo3amu AllJl ¢ momompio mMeTona
npsasmoro MDA wu3 13 MeXIyHApOJIHBIX HCCIEIOBATEIbCKUX IIEHTPOB OBLIN
MPOAHATM3UPOBAHbl HE3aBUCUMO M OCJCIUICHBI C TIOMOIIBI0O MO3auKH OHOYMIIOB,
BKJIFOYATOIIEH MUIIEBOJT 00€3bsH, PACIICTNIEHHYIO COJIBIO KOKY, MOYEBOU My3bIPh KPBIC,
neueHb 00e3bsH, MEYeHb 00E€3bsIH C CEPO3HON 000JI0uKOM, pekomOuMHaHTHBIH BP180
NC16A wu rmumanun GAF3X, a taxxe xierku HEK293, »skcnpeccupyronime
pekoMOMHaHTHBIN necMoryienH 1, mecmorienH 3, komareH VII tuma m BP230. Jlns
nuarHoctuku ob1a mpumeHeHa TexHosorus BIOCHIP (Euroimmun, JIro6ex, ['epmanus).
B 731 w3z 749 ceBoporok (97,6%) cnenuduyeckue ayTOaHTUTENA MOKHO OBLIO
OOHAPYXHUTh C MOMOIITBI0 MO3aUKH OMOYHMIIOB, AaHAJIIOTUIHOW 00BIYHOM mpouexype (725
ciyyaeB, 96,8%) [6, 53]. Koaddunmentr Kosna (cTtaTuctudeckas BelUYUHA,
U3MEPSIONIasi TECHOTY CBSI3W WJIM CTENEHb COTJIACOBAaHHOCTH JIBYX PAHTOBBIX BEJIIMYWH)
JUIsl 000MX CEepOJIOTHYECKUX MOAX010B Kojiebancs ot 0,84 mo 1,00. B 6,5% ceiBopoTOK

pasiinauAa MCKAY 2 nmoaxoagaMm HMMCEIU MECTO H ObIIM B OCHOBHOM CBS3aHBI C
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ayTOAHTUTCHOBBIMU (PparMeHTamMu, HE MNPUCYTCTBYIOIIMMH Ha MO3auKe OHOYMUIIOB.
be3ycioBHoe mpeumyiiecTBO JAHHOTO METOJa JMArHOCTUKU (CHeU(PUYHOCTD,
YyBCTBUTEIBHOCTh, IIUPOKUNA 0030p, HKOHOMHUYHOCTb, OBICTPOTA) HMEET U Psif
HeoCTaTKOB. Tak, 1aMuHuH 332 U TaMUHUH Y1 HE NpencTaBIeHbl HA MO3auKe OMOYUIIOB
[6, 230]. Tem He wMeHee, MoO3aMka OHOYHMIIOB — CaMbIi COBPEMEHHBIM U3
CTaHJAPTU3UPOBAHHBIX MOAXOJ0B K 3KOHOMUU BPEMEHU U CHIBOPOTKH KPOBH, KOTOPBIIA

enie OoJble 00JIeryaeT ceposiornyeckyro auarnoctuky Al

1.5.4. UmmyHodepMeHTHBbIE TECThI

Cuctempr U®A (ELISA) Ha ocHOBE pPEKOMOMHAHTHBIX IIEJEBBIX AHTUTECHOB
HIMPOKO MPUMEHSIOTCA B ceponornueckont quarnoctrke ATl [TomuMo noaTBepkaeHus
U UJCHTU(PUKAIUU CTIEIU(PUUHBIX ayTOAHTUTE C 1IEJIbIO0 TUATHOCTUKHU PAa3HOBUIHOCTEH
My3bIPHBIX AepMaTto30B, ELISA mo3BoJisIET KOTUYECTBEHHO U3MEPSTh YPOBHU aHTUTEI,
oOecrieurBass MOHUTOPHUHT 3a00JieBaHUsI W Tepanuu. BbICOKas YyBCTBUTENBHOCTh U
Creuu(PpUYHOCT, METOAa, a TaKXKEe IKOHOMUYHOCTH, MPOCTOTA, BBICOKAs MPOITYyCKHAs
CIIOCOOHOCTh U aBTOMATH3WPOBAHHOCTH 00paboTku nenatoT cucrembl ELISA
MPEANOYTUTENBHBIMH JIJISI JUATHOCTHKHA MY3BIPHBIX JEPMATO30B B HACTOSIIIEE BPEMS.
JlnarHocTUYEeCKHE JaHHbIE MO YYyBCTBUTENIBbHOCTH M crneuuduunocty ELISA Ha

OCHOBAHHMH MHOT'OYHMCJICHHBIX PAHIOMH3HPOBAHHBIX I/ICCJIGI[OBaHI/Iﬁ npcacTaBjICHbI B

Tabmuue 7.
Tabmuna 7 — Xapakrepuctuka s3¢dextuBHocT cucteM ELISA nis BbliBiIeHUs
ayTOAHTUTEJN MPU PA3JIMYHBIX IMY3bIPHBIX AepMaTo3ax [250]
ELISA, YyBcTBH- Cneuunduy-
JAUATHOCTHYECKHE 3a0oJ1eBanue HcTouHNKH
TEJbHOCTH HOCTb
MapKepbl
AHTu-Dsgl JluctoBuHas my3slpyaTka 96—-100% 96—-100% [246]
AHTH-Dsg3 Bynbrapnas my3sipuaTka 85-100% 96—-100% [286]
AnTu-opBomakus | |1 2PAHCOMIACTICOKAS 63-83% 91-98% [15, 128]
IIy3bIpyaTKa
AHTHU-TIEpUTIIIAKUH Hapaneonactieckas 74% 96% [15, 128]
IIy3bIpyaTKa
AHTHU-1ECMOKOJINH Hapaneonnacriieckas 60% NA [15,246]
IIy3bIpyaTKa
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ELISA,
YyscTBH- Cnenndny-
JAUATHOCTHYECKHE 3a0oJ1eBanue HcTouHNKH
TEJbHOCTh HOCTH
MapKepbl
AnTu-BP180 Bynnesnsiit nemdurons 54-95% 90-100% [268]
AnTH -BP230 Bynnesnsiii nempurons 48-82% 65-99% [268]
AHTH';;;HHHH Py6uytowmii nemgurons 20-75% 84-96% [104]
Antu-navmmn yl | ARTRIaMIE- Y1/p200 69% 99% (53, 104]
neMpurony
Antu-tun VII HpHO?peTeHHLH/I 86-100% 98-100% [208]
KOJUIareHa OyJUIe3HBIN SMUASPMOITU3
AHTH- I'epnetndopmubIit
JIeaMUTUPOBaHHBIM nepmaTtutT Jropunra ¢ 84-95% (IgA) | 86-93% (IgA) [208]
rJIMaguH LeJIMaKuen
I'epnetndopmubIit
AHTH-TKAHEB nepmatut JJIopHHra ¢ 78-98% 96-99% [208]
TpaHCTIIyTaMHHa3a N
eTMaKuen

OI[HaKO CTOUT OTMCTUTb, YTO HCCMOTPA Ha BBICOKYIO YYBCTBHUTCIIbBHOCTH M
CHeHI/I(l)I/I‘-IHOCTB, NDA moxer AaBaThb ITOJIOKUTCIBHBIC PC3YJIbTAThI 0e3 KIMHUYCCKHUX

WJIU APYTUX J1a0OpaTOPHBIX JaHHBIX.

1.5.4.1. MHoronapamerpuueckuii MMMYHO(QepMEHTHbII aHAJIU3

C uenpl0 ONTUMHM3UPOBAHUS CEPOAUATHOCTUKH MY3BIPHBIX JEPMATO30B ObLIU
pa3pabotanbl nBe mnpoduiabHble cuctemMbl MDA (ELISA), koTopble MO3BOJSIOT
MPOBOJIUTH MHOTOIapaMETPUIECKOE

aHTHFeHCHeHI/I(l)I/IquKOC TCCTUPOBAHUC

ayTOAHTUTEA B  COCEAHMX  JIYHKaX  MHKpOIUIaHIIeTa.  MyJIbTUIIEKCHBIN
(Muoromapametpuueckuii) MDA sBIgeTcs albTEPHATUBOM pPEAKIUM HEMNPSIMOU
MMMYHO(IFOOPECIIEHIIUM B KAueCTBE CEPOJIOTMYECKOr0 MOAXOJa MEpPBOM JUHUU U
MHOT'OCTYTIEHYaTOM CTpaTEeruu OJUHOYHOTO TECTUPOBaHUA. MeToa OXBaThIBAaeT MSTh
nenesblx aHTureHoB: Dsgl, Dsg3, BP180, BP230 u konnaren tuna VII. [lomydennsie
pe3yinbTaTthl B 88% COBMaAarOT C JAHHBIMHM, MOJIYYEHHBIMH M3 COOTBETCTBYIOIIHMX
ornenbHbix cucteM ELISA, nemoncTpupys dyBcTBUTENbHOCTH 92% (anTu-Dsgl mpu

JIIT), 93% (antu-Dsg3 mpu BII), 66% (antu-BP180 nipu BII), 62% (antu-BP230 npu BII)
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u 81% (xomnaren antu-VII Tuna npu npuodpereHHOM OyJUIE3HOM SMUIAECPMOINIH3E), a

crieniuuaHOCTh cocTaBisieT 98—100% [50, 104].

1.5.5. UMMyHO00/10THHT

NMMYHOOJOTTUHT YW WMMYHOIPEUUNUTAIUS TTOMOTAIOT OMNPEEsiTh PEaAKue
ayTOAaHTHUTENA (aHTHU-TaMUHUH vl, AHTU-JIAMUHUH 332, antu-LAD-1,
aHTHU-06P4-UHTETPUH, aHTHU-IECMOIIakKuH, aHTH-VII KojjmareH) W OCHOBaHBI Ha
PEKOMOMHAHTHBIX O€lKaX WM KJIETOYHBIX OJKCTpakTax (dMHUAEpPMHUC, JepMa,
KyJIbTUBUPYEMbIe KepaTHHOIUTHI) [104]. DTHU TecThl 3aHMMAIOT MHOTO BPEMEHHU H
JOCTYNHBI TOJIBKO B  CHEHHAIM3UPOBAHHBIX Jlabopatopusx. OHU  MO3BOJISIOT
0OHapyXUBaTh BHICOKOCTICIIM(UYHBIE ayTOAHTUTENA, HO OKA3aJIUCh HEMPUTOJIHBIMHU TSI
BoisiBiieHUs1 Dsgl u Dsg3 [243]. Takum o06pa3oM, HMMYHOOJIOTTUHT JiJisi aHTU-Dsg He

PEKOMEHAYCTCA IJIs1 JUArHOCTHKUN ByﬂbrapHoﬁ " JII/ICTOBI/II[HOI\/,I ITy3bIP4YaTOK.

1.5.6. BzanMocBsi3b CHCTEMbI KoaryJ/Jsiium 1 HEKOTOPbIX aYTOUMMYHHBIX

J€pMAaTO30B

B nacrosiiee Bpemsi Haualu MOSBISTHCS COOOLIEHUS O TOM, YTO MMMYyHHas
CHUCTEMa, BOCHAJICHUE M CUCTEMa KOaryJsiilUi MOTYT OJIHOBPEMEHHO aKTUBUPOBATHCS
IpU ayTOUMMMYHHBIX U UMMYHOOIIOCPEJIOBAHHBIX JI€PMATOJOTHUYECKUX 3a00JEBAHUSX.
[IpoBocnanuTenbHble IUTOKUHBI, Takue Kak [L-6 1 ®HO-0, HHAYIIUPYIOT SKCIPECCUIO
TKaHEBOTO dakTopa CBEpTHIBAHMUS, BbI3bIBAs AKCIPECCUIO Pa3IMYHbBIX
MPOBOCHATIUTEIBHBIX IIUTOKMHOB, 3alyCKalMMX BocnaieHue. Kpome Toro, oHu
MapajuiesibHO MOJABISAIOT €CTECTBEHHBIE aHTUKOATYJISHTBI (aHTUTPOMOUH, nipoteud C).
C npyro#i croponsl, Menuaropsl koarynanuu (FVIla, FXa u Flla), B cBoto odepenb,
JNEUCTBYIOT Ha pELEenTOpbl, aKTUBHPYEMble MPOTEa30il, BbI3bIBAS AKCIPECCHUIO
MIPOBOCHAIUTEIbHBIX [IUTOKUHOB. [lepekpecTHast CBs3b MEXAYy MMMYHHOM CHCTEMOW,
BOCIAJICHHEM M KOATyJIALHNEN YCUIINBAET U MOIJICPKUBACT AKTUBAIUIO BCEX TPEX MYTEil.

[TossBUNIMCH CAMHHUYHBIC COO6IHeHI/I$I 0 HaJIW4Yuu I[ElHHOfI B3aMMOCBA3HM C TaKHMMH
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JepMaTO3aMU Kak: XpoHuueckas cnontanHas kpanusHuua (XCII), anHrnoHeBpoTHUECKUiA
OTeK, KpacHast Bosiuanka u bII [11, 85, 93, 191, 199].

Coo01anoch 0 MOBBIIIEHUN MapKepoB 00pa3oBaHusi TpoMOUHA, GUOpUHOIN3A U
BOCIaJieHHs B mia3me BO Bpemsi o0ocTtpeHuid XCII 1 aHTMOHEBPOTUYECKOTO OTEKa, a
Takke B akTuBHOM (aze bII, npu 3ToM ypoBHH MapKepOB BO3BpAILIATIUCh K HOPMAJIbHBIM
BO BpEMsl PEMHUCCHUU. AKTHUBAIMS KOAryJsiuU, MO-BUIMMOMY, Ba)KHa TOJBKO Ha
nokanbHOM ypoBHE npu XCII U aHTMOHEBPOTHYECKOM OTEKE, B TO BpeMs Kak npu bII
JAHHBIN MpOoLIeCC 3alyCKaeTCs Kak B o4are Nopa)KeHusi, TaK U Ha CHACTEMHOM yYpPOBHE, YTO
3HAYUTEJIPHO TOBBIIIAET PUCK o0Opa3zoBaHus TpomOoB [85]. IIporpomOoTHUECKOE
COCTOSIHUE TIpU ayTOMMMYHHBIX KOXXHBIX 3a00J€BaHUSAX MOJHUMAET BOIPOC O
MOKa3aHMUAX K JICYCHUIO aHTHKOATYJISTHTAMHU, OCOOEHHO TIPH HAIMYUU IPYTUX (HaKTOPOB
PHUCKa CepACUYHO-COCYUCTHIX 3a00ICBaHUM.

B3auMocBs3p MeXIy akTHBanMend win AUCHYHKIHEH WMMYHHOW CHUCTEMBI U
CUCTEMbl  CBEPTHIBAHUSI  OYEBUJHA IMPU  CUCTEMHBIX AyTOUMMYHHBIX  WIIH
MMMYHOOIIOCPEOBAHHBIX  3a00JIeBaHUSAX, BKJIOYas KpacHyl Bod4aHkKy [85],
PEBMATOUAHBIA apTPUT U BOCHAJIUTEIbHbIE 3a00J€BAHUS KUILEYHHUKA, TPU KOTOPBIX
pPETHCTPUPYETCS MOBHIIICHHBIN PUCK TpoMOo3a [85, 208].

Heckonbko HcciieoBaHui MOKa3aau, YTO KacKaJl KOaryJasiiui aKTUBUPYETCS MpU
BIl u xoppenupyeT co cTemeHbio TshkecTH 3aboneanus [93, 134, 191, 177]. B
YaCTHOCTH, OBLJI0O OOHAPYKEHO, YTO MApPKEPhl aKTUBAIIMU KOATYJISIUN yBEIHMUYUBAIOTCS
Kak B Iy3bIPHOM KUJKOCTH, TaK U CUCTEMHO, B miazme [88, 184, 200]. bruio BeICKa3zaHO
MPEANOJIOKEHHE, YTO AaKTUBAIUMsl CBEPTHIBAHMS KPOBU BbI3BAaHA BOCHAIMTEIHHOM
peakiuen, aexariei B ocHoBe maroreHesa bII. B c¢Bsi3u ¢ 3TUM 303MHOGUIIBI IITUPOKO
MIPE/ICTABIICHBI B BOCTIATUTEILHOM MH(DUIBTpATE MOPAKEHHON KOXKH, U UX YPOBHHU YaCTO
MOBHIIIAIOTCS W B Tepudepuueckoil kpoBu [46, 262]. HemocpeacTBeHHOE yuacTHe
so3uHOGUIOB B maroreHe3e bIl moaTBepkmaercs MOBBIIEHHBIMH KOHIIEHTPAIUSIMU
CEKPETOPHBIX TpaHyJ, TaKWX KaK KAaTHOHHBIM Oenok »o3mHOuiIoB [121, 261],
IL-5, oCHOBHOIr'O IIMTOKHWHA, YYacTBYIOIIEro B Ouojoruu 303uHoGuioB, u IL-16 [80,
119], dakropa xemotakcuca s s03uHOPuiIoOB [137]. Kpome Toro, so3uHO(PMIBI

MPOYIUPYIOT U BBICBOOOXKIAIOT MATPUKCHYIO METaJUIONPOTEUHA3Yy-9, KOTOpasi urpaer
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KJIIOYEBYIO poJib B jAcaktuBauuu BP180 wm pacmieriennu nepmo-3nuaepMalibHOTO
coenuHenus [51, 185]. Jlerpanynsiuust 303MHO(UIOB OMpeNeNseTcsl Ha BCEX 3Tamax
dbopmupoBanus my3sipeit npu BII, Bkiatouas camyro panHiowo a3y [125]. Taxxe Obuia
BbICKa3aHa TUIOTEe3a, YTO 03UHO(MUIIBI MOTYT OBITh CBSI3YIOIIUM 3BeHOM Mexay IgE u
BP180 [164, 175]. Peuentopsl IgE o6namaror Beicoko# ap(hUHHOCTBIO K pelienTopam
FceRI, xoTopwie skcrpeccupyroTcs Ha so3uHOGMIaX y mamueHtoB ¢ bII, m moryr
MOBBIIIATH CIIOCOOHOCTH 303MHO(DMIIOB CcBsA3bIBaTh IgE, a B mocienyroliemM BIUsATh Ha UX
nerpanyssinuio [164]. B HeqaBHMX COOOIIEHUSAX MOHOKJIOHAIbHOE aHTU-IgE-anTuTeno —
npenapat omanuzyMald — okasaics 3p(EeKTUBHBIM MpH JieueHuH naueHtoB ¢ bIl, npu
COXpaHSIOIIMXCSA BBICOKUX ypoBHAX aHTuTen IgG [168, 241]. Orto sABnsercs
JOTIOJIHUTENIbHBIM ~ JIOKa3aTEIbCTBOM  HE3aBUCHUMOM  POJIM  ayTOPEaKTUBHOTO
IgE-onocpenoBaHHOTO BOCHAJICHUST B PAa3BUTUM KOXHBIX IOBpexaeHurd npu bIIL.
D03UHO(DUITBI TAK)KE YIACTBYIOT B MHAYKITUH 3y/1a, B OCHOBHOM 32 CUET BHICBOOOXKICHUS
IL-31 [124]. D03uHOGUIBI ABISIOTCS TJIABHBIM BHYTPUCOCYAUCTHIM MECTOM XpPaHEHUS U
BoznerictBust T®d. M waobopor, T cmocoOCTByeT paHHEH TPaHCIHIOTEIUATBLHON
murpanuu  303uHOGMWIOB [123]. B coOTBeTCTBMM ¢ O3TUMH JaHHBIMH MOKHO
MPEANONIOKNTh, YTO BHEIIHSS  KOAryJamuss KpoBU, uHULUHUpoBaHHas TO,
AKCIIPECCUPYEMBIM  J03MHO(MIAMHU, CIIOCOOCTBYET JIOKAIHPHOMY BOCIAJICHHIO H
oOpazoBanuto my3eiperi [280]. daktuyecku, T wurpaer BaxkHYIO poOJib B
BOCMAJIUTEIBHOM  Mpollecce B JIONOJHEHWE K €ro  XOpoUlOo  H3BECTHBIM
nporpoMOoTrnyeckuM cBoiictBam [120]. TloBbimeHHass 3KcIpeccHs aJare3uHOB MU
METAJUIONPOTENHA3 B KOXE TakXke cuuTaercs cieactBueM BozzaehctBus TdD [109].
AKTHBAIMS BHEITHETO Iy TH KOATYJISIIUU PUBOIUT K 00pa30BaHUIO TPOMOMHA, KOTOPHIT
YBEJIMYMBAET IPOHHUIIAEMOCTh KPOBEHOCHBIX cocynoB [278, 279]. IlpucyrcrtBue
TpoMOHMHA MOKET UTPATh HEMOCPEICTBEHHYO poJib B maroreHese bl 3a cuer ypenuuenus
MPOHUIIAEMOCTH COCYJIOB, YTO CIHOCOOCTBYET TPAHCOHIOTENUATBLHON MHTpaIuu
BOCMAJIUTENIbHBIX KJIETOK M KX HAKOIUICHHI0 B KOXK€. AKTHBHUPOBAHHBIE MPOTEA3bI
UHIYIUPYIOT SKCIPECCUI0 PA3JIMYHBIX MPOBOCHAIUTEIBHBIX LIUTOKUHOB, U 3TOT
NEPEKPECTHBIA OOMEH MEX Iy BOCHIAJICHUEM U KOAryJIslUel yCUIIUBACT U TOIEPKUBACT

aktuBanui ooeux cucrem [11]. [IlpumedarensHo, yTo nanueHTsl ¢ BI1 nuMeroT BeICOKHe



86
YPOBHU MapKepOB aKTUBAIMU CBEPTHIBAHMS, TAKUX Kak mpoTpoMOuH u D-numep [179].
B nepuoa pemuccun 3abosieBaHUsI KOHLEHTPAILIMS MAapKEPOB aKTUBAI[UU CBEPTHIBAHUS
KpPOBH BO3BpaIaercst K Hopme [245].

N3BecTHO, 4TO pUCK TpoMOO03a yBenuuuBaeTcs y nanuentoB ¢ BII, u exerognas
4acTOTa BEHO3HBIX TPOMOO30B Yy JaHHOW TpyIIbl MAIMEHTOB cocTaBisieT 8%, 4To
HECOMHEHHO BBIIIIe, YeM y TOXWIBIX Jrojaedt B 1enoM. S.M. Langan et al. (2009)
UCCIIEIOBAaJIM OCHOBHBIE OCTphble 3a0osieBaHus, cBsizaHHble ¢ bBII, u oOHapyxwiu
MOBBIIIEHHBIA pUCK TpoMOOo3MOouu JierouHoit aprepuu [43]. [IpoBenenHoe HelaBHO
MHOTOLIEHTPOBOE KOTOPTHOE HCCIIENOBAHHUE IMOKA3QJI0, YTO PUCK PA3BUTHUS BEHO3HOMU
TpoMO0osMOonuu (BTD) yBenuuuBaercs B 4 pa3a y nanueHToB ¢ BII mo cpaBHEeHHIO ¢
oOmeid momynamued Toro e Bo3pacta W moia [2]. B wactHocTtH, puck BTD
yBenuuHuBaics 10 15 pa3 B octpoit (haze 3a0oneBaHus, YTO YKa3bIBaC€T HA TECHYIO CBS3b
MEK]ly BOCHAIUTEIbHBIM COCTOSSHEM, BO3HUKAIOIIKUM 1pU akTUBHOM BII, 1 TpomMO030M.
HNHTtepecHo, 4yTO B IEpUO KIMHUYECKOW peMmuccuu puck BT cuuzuiics B 1,5 paza. 9to
OTKPBITHE YKa3bIBAE€T HA TO, UTO JOJKHBIN KOHTPOJb HaJ 3a00JI€BAaHUEM TaKKe BIUSET
Ha TMPOPUIAKTUKY TpPOMOOTHUECKHX OCIOXHEHH. B gaHHOM wucciemoBanum Ha
Oosbiio rpymnme mamueHToB ¢ BII  Obuta  gokazaHa TecHas CBA3b  MEXKIY
BOCMAJIUTENbHBIM TponeccoM u puckoM BTD. D10 eme pa3 moauepkuBaeT TECHYIO
B3aMMOCBSI3b MEXJy BOCHAJEHHMEM UM KacKaJoM Koaryysiqud. B nenom, puck
CEPJICYHO-COCYAUCTHIX 3a00seBanmil y nanueHToB ¢ bII Moxer 3aBuceTh HE TOJNBKO OT
BOCIAJIUTEIIBHOTO COCTOSIHUSI, HO U OT JICUCHHS] CUCTEMHBIMU KOPTUKOCTEPOUJAMU U
MMMYHoOerpeccanTamu [2, 43, 44, 180].

Takum oOpa3om, maToMexaHU3Mbl 00pa3oBaHus my3bIpert mpu bBII, Bkmrouas
y4acTUE€ aKTHBALUM KOAryJsiUM, MOYXHO MPEACTaBUTHh B BUJAE CIEIYIOLIEr0 KacKaja.
Paccnoenne pepMbl W snuiepMuca C TOCIHEAYIOMIMM OOpa30BaHHMEM Iy3bIpei
MPOUCXOJIUT H3-3a B3aUMOJICHCTBHUS ayTOAHTUTEN C JIByMS T'€MHUJIECMOCOMHBIMU
antureHamu (BP180 u BP230), 3a KOTOpbIM ClIeAyeT aKTUBAIUS KOMIUJIEMEHTA U
uHQUIBTpausl JEHKONUTOB. AyTopeakTuBHbie T-TUMGOIUTHI, B3aUMOICHCTBYS C
B-numdonmraMmu, COBMECTHO y4acTBYIOT B MPOM3BOJICTBE ayToaHTuTen. Kpome toro,

oHM BbICBOOOXkAar0T muTOKWHBI (IL-5 m IL-16), u apyrue pactBopuMmble (PaKkTOpHI,
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OTBETCTBEHHBIE 3a AaKTHUBAIMIO S03MHOPUIOB. B mopakeHHOW KoOke 303UHO(UIIBI
MPOAYLUUPYIOT M BBICBOOOXKIAIOT METAJIONPOTEUHA3bl, 3JIacTa3y W IKEJaTUHA3y,
KOTOpBhIE€  CIIOCOOCTBYIOT TMOBpEXJeHHUIO TKaHeill. bomee Toro, 303MHOGUIEI
AKCIPECCUPYIOT TKAHEBOU (PaKTOP, KOTOPHI ABJISIETCS OCHOBHBIM MHUIIMATOPOM KacKaaa
ceepthiBanus (pakropsl VII, X, VIII, V, u nporpoMOuUH), 4TO MPUBOIUT K 0Opa30BAHUIO
TpomOuHa. Kak crenctBue, yBeIM4YMBAETCS MPOHUIIAEMOCTh KPOBEHOCHBIX COCY/IOB,
YCUJIMBAETCS BOCIHIAJICHUE.

Knuanueckue ucnbitanus 3pHEKTUBHOCTH U 0€30MaCHOCTH aHTUTPOMOOTHYECKHUX
MpenapaToB, Ha3Ha4aeMbIX B OCTpoil (aze 3abosieBaHUs, MOTYT JaTh HEKOTOPOE
MpeACTaBIeHHE 00 UX KIMHUYECKON 3HAUUMOCTH.

Mapkepbl akTUBalMU KOAryJsaiuu v (UOpPHUHOIU3A MOBBIIAIOTCS MPU MHOTHX
BOCTMIAJIMTENIBHBIX COCTOSIHUSX, Hampumep, npu PA, BocmaiuTenbHBIX 3a00J€BaHUSIX
KHUIIIEYHUKA, CEICUCE, a TAaKXKe NPU ayTOMMMYHHBIX WM UMMYHOOIOCPEIOBAHHBIX
IepMaTo3ax. AKTUBAIUSl KOAryJsilMM TpPU ayTOMMMYHHBIX KOXHBIX 3a00JI€BaHMSIIX
MOET UMETH JIBa OCHOBHBIX MTOCIEACTBUS: C OJJHON CTOPOHBI — UHYIIUPOBAHUE KOKHBIX
MOBPEXIEHUN, C APYroil CTOPOHBI — CUCTEMHAS POJIb B MOBBIIICHUH TPOMOOTHYECKOTO

pHUCKa.

1.5.7. IgE-onocpenoBaHHble HMMMYHHbIE PEaKIMH NP My3bIPHBIX IePMaT03axX

HakammBarorcss naHHble, CBHUIETENBLCTBYHOIME O TOM, u4ro IgE wurpaer
3HAYUTEIBHYI0 pOJIb B ayTOMMMYHHBIX IIpoleccax. Hamuuue umupKyaupyromero
ayTopeakTuBHOro IgE y mamueHTOB € ayTOMMMYHHBIMHA PAacCTPOMCTBAMHU JTABHO
M3BECTHO, HO B TO K€ BPEMsI HEJOCTATOYHO M3y4eHO. OHAKO UCCIEN0BaHUS TIOKA3aJIH,
YTO TMOBBbIIIEHHass KoHueHTpauuss IgE He cBsi3zana ¢  Oosee  BBICOKOU
pacIpOCTPAHEHHOCTBIO AaTONMM U QUIEPTMU Yy IMAUEHTOB C ayTOUMMYHHBIMU
3a0oneBanusMu, TakuMu kak CKB. U3BectHo, uTo IgE-omocpenoBaHHble MeXaHU3MBbI
CIIOCOOCTBYIOT JIETPAHYJISIIMA TYYHBIX KIETOK M 0a30uiIoB U CTUMYJIUPYIOT
Th2-uMMyHUTET, YTO UrpaeT BEAYLIYIO POJb B CO3JAAHHM 3AIIUTHl OT IE€JIbMUHTO30B,

TOKCUHOB, $JI0B U aJJIEPreHOB OKpYy:karoiiei cpenpl. He Tak 1aBHO OBLIO 10Ka3aHO, YTO
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ayroantutena I[gE y4acTByIOT B ayTOMMMYHHBIX pE€akUusAX. Takue ayTOMMMYHHBIE
pEeaklMy BKIIOYAIOT NPSAMOE MOBPEKIECHUE TKAaHEH, aKTUBALIUIO U MUTpaLiiio 0a30(puiioB
B TUMQaTUYECKUE Y3/Ibl U UHAYKIUIO UHTEPPEpOHOBBIX peakiuii 1 Tuna [10, 193].

B nacrosmee Bpems mnpuszHaHo, 4yro CKB, Xxponuueckas KpanuBHHILA,
ATONMYECKUM TEPMATUT ONOCPENYIOTCS, N0 KpalHEN Mepe 4YaCTUYHO, ayTOAHTUTEIAMHU
IgE. IlaTorene3 Taknx COCTOSSHUM KaK ayTOMMMYHHBIM yBeWT, PA, runeprupeonausm,
OponxuanbHass actMa u bBII, ropa3no MeHee OJHO3HAY€H, HO JI0KA3aTEIbCTBA
ayTOaJUIEPrUUeCKUX peaKIMil Mpy JaHHBIX 3a00JI€BaHUSAX MPOJOJIKAIOT HAKAIUIUBAThCS.
YroObl OBITH yBEpPEHHBIM B  ayTOAUIEPrMUYECKOM MEXaHU3ME, HEe0OXOAMMO
UAeHTU(ULIHUPOBATh Kak ayroanTuTena IgE, Tak u ux MuiueHu, Kkak 370 ObUIO JOKa3aHO
¢ TpancmeMOpaHHbIM OenkoM BP180 u BuyTpukierounsiM 6eaxkom BP230 mpu BII u
IL-24 npu XpOHUYECKOW CIOHTAHHOM KpanuBHUIIE. B ciydyae HakOMIEeHHUs JOCTATOYHOM
J0Ka3aTeIbHOM 0a3bl CTAHET BO3MOKHBIM IPUMEHEHUE TaPreTHOM TEpANMH 111 MHOTHX
TSOKEIBIX ayTOMMMYHHBIX 3a0osieBaHuil. B Hacrosimiee BpeMsi CUMTaeTcs, 4YTO
IgE-omocpenoBaHHble peakuuy OCYLIECTBIIOTCA IyTeM B3amMmognenctBus IgE ¢
BoicokoapunabiM  FceRI-penienTopoM, B pe3ynbTaTe uYero 3amycKaeTrcs KacKaj
autepruyeckux peakuui. CpsspiBanue IgE ¢ FceRI B psAnme ciydaeB BbI3BIBaeT
HU3KO-YPOBHEBYIO PELENTOPHYIO aKTHBALUIO M aHTUT€HHe3aBUCHUMBbIEe 3 (ekThl [145,
249]. Ha ceromHsamHui 1€Hb ONMCAaHbI U U3YUYEHBI JIBA PA3JIMYHBIX ITyTH CUTHAIM3ALNH
¢ yuactueM FceRI u mHrnbupymomme peunenTopbl, YTO MO3BOJISIET pa3BUBATh HOBBIC
MOAXO0/bI K JIEYCHHUIO AJUIEPTUYECKUX U ayTOUMMYHHBIX 3a0oneBanuil. MInruOupoBanue
¢byukuit  FceRI Moxker mnpenctaBiasiTh LEHHOCTh Il Pa3paOOTKH  Pa3IUYHBIX
TEpaneBTUYECKUX  MOJAXOJOB K  JICUEHHUIO  AJUIEPrUYECKUX  3a00JE€BaHU.
Monoxknonansuble  antuTena kK IgE  addextuBHRl B Tepanuu  KpanuBHUIHI,
OpOHXMATBLHON aCTMBI, AJNIEPIrUYECKOr0 PUHUTA U MUILEBON ajiepruu K apaxucy [176].
Hcnonb3oBaHWe TaKUX aHTUTEN TO3BOJISIET CHU3UTHh KOHIIEHTPALUIO CBOOOJHBIX
monekyn IgE B ceiBopoTke kpoBu U ypoBeHb FceRI Ha 6azoduiiax, TydHbIX KIE€TKax u
JNEHAPUTUYECKUX KJIEeTKaxX. JTU 3PQPEKTbl CHUKAIOT BEPOSTHOCTH CBA3bIBaHUA IgE ¢

FceRI u konTakra IgE ¢ anneprenom [267]. JlaHHBINA OIX0/ HANIPABJIEH HA CBA3bIBAHUE
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Monekyn IgE paznuunol cienn(puyHOCTH, YTO pacHIupsieT BO3MOKHOCTH MPUMEHEHUS
Ipenaparos, cBsa3biBaromux IgE.

Yamie Bcero peakTUBHOCTh ayToaHTUTeN IgE MpoTHUB pa3nnuyHBIX ayTOAHTUT€HOB
BCTpEUAETCsl y MAIMEHTOB C aTONMMYECKUM JIEPMATUTOM U OpoHXHualbHOU acTmoii [170].
AytopeaktuBHOCTh IgE Obuta BmepBbhie OOHapy»€Ha M ONMUCAaHA TPU ATOMUYECKOM
aepMarute, npu KotpoM ayroantutena IgE Bctpewarorcs ot 23-91% cayuaes [92] u
O0COOEHHO YacTO MPUCYTCTBYIOT y MAIIMEHTOB C TsKeNbIMU opmaMu 3a0oneBanus [92,
210].

[Ipu CKB omnmcaHO HECKOJIBKO YacTO BCTPEYAIOMIMXCS ayTOAaHTUreHoB IgE.
B uccnenoBanun A.M. Atta et al. (2010) y 92 nmaumentoB ¢ CKB 29 (32%) umenu
aHTUHyKjeapHble antutena [gE. Takue anTuTena He ObUTM OOHAPYKEHBI B MAPALIEIbHON
3I0POBOM KOHTPOJIbHOW rpynne. Anamu3 aytoaHturesn IgE y 29 mosoxuTenbHbIX
MalKMeHTOB MOKa3aj peakiuu ¢ Hykiaeocomamu (79,3%), neyxuenoueunoit JJHK (48,3%),
SS-A / Ro (48,3%), SS-B / La (18,7%), Sm (48,3%) nu RNP (62,1%) [59, 61].
B muorouentpoBoMm wuccienopanuu 196 mnaunmentoB ¢ CKB 06onee 50% mnoxazanu
ayTopeakTuBHbIi [gE K OZHOMY WIIM HECKOJBKUM W3 YEThIpEX OOIIMX SJIEPHBIX
ayroantureHoB CKB: aByxcnupanshoit JIHK, SS-A/Ro, SS-B/La unu Sm. Otor
MOKa3aTellb BHIPOC MPUMEPHO 10 74% y MAlMEHTOB C aKTUBHBIM 3a00JIeBaHUEM, TJIE
aytopeaktuBHblii IgE k JIHK Obin naumbonee pacmpoctpaneH ¢ dyactotoil 63%.
Ha ocHOBaHMM NONYYEHHBIX [aHHBIX HCCIEAOBATENIH MPEANOJIOKUIN, YTO HAJIUYUE
aytopeaktuBHoro IgE, u B wactHoctu, JJHK-cneunduueckoro IgE, mpu CKB moxer
OBITh KIMHUYECKUM MHIUKATOPOM IOBBIICHHON aKTUBHOCTH 3a0o0seBanus [185].

[ToneiTkM  noka3zaTh  BiausgHUE ayroaHturen IgE  nHa marorenes  bBII
MPEINPUHUMAIINCH, HEOTHOKpaTHO [169, 256]. bbuio BBIABIEHO, YTO ayTOAHTUTEIA
umMmyHorioOynuHa E npotu BP180 HaueneHnsl B OCHOBHOM Ha 16-i1 HEKOJIIIareHOBBIN
nomen (BP180 NCI16A), xors smnutonst BP180 BHe nomena NCI6A Takxke
pacnioznatores IgE [99]. Heckonbko ncciienoBaHui CMOTIN OOHAPYKUTh ayTOAHTUTENA
IgE nporuB BHyTpHuKIeTOUHOTO ayrtoanturesa BP230. PeaktuBHocTs IgE-anTn-BP230
OblJIa CBsA3aHA C JIOKAJbHBIM HAKOIUIEHHEM 303MHO(MUIIOB, C aKTUBHOCTHIO 3a00JIEBaHUS

U KoppenupoBana ¢ oouuM ypoBHeM IgE B ceiBopoTke [126].
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Heckoibko uccine1oBaHul ONUCHIBAIOT MOBBIIEHHBIN YpOBEHb IgE y manuenTos ¢
BII [75]. Mexxknerounsle otinoxenuss IgE Obumm oOOHapy>KeHbl B 3MHIEPMHUCE
37 mauueHToB ¢ OCTPhIM HauyajaoM 3a0oneBanus, a IgE-anti-dsg3 yamnie oOHapyxuBaics
B CBIBOPOTKAX IMALIMEHTOB C OCTPHIM HAYAJIOM 110 CPABHEHMIO C XPOHUYECKN aKTUBHBIMU
dbopmamu BIT [90]. Coobmanock Takxke o dsg3-peaktuBnbix IgE B ceiBopotke 13% u3
15 manuenToB ¢ ocTtpeiM HadasioMm, 11% w3 18 mauueHTOB ¢ XpOHUYECKU AKTHBHBIM
3a00yieBaHUEM M HU y OJHOrO U3 8 nmauueHtoB ¢ BII, conmpoBoknaromeiics nepruogaMu
pemuccuu [171]. PeaktuBnocts IgE, 1o Bceit BepositHOCTH, O0Jiee pacipocTpaHeHa Ipu

snnemudeckoit dopme JIII, wem mpu BIT [171].

1.5.8. BzaumocBsi3b ypoBHS BUTaMuHA D ¢ ayTOMMMYHHBIMH M

HCAYTOUMMYHHBIMHA CUCTCMHBIMH 3a00J1eBAHUSIMHA

3HauyuTeNbHASA YAaCTh HACEJICHHUS] MUPA MCHBITHIBAET B HACTOSIIEE BpEeMsl Ty WIIU
HWHYIO CTENEHb HEJOCTATOYHOCTH BUTaMHHA D B ChiBOpoTKEe KpoBH [83, 298]. Xopoiio
M3Y4YeHO BiusiHME BUTaMuHa D Ha meTaboin3M Kanblus U pochaToB B KOCTHON TKaHU
[69, 221, 295]. Tem He wMeHee, (QyHKIMM BHUTaMHMHAa D He OrpaHUYHUBAIOTCS
noJiep>KaHleM ypoBHEH Kanblius U pocdopa B opraHu3Me yeaoBeKa Jyisi 00ecreyeHust
aJIcKBaTHOTO MeTaboJiM3Ma, Mepeayd HEPBHO-MBIIIEYHBIX HMMIYJIBCOB U JOJKHOU
MUHepalu3anuu kocteil. MccnenoBanusi MocieIHUX JIET MOKa3aau, YTO B Psiie KIETOK
MMMYHHOM CHUCTEMBI COJIEpXKATCA PELEenTOpbl K BUTAMUHY D, a HEKOTOpbIE U3 3THUX
KJIETOK CIIOCOOHBI MPOU3BOJUTH la-rujppokcuiiazy u cuntesuposats 1,25(0OH)2D wus
25(0OH)D, yTo mO3BOJMIIO BBIIBUHYTH MPEAINONOKEHHE, 4YTO BUTaMUH D oOnamaer
HMMYHOPETYJIATOpPHbBIMU  cBoWictBamMu  [94, 144]. OnyOnuKoBaHHBIE JTaHHBIC
CBUJIETEJILCTBYIOT O TOM, YTO BHTaMUH D HMeeT HEmocpeACTBEHHOE BIIMSIHUE Ha
BPOXKJACHHBIN U aJaNTUBHBIM UMMYHHUTET, KOHTPOJIHUPYS POCT U aKTUBAIUIO PA3TUYHBIX
WMMYHHBIX KJIETOK, Takux Kak T u B-nmumdonutel, Makpodaru u [eHApUTHBIE KIETKH, a
TaKKe BIMSAS Ha CTaOMIBHOCTH JHIOTCIHAIBHBIX MeMmOpaH [47]. Cxema O BIUSHHH
BUTaMMHa D Ha pa3nuyHble 3BEHbS BPOXKIECHHOIO M aJalTHBHOIO HMMYHHUTETA

npeacTtasiieHbl Ha Pucynke 30.
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Huszkue ypoBHHM AaHHOTO BUTaMHHA B CBHIBOPOTKE KPOBH OOJIbHBIX CBSI3aHBI C
MOBBIIIIEHHBIM PHUCKOM pPa3BUTUS TaKuUX 3a00JieBaHUM Kak IICOpHa3, aTOMUYECKUI
nepmatut, CKB, OponxuanbHas actMma, PA, caxapubiii nunaber 1 Tuma, paccessHHBIN
ckiaepo3 u np. [8, 47, 94]. PaznuuHble KIWMHUYECKHE MCCICAOBAHUS OIMCHIBAIOT
3¢ pekTUBHOCTh M00aBOK BUTaMHHA D W €ro MeTaboJMTOB IS JICUCHHUS OTHUX
3aboneBanuii. OgHAKO JO CUX MOP 10 KOHIIA HE U3BECTHO, KaKoil ypoBeHb BUTaMuHa D B
CBIBOPOTKE KPOBUM HEOOXOJMMO NOAAEPKUBATh MJISI MaKCUMalbHO 3S(PhEeKTUBHOU
npopUIaKTUKA Je0I0Ta W PEIUIUBOB BBIIICYKa3aHHBIX M JIPYyTHX 3a00J€BaHUM.
CoBpeMeHHbIE PEKOMEH/IallNK, PErIaMEHTUPOBAHHBIE MEXIYHAPOIHBIM KOHCEHCYCOM
1o MPo(PHITaKTHUKE ¥ MEHEHDKMEHTY AIMMEHTAPHOTO PaxuTa, MHTEPIPETUPYIOT KPUTESPUHU
JTMATHOCTUKH HEJOCTAaTOYHOCTH W nAeduiura BUTamMuHAa D cremyromum o0Opazom.
Hocrarounsiii  ypoBenb 25(OH)D nmomken coctaBiaste He wMeHee S50 HI/mi,
HEJI0OCTaTOYHOCTH ompeaensercs 3HadeHusmMu 30-50 ur/mn, neumur — menee 30 Hr/Mi

[47, 52].
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B03MOXHOCTH JleueHHUsI BIUSIIOT Ha MPOTHO3 M KAa4YECTBO JKU3HU MAIUEHTOB C
ayTOMMMYHHBIMU 3a00JIEBaHUAMH, a UMMYyHOMoayiaupywomme 3pdektsl BuTamuHa D
MPEACTABIAIOT CO0OM MOTEHIMAIBHYIO JIOMOJHUTEIBHYIO TEpaluio, MOCKOJIbKY
HEJIOCTATOYHOCTh W JeduiuT BuUTamMuHa D Hepenko HaOMOAAIOTCS y NAllMEeHTOB,
CTpaJaloluX ayTOMMMYHHBIMH 3a001eBaHusiMU. Butamun D o651aaet mieiioTponHbIMu
s dexramu, 0 yeM CBUIETEILCTBYET 3Kcrpeccus peuentopoB Butamuna D (VDR) B
nuM@ornrTax 1 IeHAPUTHBIX KieTkax [52, 131, 144].

Hanbonee BaxusiMu (opMamu BUTamMuHA D SBISIIOTCS 3prokaibiudepo
(ButamuH D2), mocTynarouiuii B OpraHu3M aJIMMEHTAPHBIM MyTEM, U XOJeKaIbIU(pepo
(ButamuH D3), KOTOpBIA MPEUMYLIECTBEHHO CHHTE3UPYETCA SHIAOT€HHO. MIMMyHHbIE
KJIETKU MOTYT CHUHTE3UPOBATH AKTUBHYIO bopmy BUTAMHUHA D3
25-rugpokcukansiiidepon u skcmpeccupyor reH VDR, kortopeiii obecneumBaet
reHoMHyi0 (yHknuo ButammHa D [76, 283]. VDR B OCHOBHOM pacrpeneisercs B
KHUIIEYHUKE, TOYKAX U KOCTAX, CIIOCOOEH OKa3bIBaTh BIMSHUE HA BCACHIBAHHE KaJbLUS
U, KaK CIIEJICTBHE, 310pOBbe KocTe. OJTHAKO KIETKH, HE OTHOCAIIMECS K KaJIblUEBOMY
roOMeocTa3y, TaKMe KaK KEepPaTUHOLUTHI U MUMMYHHBIE KJIETKH, TAKKE SKCIPECCUPYIOT
VDR, noapa3ymeBasi, yTo BUTaMUH D MoOxeT ObITb BOBJIEUEH B JPYruUe€ MPOIIECCHI,
MOMUMO TIOTJIONIEeHUsT Kanbliug. Butamun D, oOpasyromuiics B KOXE, MOXKET
tpanchopmupoBatecss B 1,25(OH)2D B keparuHomuTtax. 3areM KepaTHHOIIMTHI
cexkpetupyot 1,25(0OH)2D u cnocoOctBytor nponudepanuu u auddepeHImpoBKe
AMUJEPMUCA TIOCPEACTBOM ayTOKpuMHA M mnapakpuhHa [294]. Kpome Toro, Buramun D
CIIOCOOCTBYET 3aKMBJIICHMIO paH TPH Yy4YacTUU KaJbI[MEBOH U [3-KaTEeHUHOBOM
curHaiauzauuu [152].

B HeckoIbKUX UCCIIe0BAHUSX, TPOBEACHHBIX 3a nocaennue 10 net [131, 152,293,
294] ocylIeCTBISIUCH MOMBITKA YCTAHOBUTH CBSI3b MEXAY HU3KUMHU KOHIEHTpAIUSIMU
BUTaMUHA D B CHIBOPOTKE KpPOBH W KIMHHKOW 3a0ojeBaHus y mnanueHToB c BII.
Ony6nrKoBaHHBIC JaHHBIC OBLITM HEOJHO3HAYHBIMU. B TOo Bpems kak A.V .Marzano et al.
(2011) mokazanu 3HauuTeabHYI0 acconuanuio[ 131], S. Turkaj et al. (2013) coobmunu 06

orcyrcTBUU accommarnuu [293]. Y. Miao et al. (2020) coobmmim 1o pe3yiabTaram
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MPOBEJICHHBIX HCCeAoBaHUN, yTO ypoBeHb 25(OH)D B chIBOpOTKE KpOBH OOpaTHO
cBsi3aH ¢ puckom paszsutus BII u BII [294].
B 2019 roay ObU10 MPOBEEHO HCCIEAOBaHUE, B KOTOPOM OBUIM MPEICTABICHBI
JAaHHBIE [0 YyCHEMHOMY conpoBoxacHHI0 nanueHTkn ¢ JCII nmyrem Ha3zHaueHus

npenapara Butamuda D [152].

1.6. Onpezle.lleHne CTCIICHHU THIKCCTH IMATOJOIHYECCKOI0 Impoiecca

NP MY3bIPHBIX JlePMATO3aX

OnyOnMKOBaHHBIE  HUCCIEAOBAHUS  POCCHUMCKMX M 3apyOE€XKHBIX  KOJUIET
KOHCTaTUPYIOT, UTO B HACTOSIIIEE BPEMs HE pa3pab0TaHO YHUBEPCAIBLHOIO U HAJIEKHOTO
MHCTPYMEHTA JUIsl OJJTHO3HAYHOU OIIEHKH CTETNEHU TSKECTU MaTOJIOTMYECKOro mpouecca
Py MOy3bIpHBIX JepMaro3ax. [ma omneHku creneHn Tsbkectu BII pasHbie aBTOpBI
npearand nopsaka 10 MHAEKCOB: MHIEKC IUIOLIAAM MOPaKEHUs MPU IMy3bIpUaTKe
(PDAI), 6amnbHasi OlICHKA CTETEHU TSAKECTU ayTOMMMYHHBIX OyJUI€3HBIX 3a00JIeBaHUM
koxu (ABSIS), nanekc mionaayu mopaxkeHus 1 TshkecT my3sipyaTku (Pemphigus Area
and Activity Score — PAAS), uanekc aktuBHOCTH nipu my3bipuatke (Pemphigus activity
score — PAS), unaekc TsxkecTu nopaxxeHusi Ipu ByJbrapHoil myssipuatke (Pemphigus
vulgaris lesion severity score — PVLSS), mkama o6meii onenku Bpadom (Physician's
Global Assessment — PGA), mpasuiio nesarok (Wallace's rule of nine) u qpyrue. OqHaxo,
HA OJMH W3 IEPEUYUCICHHbIX HWHJIEKCOB HE TIOKa3al CBOEH BBICOKOW TOYHOCTH,
KOPPEISLNU C APYTUMHU UHACKCAMHU U yI00CTBA TPUMEHEHUSI.

HaunGonbmuii KITMHWUYECKUA UHTEPEC, IO MHEHHIO Psijia aBTOPOB, MPECTABISAIOT
naaekc PDAI n 6amnenbiii nuagekc ABSIS [28, 73]. Tak, mo cpaBHUTEIBHBIM JTaHHBIM
10.B. Konoca u A.M. JlykssnoBa (2013), unnexc PDAI noka3zan HageKHOCTh U JIETKYIO
BOCIIPOU3BOJANUMOCTh, ACCOLMALINIO C BU3YaJIbHBIM BOCIIPUSITUEM BPauoOM 10 CPABHEHUIO
c OamnpHOM oueHKOW cTeneHn Tskectd ABSIS, ocoOeHHO mpu JEerkoM WIH
CpPEAHETSKEIOM TeueHuH nmy3blpyaTku. PDAI mo3BojiieT OIEHUTh aKTUBHOCTH
MaTOJOTUYECKOT0 MPOLIECcCa U XapaKTEP BTOPUUYHBIX U3MEHEHHUM KOKU TPUMEHUTEIIBHO

K pa3JIMYHbIM aHaToMuU4eckuM objacTsiM. Cymma OayioB MOXKET JoCcTUraTh 263 (ueM
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OoJbilie 0amioB, TEM BBIIIE CTENEHb TsKecTu 3aboneBanus). OmHako, unHaekc PDAI
1enecoodpasHee MPUMEHSITh MPU OTPAHUYCHHOM 4uciie MOPHOIOTUYECKUX JIEMEHTOB,
T. K. MHJEKC JA€T BO3MOXHOCThH OIMPEIEIUTh MOPAXKEHHbIC AHATOMUYECKHE YYACTKU U
OMpENeNUTh UX TPAHUIBI, PACCUUTATh KOJIMYECTBO U pasMepbl MOP(POJIOTrHYECKHUX
snemMeHToB. Ho B TO ke Bpemsi, JaHHBIN UHACKC HE MO3BOJISIET Pa3ACIUTh BhICHIIIAHUS HA
MOPQOJIOTUYECKUE DJIEMEHThl  (3pUTEMY, H3pO3UM WIM KOPKH), UTO CHHUXKAET
YyBCTBUTEJIBHOCTh MHJEKCA PDAI [28].

MHorue poccuiickue u 3apy0eKHbIe UCCIEA0BATENM sl OLIEHKHU CTETICHU TSKECTH
MaTOJIOTMYECKOTO MPOLECca MPU Iy3bIpUaTKe MCIoib30Banu uHaekc ABSIS, kotopsii
TaKXKe SBISIETCS YHU(DUIUPOBAHHBIM METOJIOM OIpPEACICHUsI CTENEHU TAKECTH
Pa3IMYHBIX My3bIPHBIX JepMaTo30B. MHaekc ABSIS ornennBaeT kak 0ObEKTUBHBIC, TAK U
CyOBEeKTHBHBIC CUMIITOMEI 3a0oneBanus [1, 28, 149]. B uccienoBanuu T.B. AGpamoBoi
(2019) mpoBoaMsIOCH CpaBHEHUE pe3yiabTaToB mojcuera uHAekcoB PDAI, ABSIS u
Pemphigus Vulgaris Activity Score (PVAS) ¢ pacnpenenenrem O0JbHBIX MO TSKECTH
3a00JIeBaHUSI C YYETOM JIEPMATOJOTHYECKOTO HWHJIEKCa TSHKECTH 3a00JIeBaHUS
(Dermatology Index of Disease Severity). Ilomcuer koaddunmenta Koppesiuu
CnupmeHa B JaHHOM MCCJIEAOBAaHUU TOKa3ad, YTO MEXAY 3HAYCHUSIMH CyMMapHOIO
noka3zarens uagaekcoB PDAIL ABSIS u PVAS cymectByeT ymepennas npsimas cBsizb [1].

Takum 006pa3om, B HacTosIIIee BpeMs OOIBITMHCTBOM aBTOPOB C/I€NIaH BBIBOJ, YTO
HanOoJee yA00HBIM U IOCTOBEPHBIM CPEIN M3YUCHHBIX KIMHUYECKUX nHAeKCcOB (PDAI,
ABSIS, PVAS) nist ucnosib30BaHusl B NMPAKTUUYECKON JCATEIBHOCTH SIBJISIETCS WHJIECKC
PDAI, ortpaxaronuii TsKECTh Iy3bIpYaTKH M TO3BOJSAIONMN 1uddepeHInpoBaTh
OONBHBIX TIO CTEMEHW TsHKECTH 3aboseBaHus (JIeTKasl, CPEeAHssi M TsKenas), 4TO
MO3BOJISIET PEKOMEHAOBaTh €ro g MPUMEHEHUSI B KIMHUYECKON MpaKTUKE
CHEIUATNCTaMU MEIUIIMHCKUX OpPTaHU3aIuil 1epMaTOBEHEPOIOTUUECKOTO MPOQPUIIS IS
OOBEKTHUBHOW OIICHKU TSHDKECTH COCTOSHMSI OOJIbHBIX MYy3bIPYaTKOMW, MEPCOHAIU3AIUU

JIeYeHUS TAIMEHTOB U omnpeneneHus 3QpGHeKTUBHOCTH MPpoBoaAuMon Tepanuu [147, 149,

236].
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PGA (mkana oOmiedi OIEHKM BpauoM) JOCTATOYHO MPOCTa B MPUMEHEHUU H
nHopmatuBHa. OHa OlIEHUBAET 00Ill€e COCTOSTHUE MAIlMEeHTAa M0 OaJIbHON CHUCTEME OT
0 mo 10 ot otmuHOTO 70 Haubomee Tshkenoro [57, 134, 147].

Jns onenku crenenu tsxectd bBII B MHpOBOM J1€pMaTONIOTHYECKOW MPAKTUKE
HaJIEKHO 3apeKoMeH1oBall cedst MoguduimpoBanubii PDAI, npumensitomumiics ans bIT
n nonyuuBlIni Ha3zBaHue BPDAI. BONbIIMHCTBO COBPEMEHHBIX HCCIIENOBATEIEH
HCMOJIB3YIOT UMEHHO JTAHHBIN UHAEKC I orpeiesieHus crenenu Tsokectu bII[187, 215,

231].

1.7. KauecTBO XKU3HU MANUEHTOB C MMY3bIPHBIMHU I€PpMaTO3aMU

[Ty3bIpHBIE 1€pMATO3bI MOTYT OKa3bIBaTh 3HAUUTEILHOE HETAaTUBHOE BIUSHHUE HA
KaueCTBO KU3HU MalMEHTOB. B MUPOBOI MpakTHKE KayeCTBO >KU3HU MAIMEHTOB C
OyJUUIE3HBIMM ~ JIepMATO3aMU  OLICHUBAIOT C TOMOIIbI0  OOIIEMEIUIIMHCKUX U
crienu(pUYECKUX IepMaTOIOTUUECKUX UHIEKCOB, MpeicTaBieHHbIX B Tabnuiie 8.

[lonyueHHble JaHHBIE O TOM, KaKME€ HHIEKChl MAaKCUMAJIbHO HHGOPMATHUBHO
OIICHUBAIOT KAa4yeCTBO KU3HU NAIMEHTOB C IY3bIPHBIMH J€pMaTO3aMH, OCTaIOTCS
cnopabsiMu. Harmpumep, A. Patsatsi et al. (2017) mponeMoHCTpUpOBaid, YTO Kauye€CTBO
KU3HU NPU ayTOUMMYHHOM OYJIIIE3HOM 3a00JIEBaHUU COIJIACHO MHJAEKCY Autoimmune
Bullous Disease Quality of Life (ABQOL) koppenupyet ¢ oOLMM UHIEKCOM KayecTBa
xu3HU (Quality of Life index — QOL) ¢ TeueHueM BpeMeHHU, B TO BpeMsl KaK OIICHKH
JIepMaTOoJIOTMYECKOro MHAeKkca kadecTBa xku3HU (Dermatology Life Quality Index —
DLQI) sroro ne nenator [231]. Hampotus, L. Ferries et al. (2020) mpocnekTuBHO
OLICHUJIN KOPPEIAIMI0 MEXKYy MOKa3aTeIsIMU TSXKECTH 3a00JieBaHUS MPU Iy3bIpUaTKe
(PDAI), BIT (BPDAI) ¢ unnekcom ABQOL B mporiecce JieueHus TaHHBIX 3a00JI€BaHUM
MPUMEHHUTENBHO K KauecTBY *u3HU (DLQI u Skindex-29). ABTopsl npHIIUIA K BHIBOJY,
yto ABQOL He uMmeer npuHnunuaibHbix npeumyiectB neped DLQI unu Skindex-29
[33, 148, 254]. UndopMupoBaHHOE TOHUMAaHHUE CIIOKHOCTEH Toro, Kak AIlJ] BausroT Ha
Ka4ueCTBO JKU3HU, UMEET pellIarolee 3HaYeHUe ISl MPEIOCTABICHUS] OPUEHTUPOBAHHOM

Ha nmanmucHTa IMOMOIIIH.
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Tabnuna 8 — MHAEKCH OLICHKH KadyecTBa KU3HU MAI[MEHTOB C ayTOMMMYHHBIMU MYy3bIPHBIMHU JIEpMaTO3aMu, Hauboyiee 4acTo
HCMOJIb3yEMbIE B MUPOBOU MTPAKTUKE [254]

HanmMmeHnoBanue nHaexca

KpaTtkoe onucanue

PacuiugpoBka pe3yjbTaroB

JlepMaTosoru4eckuii UHAEKC
KadecTBa KU3HU

(DLQI)

10 BonpocoB, OLIEHUBAIOIINX PA3INYHbIE
aCIIeKThI KaueCTBa XKHU3HH, CBA3aHHOTO CO
30POBBEM, 3a MIPEIBIAYILYIO HEJEIIO.

Yucnosoii 6amt ot 0 1o 30.

banner >10 npeanonararoT, YTO COCTOSTHUE KOKU
CEPbE3HO BIIUAET HA KU3Hb MALUEHTA.

Boiee BrIcOKHE OaIbI KOPPENUPYIOT C MOBBIIIEHHBIM
YXYALIEHUEM KadeCcTBa KU3HH.

AHKeTa 0011IET0 COCTOSIHUS
3nopoBbst (GHQ-28)

28 MyHKTOB, OIICHUBAEMBIX 10 4-0aTbHON
mikaie (0-3).

OTtobpaxkaeT ob1iee NCUXUIecKoe 370POBbE 3a
NocjeIHUe HECKOJIBKO HEeNb  NCTIOIb3yeTCs
JUIS BBISIBIICHUS] BO3MOXKHBIX TICUXHYECKUX
pPacCTpOUCTB.

Yucnosoii 6amr ot 0 mo 84.

bamiel < 23 B MEHBIIICH CTEIICHH CBA3aHEI C
NICUXUYECKHUM CTPECCOM I10 CPaBHEHHUIO ¢ Oanmmamu >24,
YTO JIOJKHO BBI3BIBATH OECIIOKONCTBO IO MIOBOIY
MICUXUYECKOTO AUCTpEcca.

Bbonee Bbicokue Oamibl KOPPETUPYIOT C TOBBIIIIEHHBIM
YPOBHEM JIMCTpEcCa.

MenuimHaCcKoe UcCiIeEN0OBaHNE
ucxonos 3a0omeBanus SF-36

Cocrout u3 36 MyHKTOB, 00bEJMHEHHBIX B §
IIKaJ.

[IkaJbl BKIFOYAIOT KU3HECTIOCOOHOCTB,
¢du3nvecKoe coCTOsIHNE, TEIECHYIO 00,
o011ee BOCIIPUSATHE 370POBbSI, IMOIIMOHATBHBIN
(OH, COLMATBHO CBSA3U M ICUXHYECKOE
3JI0POBBE.

Yucnosas onenka ot 0 go 100.

Cpennuii 6an s HaceIeHus B 1eJIoM cocTaBisieT S0.
bonee Hu3kue Oamibl KOPPETUPYIOT CO CKIIOHHOCTBIO K
HHBAJIMIU3AINAHN.

Skindex-29

Coctout u3 29 BonpocoB, KOTOpPbIE OLIECHUBAIOT
Ka4y€CTBO KHU3HHU MMAalIUCHTOB C KOXXHBIMH
3a00JIeBaHUSMHU, ITyTEM OLIEHKU 3 JOMEHOB:
BBIPAXKCHHOCTHb CUMIITOMOB, IICUXOCOIIMAJIBHOC
COCTOSAHHUE U 3MOL[HOH3HBHBII>’I CTaryc.

Yucnopas ouenka ot 0 go 100.

Onenka ot 0 10 24 KoppenupyeT ¢ HE3HAUNTEIBHBIM
BIIMSIHUEM Ha Ka4eCTBO >KU3HU, OT 25 10 31 — ¢ JIerkum,
oT 32 10 43 — co cpeauum u ot 44 10 100 — ¢ TsLKENTBIM.
Bbonee Bbicokue OaIbl MPEACTABISAIOT XY/IIIee KaueCTBO
JKH3HH.
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[Iponomxenue Tabnuubr 8

HanMeHoBaHMe MHIEKCA Kpartkoe onucanue PacuugpoBka pe3yjabTaroB
KauecTBO U3HU y NallUEHTOB C OneHuBaroT Ka4eCTBO )KU3HU 110 IIKaJIe O6a umerot yncnooii 6am ot 0 1o 51. bonee
ayTOMMMYHHBIMH ITy3bIPHBIMHU JlaiikepTta ¢ 6amiamu ot 0 10 3. BBICOKHME OaIbl IPEACTABIISIOT XY/IIIee KaueCTBO
JlepMaTo3aMu OO0e aHKeTHI BKIIOYAIOT 110 17 BOMPOCOB. JKU3HHU.

(ABQOL) u Bomnpocet ABQOL cocpenorodens Ha 6oy,
KauecTBo »U3HU NAIIMEHTOB C 3y/ie, 3aKUBJICHUH, IEPECCHH U OECIIOKOMCTBE,
ayTOMMMYHHBIMU ITy3bIPHBIMU Bonpocsl TABQOL cocpenoToueHs! Ha
JepMaTO3aMHu, MOJTyYaIOIUX JICYEHUE | KOJIMYECTBE JIEKapCcTB, PMHAHCOBOM OpEeMEeHH,
(TABQOL) YCTIIOCTH, COCPEAOTOUECHHOCTH U CTpaxax,
CBSI3aHHBIX C PELIUUBOM.
[Mpumeuanune: GHQ-28 — General Health Questionnaire; SF-36 — Short Form-36; TABQOL — Treatment Autoimmune Bullous Disease Quality of Life
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I'/TABA 2. MATEPHUAJIBI U METO/IbI UCCJIEJOBAHUA

PabGorta BbllonHeHa Ha 0asze Kadeapbl JEPMATOBEHEPOJIOTUH U KOCMETOJIOTHUU
OI'bOY BO «KupoBckuil rocy1apCTBEHHBIN MEAULMHCKUN yHUBEPCUTET MUH3ApaBa
Poccuny», cpoku BeinonaHenus padbotel 2017-2023 rr.

Habop maTepuana ocyiecTBIIeH Ha ClIeIyIOMKX 0azax:

o KOI'bBY3 «KupoBckuii 001aCTHOM KIMHUYECKUI KOXKHO-BEHEPOJIOTHUECKUN
nucniancepy (r. Kupos);

. OI'BY  «l'ocymapCcTBEHHBI  HAy4HBIM LEHTP JAEPMATOBEHEPOJIOTHH U
kocMmeTosioruu» Munsapasa Poccuu (dbunuan r. Huxuuii Hosropon);

o CIIo I'bY3 «I"opoackoit KO>KHO-BEHEPOJIOTMYECKU I JTUCTIAaHCEP»
(r. Cankr-IleTepOypr);

. I'bY3 «YensabuHckuii 007aCTHOM KIMHUYECKUM KOXKHO-BEHEPOJOTHUYECKUM

nuctiancepy (r. YensiOuHek);

o bY3 VP «PecnybOnukaHCKUil KOXHO-BEHeposiornueckuil aucnancep M3 YPy»
(r. MxeBck);
. bY3 BO «Boponexckuil 001aCTHON KIMHUYECKUN HEHTP CHEHHUATU3UPOBAHHBIX

BHI0B MEIMITMHCKON oMot (. BopoHex);

o I'V3 «Tynbckuii  00JacTHOW  KJIMHUYECKUM  KOXKHO-BEHEPOJOTHUECKUU
nucniancepy (1. Tyna);

. 'AY3 «PecnyOnukaHCKUN KIMHUYECKUN KOKHO-BEHEPOJOTHUECKUN JTUCIIaHCED

MunuctepcTBa 3apaBooxpanenus Pecriyonnku Tatapcran umenu npodeccopa A.I'. I'ey

(r. Kazanp);

o I'bY3 BO «O06nacTHOI KOXKHO-BEHEPOJIOTHYeCKH nucnancepy (r. Bnagumup);

o I'bY3 «Camapckuii 00JaCTHOM  KOKHO-BEHEPOJOTHUECKUW  JIUCTIAaHCEP»
(r. Camapa);

o I'V3 «IlepMckuii 06;1aCTHOM KOKHO-BEHEpOJIOrnYeckuil nucnancep» (r. Ilepms);
. I'BY PMD «PecnyOnuKaHCKUNA  KIMHUYECKUH  KOXKHO-BEHEPOJOTHUECKUU

mucnancepy (r. Momkap-Oia).
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AHann3 61000pa3IoB OCYIIECTBIUICS B CIAEAYIOUIUX YUPEKICHUAX:

° nabopartopusi MMMYHOI€MaTOJI0I M1 OI'bYH «KupoBckuit
HAay4YHO-HCCJIEIOBATEIbCKUM WHCTUTYT TeMaToJioruu u nepenuBanus kposu OMBA
Poccun» (r. Kupos);

o [entpanu3oBaHHasi  KJIMHUKO-IUMarHoctuueckas  ygabopatopusi  KOI'BY3
«KupoBckas obnactHast kKinHU4eckas 0oiabHuLa» (T. Kupos);

. 00O «Hay4yHo-MeTOIMUYECKUN IIEHTP KIMHUYECKON JIa0OpaTOPHOU AUArHOCTUKU

Cutunady (r. Mocksa).

2.1. MeToabl Hccjae10BAHUSA

HccnenoBanne BKIOYAIO B ceOs cOOp kanod M aHAMHECTHMYECKHX JTaHHBIX
uccienyemMbix  OonbHBIX. W3  anHamHe3a Obuia nonyyeHa uUHopMamus o
MPOJOKUTEILHOCTH 3a00JI€BaHMs, XapaKTepe TEUEeHHs] M YacTOTe pPEIUIUBOB
nepmarto3a, Tpurrepunix (akropax. IIpoananusumpoBaHa mpeauIecTByOIIas Tepamnus,
HaJM4yue COMYTCTBYIOUIMX 3a00JIeBaHUW M TPUEM COIMYTCTBYIOIIMX JEKAPCTBEHHBIX
MpenapaTos.

BxiroueHne naieHToB B UCCIEA0BAaHUE OCYILECTBISUIOCH ITPU 00CIEIOBAaHUH KaK
BIIEPBbIE OOPATUBIIMXCSA 3a MEAMIMHCKOM IOMOUIIbI0, TaK M TMPU MOBTOPHBIX
oOpamIeHusIX COCTOSAIINX O] TMHAMUYECKUM JTMCIIaHCEPHBIM HAOII0ICHUEM TTAI[UEHTOB
C YCTaHOBJICHHBIM JIMarHO30M BbILIEIIEPEUUCIECHHBIX MMy3bIPHBIX 1€pMaT030B. Jluarnos y
KOKJI0TO OOJTBHOTO BepU(MUIIMPOBAJICS HA OCHOBAHWH BBISBICHHBIX KIMHUYECKHUX
MPU3HAKOB 3a00JIeBaHUs, aHAMHECTHYECKUX CBEJEHUN, a TaKKEe B COOTBETCTBUH C
KIIMHUYECKUMHM pekoMeHauussMu Poccuiickoro oOmiectsa J1€pMaTOBEHEPOJOTOB U
KOCMETOJIOTOB MO JTUATHOCTUKE M JICUCHUIO JIepMaTOJIOTHUecKux 3abosieBanuii 2016 r.:
MPOBEJECHHBIM IIUTOJOTUYECKUM HCCIEAOBaHMEM (HAXOXIEHUU KiIeTOK TraHka),
JTAHHBIX TUCTOJIOTUYECKOTO UCCIIEIOBAHUS, peakuuu HEMpsAMOH
umMmyHodmroopectienninu  (ompenenenune  IgG B mepudepuyeckoil  KpOBH),
nMMyHO(pepMeHTHOTO aHanu3a (ayroanturena kK Dsgl m Dsg3, aHTHTENa K aHTUTCHY

OymnesHoro memduronga BPI80 wu riauMkonpoTenHy BHYTpPEHHEH IUIACTHHKH
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nonynecmocoMmbl BP230) [38]. YpoBeHs GopMupoBaHus my3bIpell ONpenessiin myTeM

THCTOJOINYCCKOI'O UCCIICIOBAaHMA.

2.1.1. Kiimnn4yecKkue MeTOAbI HCCJIE10BAHUS

OcMmoTp OONBHBIX MPOBOAWIN MPH TEPBUYHOM OOpAIEHHMH M €XKEMECSYHO Ha
MPOTSHKEHUHU BCETO Kypca HAOJIIOJICHHS 3a MAaIllMeHTOM M IPOBOJMMOM Tepanuu. Y
o6onpHBIX ¢ BIT u JICII oneHuBanu TUHAMUKY JAEPMATOJIOTHUYECKOIO CTaTyca, oOIee
cocrosiHue, aepmarosiornuecknii uHiaekc PDAIL YV nmamuwentoB ¢ BII paccunthiBanu
naaekc BPDAI ¢ uenwro onpeneneHus CTENEHU TAXKECTH NaTOJOTHYECKOTO MpoLecca 1
0OIIIEr0 COCTOSTHMS MAaIlEHTOB.

VYuuteiBas TO, 4TO AyTOUMMYHHBIE My3bIPHBIE JEPMATO3bI — FETePOreHHAas TpyIina
PEIKUX KOKHBIX 3a00JICBaHUHN, OHM [TO-PA3HOMY BJIMSIOT HA KAY€CTBO KU3HHU MAIlUEHTOB.
Kpome Toro, cremenp TskecTH 3a00JIeBaHUS TaKXe SIBISACTCS HEOTHOPOIHOM,
KoJIeOJIeTCS B 3aBUCHUMOCTH OT 3a00JIEBaHUS UM OT METOJMKH IPOBOJUMOMN TEpamuu.
[ToaToMy HE0OXOAMMO HMETh OOBCKTHBHYIO CHCTEMY OIICHKH BBIPaKCHHOCTH
MaTOJOTHYECKOTO TPOoIlecca, YTOOBI ONMPEACISTh JOIKHYIO TaKTHKY, KOHTPOJIUPOBATH
PE3YJIBTaTUBHOCTD IMPOBOJUMOMN TEpalMu U KOppeKTUpoBaTh jedeHne. CyObeKTHBHBIC
METOJIbI OIICHKH TSHKECTH 3a00JIeBaHUS UMCIOT 3HAUNUTEIIbHBIC BapHUAINH, SIBJSIOTCS 10
(dbakTy HEHaJC)KHBIMH, HETOYHBIMH M 3a4acTylO0 HeIocjeAoBaTeabHBIMU. [loaTOMYy
MMOCTOSTHHO TPEJIaraloTcsl W COBEPIICHCTBYIOTCS CHCTEMbI BepH(UKAIIUHA, YTOOBI
obecrieunTh OOBEKTHUBHBIC CTaHAAPTU3UPOBAHHBIC 3HAYCHUS, OTPAKAIOIIUE CTEICHBb
TsDKEeCTH 3a0oisieBaHusa. KpoMe TOro, KojnuecTBeHHas OIlEHKAa CTENEHU TSHKECTH J1aeT
BO3MO’KHOCTh TPOBOJWTH PA3HOr0 pojJia KIMHUYECKHE cpaBHeHus. Kaxmas cucrema
OIICHKHM JIOJDKHA OBITh TMPOBEPEHa, YTOOBI YOETUTHCS, UYTO OHAa JICHCTBUTEIBHO
KOppEIUPYET C aKTUBHOCTHIO 3a00seBanms. Kak yxe ynmoMuHanoch Boiie, nHaeke PDAI
CUUTAETCSl «30JIOTBIM CTaHJIAPTOM» Ui KJIMHUYECKUX uccienoBanuii [82, 101, 129],
OJIHAKO CYIIECTBYIOT MNPOTHUBOPEYMBBIE PEKOMEHAAIMU OTHOCHUTEIBHO TOPOTOBBIX
3HAYCHUHN JJIs JIETKOHW, CpeaHed M TsDKEJOoW cTerneHu 3abosieBaHus. B umccinemoBaHum

T. Shimizu et al. (2014), a Takke R.L. Krain et al. (2021) onpenenstoT moporosbie
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3Ha4YeHUs1 < § OAJJIOB ISl JIETKOTO U > 25 0aioB JJIsl TSAXKEIOro TEUSHUs My3bIpYaTKU
[82, 129, 148]. C. Boulard et al. (2016) onpenensiun JIETKOE U TSHKEIOE 3a00I€BaHUE KaK
<15 OamnoB u >45 GamioB coorBeTcTBeHHO [82, 101]. OTCyTCTBHE YHHMBEpCATbHBIX
MOPOTOBBIX 3HAUEHUU 3aTpyAHseT HA0Op B uccieoBaHue. B HameMm uccienoBaHUM
noporoBbie 3HaueHus PDAI ajist nerkoro, yMEpeHHOTO U TSKEJIOro 3a00JieBaHUs ObLIN
ompeiesieHbl CIeayoIUM o0pa3oM: jierkoe TeueHue < 10 0aymioB, yMEpPEHHO-TSHKENI0E
teueHue 11-24 Gamnos, TsKenoe TeueHue > 25 0auioB. DTH JaHHbIE KOPPEIUPOBAIIH C
nHaekcom PGA.

B uccnenoBanue ObUTM BKIIIOYEHBI KAK MAI[UEHTHI C AKTUBHBIMU MPOSBICHUSMHU
3aboneBanuit (BII, JICII u BII) — y HuX Obula ompeleieHa CTENeHb TKECTH
MaToJIOruYecKoro npoiiecca (¢ ucnosp3zoBanueMm nHaekcoB PDAIL BPDAI PGA), Ttak u
B CTaIMI0 PEMUCCHUH, C PaHEE YCTAHOBJIECHHBIMU BBIIICTIEPEUUCICHHBIMU JUATHO3AMH J1JIS
ONpeIeNICHUs] KOPPEIIALNU psiia OKa3aTeseil Co CTeNeHbl0 aKTUBHOCTH IIpoliecca.

Bce 0osnbHbIE 3aMI0HSIM ONPOCHUKHY KadyecTBa ku3Hu DLQI ¢ nensto nonydyeHus
OLICHKH COCTOSIHUH 3/I0POBbsI HEMIOCPEJICTBEHHO OT MALMEHTa, B TOM YHUCJIE U B MIPOIECCe
JI€YEHUS.

HccnenoBanre ObLIO MPOBEICHO C yU€TOM TpeOoBaHUM XeJIbCUHCKON AeKIapaluuu
BcemupHoii acconuanny « OTUYECKHE MPUHIUIBI IPOBEACHUS HAYYHBIX MEIUIIMHCKUX
HCCIICIOBAaHUM C ydacTueM uesioBeka» ¢ mompaBkamu 2000 r. McciemoBanue ObLIO
onoopeno studeckum komutetom ®I'BOY BO Kuposckuit MY Munzapasa Poccun
(mpotokonn Nel0/2024 ot 20 wmas 2024). Ilpunuun QopmupoBaHus rpynm —
napayieIbHbIA, OTKPBITHIM, CTPAaTU(PHUIIMPOBAHHBINA. Y BCEX MAIMEHTOB C IMy3BIPHBIMU
JIepMaTo3aMu TPEABAPUTENIBHO ObUIO MOJMYyYeHO HWH()OPMUPOBAHHOE COIJIacHe Ha

y4aCTHC B HCCICAOBAHHH.

2.1.2. MeToabl KJIMHUKO-1A00PATOPHON IMATHOCTUKH

NcxonHo u B JuHaAMHMKE 4epe3 12 MecsleB MNaTOreHETUYECKOW Tepanuu

BUTaMUHOM D wucclienoBaluCh TMOKa3aTeld YpPOBHS 25-rujpokcuBuUTaMuHa D

(250H-Vit D) B chIBOPOTKE KPOBH, IPOM3BOJIUIIOCH OMPEACICHHE HMHIACKCOB CTEIECHU
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TsKECTU 3a00JIeBaHUS 0 Hayala COIyTCTBYIOIIEH Tepanuu BUTaMUHOM D u yepe3 12
MECSIIIEB JICUEHUS.
V Bcex nmanueHToB ObL1a MPOU3BEEHA OlIeHKa YpoBHs oo1ero IgE, mporpomOuna,
MPOTPOMOUHOBOTO BpeMeHH, pudbpuHorena, D-numepa B CBIBOPOTKE KPOBHU.

OcymiecTBieHo TunupoBaHue amieneir rucrocomectumoctd HLA 1 (A, B) u

HLA II (DRB1, DQAI, DQB1) kraccos.

2.1.2.1. IToka3zaTesiu KOAryJasAUN

[TokazaTtenu koarymasnuu ObUTHA OTPEIEICHBI y BCEX ManMeHToB. MccaenoBanuch
ypoBHH TpoTpomOuHa, ¢GubpuHorena, D-mumepa. IlpoTrpoMOuH ompenemnsim
aBTOMATHYECKUM KJIOTHHTOBBIM MeToaoM mno cranaapty NCCLS (National Committee
for Clinical Laboratory Standards), ¢uOpuHOT€H — aBTOMATHYECKUM METOIOM II0
Knaycy. D-gumep ompenenssicss aBTOMATHYECKMM HMMYHOTYPOUIUMETPUIECKUM
METOJIOM W KOJMYECTBEHHBIM ONpEIeNieHHEeM aKTMBHOCTH B IwiasMme. MccrmemoBaHue
JAHHBIX TIOKa3aTelield OCYIECTBISJIOCh HA aBTOMATHUECKHX aHalu3aTopax reMocTasa
«STA-R Max» u «STA-Compact Max» ¢ kouTpoJsibHbiM MaTepuaioM STA-SYSTEM u
Liatest Control STA, exeaHEeBHBIM BHYTPHJIA0OPATOPHBIM KOHTPOJIEM KadecTBa C
WCIIOJIb30BAHUEM JIBYX YPOBHEHW KOHTPOJIBHOTO MaTepuasa. BHEIHss olleHKa KadyecTBa
1a0opaTOpPHBIX HcclenoBaHu mpousBoamwiack nocpeactsoM EQAS buoPan, CIIIA,

Coagulation Program ¢ ucnonbs3oBanuem nporpammsl «Koarymsimus.

2.1.2.2. O6mmit ummyHorJ100yauH E u 25-ruapoxkcuBuramun D

JlanHbie MoKa3aTenu oTpeesIH aBTOMATHYECKUM DIIEKTPO-
XEMIITIOMHUHECIIEHTHBIM UMMYHOAQHAIIN30M, KoJimdecTBeHHBIM omnpezenenrnem NCCLS B
CBIBOPOTKE M IIJJa3M€ Ha MOIYJbHOW TuiatopMe s OHMOXMMUYECKOTO U
MMMYHOXHMHYECKOTO aHanmu3a ¢ npuHaiexkHoctsmu Cobas 8000 ROCHE w
aBTOMaTn4eckoM nMmyHoxumuieckoM aHanu3arope UniCel® DxI 800 Beckman Coulter

c KoHTpoJibHBIM MatepuasioM Lyphochek Immunoassay Plus Control, BIO-RAD,
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€KETHEBHBIM BHYTPUIA00OPATOPHBIM KOHTPOJIEM KAadeCTBAa C HCIOJIB30BAHUEM TpPEX
YPOBHEH KOHTPOJIBHOTO MaTepuana. BHemHsiss oOleHKa KadecTBa J1aboOpaTOPHBIX
uccienoBannil ocymectBisiack nocpeactsoM EQAS, buoPan, CIIA, Immunoassay

(Monthly) Program, B exxemecsiuHOM TporpaMMe Mo UMMYHOXHUMUHU.

2.1.2.3. MeToabl TKAHEBOI0 TUIIUPOBAHUSA

NmmyHonornueckoe tunupoBanue antureHoB HLA knacca | mpoBommiu B
MHUKPOJUM(POIUTOTOKCUYECKOM  TecTe€ C  CbhiBOpoTKamMu  GupMbl  «l'ncanc»
(r. Cankrt-IletepOypr, Poccust). JIuM@oOIuThl 111 TOCTAHOBKH PEAKIIUU BBIICIISUIN U3
nepudepudeckoit kposu ¢ koHcepBaHToM K3-DJ[TA meTomom neHTpudyrupoBaHus B
rpagueHTe ITUIOTHOCTH C WCIIONh30BaHWEM pacTBOpa (UKOII-BeporpadguHa, 3aTeM
KJIETKH JBAX I OTMBIBAIH pacTBOpoM X3HKca pupmbl «[TanDKO» (r. MockBa, Poccus).
[TonydeHHYO KIIETOYHYIO B3BECh J0BOIMIN 10 KoHIeHTpanuu 3000—4000 mumdonnuTos
B 1 Mmm>. IIpo6y BBIMONHATH B 60-IyHOUHBIX MUKPOILIAHIIETaX Tepacaku, B KaxkIylO
JYHKY KOTOPBIX OBLIM BHECEHBI MOJI TSHKEJI0€ MUHEPAIbHOE MACIIO aHTUIICUKOIIUTapHBIC
TUCTOTUIIUPYIOLIME CHIBOPOTKH B 00beMe | M. MUKpPOIUIAHIIETHl C CHIBOPOTKAMHU
XpaHWIM B XOJOaWiIbHMKe npu Temmneparype munyc 40°-50°C u pasmopaxupanu
HEMOCPEACTBEHHO Tepell ncnoiib3oBanuem. lnpunem ['aMuinbTOHA B KAXKAYHO JYHKY
no0aBisiM 1Mo 1 MK MOJYy4YeHHOM CycreH3uu JHUMGPOIUTOB M HHKYOUpPOBAIH
mukpormnanimers: 30 MuayT B Tepmoctare npu 37°C. JInopuimsnpoBaHHbIH KPOIMUMIA
KOMIUIEMEHT pa3BoAwid B 1 Mia AucTWLiMpoBaHHON Bojwl. Ilocie uHKyOuMpoBaHUS
MJIAHIIETOB BHOCWIJIM IO 5 MKJI KOMIIJIEMEHTA BO BCE JIYHKHU U BBIICP>KUBAIH TIAHIIETHI
MIpU KOMHATHOU TeMIieparype B TeueHue 1 yaca. 3atem B TyHKH J00aBisiu mo 3 Mxia 1%
pacTBOpa TPUIIAHOBOI'O CUHETO, KOTOPBIM OKPAIIUBAET TOJBKO JIM3UPOBAHHBIE KIIETKHU.
VYyer pe3ynbTaToB peakiuyd MPOBOAMIN MO KOHTPOJIEM MUKPOCKONA MPHU YBEIUYECHUH
100x. Ilpu »sTOM >ku3HECHOCOOHBIE JUMQPOUUTHI MPEACTABISIA COOOW MEJKue,
OJiecTsIIME HEOKpallleHHbIE 00pa30BaHUsl, TOT/1a KaK MEPTBbIC JTUM(OLUUTHI — KPYIHBIE,
TEMHOOKpAIIIEHHBIE, C Pa3MBITBHIMU KOHTYypamu KieTku. CTeneHb peakiuu OLleHUBAIU B

Oaiiax, TMOJIOKUTENbHBIM CUMTAIM Pe3yJbTaT NpU Haauyuu B JiyHkKe Oosee 10%
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HEKHU3HECIOCOOHBIX KJIETOK (B OTPUIIATEIILHOM KOHTPOJIE ¢ HEUMMYHHOUN CHIBOPOTKOM
AB(IV) He nomxHo Habmonarees 60omaee 5—10% morudmux auMmdonuton) [25].

Cnemudpuunoctu HLA xnacca I (HLA-amnenu nokycoB DRB1, DQA1 u DQBI)
BBISBJSUIM METOJIOM MYyJbTUIIpaiMepHOU mojuMepasHoi nenHoit peakuuu (I1LP) c
Habopom peareHToB Qupmbl «IHK-Texunonorus» (r. Mocksa, Poccust). O6pazust JTHK
noiyyanu ¢ nomoibio Habopa peareHToB «ITPOBA-PAIIN]] TEHETUKAY, kxak ObL10
onucaHo Beimie. Jlis tunupoBaHusi cneuuduuHocTeil okyca DRBI1* ucnonb3oBanu
rotoBbie cTpunbl A U B co cMmechio s amnudukanum, 3amnedyataHHon napapuaom. B
Kaxaylo JayHKy BHocwiu no 10 mxim pactBopa Taq nmommmepassl u mo 20 MK
MHUHEpAJIbHOTO Macina. [[o0aBisnum mo 5 MK HccleayeMbIX o0pa3loB B KaXKIYIO
MPOOHUPKY CTPUIIOB, MOCJE YEro MOMEIIATd UX B IpuOOp. 3amycKaiu MpOorpaMMHOE
obecrieuenne RealTime PCR B pexume «Pabora ¢ mpubopom». Jlns TunmupoBaHUs
nokycoB DQA1* u DQBI1* roroBunmu cmechk [IIIP-0ydepa ¢ Taq-AT-mommmepasoid,
cmMemmBas B oTAenbHOM mpobupke: 10 x  (N+1) wmxm TIHP- Oydepa;
0,5 x (N+1) mxn Taq-AT-nmonumepassl; rae N — KOJIHYECTBO MPOMapPKUPOBAHHBIX
npobupok. B mpoOupkm BHOcmam 1o 10 Mk roToBo cmecu, 1o 20 MK
COOTBETCTBYIOIIEH cMecH Mg amiumpukauuv, no 20 MKJI MHUHEpPaIbHOTO Macia.
B cooTBeTcTBYyIOmMME TPOOUPKH IS MCCIETyEMbIX OOpasIoB MOO0ABISIN IO 5 MKI
BbIIENICHHOTO #M3 o00pasinoB mpenapara JHK B cooTBercTByromme mTpoOOUPKU st
UCCIIeyeMbIX 00pa3lioB © ycTraHaBnuBaiu ux B mnpudop JT-96. 3amyckamu
nporpammHoe obecrnieuenue RealTime PCR B pexume «Pabora ¢ mpubopom» [25].
Habop pearentoB mo3BossieT BoIABIATE 13 rpymnm amieneit rena DRB1 (DRB1*01, 04,
07,08, 09,10, 11, 12, 13, 14, 15, 16, 17) u 11 rpynn amneneit rena DQB1 (DQB1*0201,
0301, 0302, 0303, 0305, 0401-2, 0501, 0502/4, 0503, 0601, 0602-8).

YtoOBl OmNpeAeNuTh CTENEeHb AacCOIMAIMM OTAEIBHBIX TPYNI W HO30JIOTHIA
My3bIPHBIX JIEPMAaTO30B C HMMMYHOT€HETUYECKUMH TlapaMeTpaMu, ObUI pacCUUTaH
kputepuii otHocutenbHoro pucka (RR) [301]. Kpome Toro, paccuuThiBaiIucCh

stnonornyeckue (EF) u mpodpunaxkruaeckue (PF) dpakmuu.
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2.2. CTaTUCTHYECKHUI aHAJIN3

CTaTUCTUYECKHUI aHAIN3 U PACUET BBIMOJIHEH C MOMOIIBIO 3JEKTPOHHBIX TaOIuIl
Microsoft Excel u crarncTtuueckoro makera Jyisi conranbHbix Hayk SPSS Bepcum 22.0
(IBM Inc., Apmonk, Hpio-Mopk). OnucarenpHas CTaTHCTHKAa COJIEpKala CpeIHee
3Ha4YeHHe, cpeaHee kBaapatuueckoe otkiaoHeHue (CKO), cpeaHioo ommoOKy CpeIHEro
(COC), 95% noBepuTenbHBIN UHTEPBAJ, a TAKXKE MEIMAHy U KBAPTUJIIU.

HopMaiibHOCT JaHHBIX oOLEeHWBaNM 10 Kpureputo Kommoroposa-CmupHoBa.
Hemapueiii t-kpuTEepUil HCHOIB30BAIM IS CPABHEHHS OMUCATEIBHOM CTATHCTUKHU
MalMEeHTOB C MY3bIPHBIMH JEpMaTO3aMH U KOHTPOJBHOW rpynmbl. ToT ke TecT ObuI
WCIMOJIB30BaH Il CPaBHEHUs MApaMeTPOB MALUMEHTOB C Iy3bIPHBIMU JE€PMATO3aMH C
HOpPMAaJbHBIM ypOBHEM BHUTaMHMHA D M ManUMEeHTOB C HEAOCTATOYHOCTHIO U ACHUIIMTOM
BuTaMuHa D. MennaHa mmoka3areseil akTUBHOCTH 3a00J1€BaHUS U [IOKa3aTeIed KauecTBa
KW3HA B JIByX TIpyIIax I[MaOUEHTOB C IIy3bIPHBIMU JAEPMATO3aMH N0 U IMOCIE
12-MecsiyHOrO TMpUMEHEHUsT BUTaMHMHAa D CpaBHUBAINCH C HCHOJb30BAHHEM TECTa
ManHa-YutHu.

KareropuanpHple JaHHBIE CPAaBHUBAINCH C  HCHOJIB30BAaHWEM  KPUTEPUs
accounanuu Xu-kpaapar (y2). IIpu uucie HaGMIOAEHUH B Tpymme <5 1y KpUTepHs >
MIPUMEHSIA TOYHBIA KpuTepuil @uiepa.

Yacroty BcTpeuaeMocT n3ydaBmmxcss HLA-reHoB onpeaensiay Kak MpOLEeHTHOE
COOTHOIIIEHUE WHIUBUJIOB, HECYIIMX AHTUTCH, K OOIIEMYy YHUCIy OOCIEJOBAaHHBIX B
rpynmne [23, 37]. Jlsig BeIYMCIEHUSI 4acTOThl (PEHOTUNOB U TAIIOTUIIOB UCIIOIb30BAIH
OTAEJBbHBIE PACUETHI ISl JOKYCOB A M B, a 4acToTy ramioTUIIOB pacCUMTHIBAIM 10
dbopmyine, npennoxenHoit P. Mattius et al. (1970):

Hij = pi - pj +DA,
r7ie pl —4acToTa reHa Jiokyca A; pj —yactoTa reHa jiokyca B; DA — rameTHas acconanus
WA CTENEHb HEPAaBHOBECHOI'O  CLEIUIEHUS, OTpPa)karollas pasHULy MEXIY
JNEUCTBUTEIILHOM YAaCTOTOW TamjoTANa B MONYJALMA W OXHUIAEMOW BEIMYUHOM,

HOJ'Iy‘—IGHHOfI OT IIPOU3BCACHNA 4aCTOT ABYX I'CHOB.



106

3navyenue D Boruncsaum no popmyiie:

D=\E— b+d c+d
n n n

B KOTOPOM N — YKCIIO UCCIEAOBAHHBIX UHANUBUIIOB; b, ¢, d — 3HAUEHUs, OTyUYEeHHBIE PU

COCTAaBJIEHUH PEIIETKH «2X2%.
Jns yCTaHOBIEHHS CYHMIECTBEHHOCTH PAa3JIMUMil B XApPAKTEPE pPACHPEACICHHUS
I'€HOB B CPaBHUBAEMBIX IPYIIAX ONPENENIsIM KpUTepuil cornacus (%) ¢ HOIpaBKoil Ha

HENPEPBIBHOCTh Bapuamui Y ates:

2
(ad—bc—nj -n
X? = 2

(a+b)(c+d)(a+c)(b+d).

[Ipu >TOM yuCIEHHbIE 3HAYCHHS MPU3HAKOB, MOJYUYEHHBIE B COIMOCTABIISIEMBIX
BBIOOpKAX, pacrojarajiv B BUJI€ YEThIPEXIOIbHOMN TabIulIbL, T1I€ a, b, ¢, d — YUCIEHHOCTh

rpyii, n — obuiee yncio Hadmoaenuit (Tabnuma 9).

Tabmuna 9 — YeThlpexnonbHas Ta0IMIA U1 BEIYUCICHHS

Yucja0 UHAUBUIOB
I'pynnsl cpaBHeHHs Cymma
C QHTUT'€HOM 0e3 aHTUreHa
Bomnbuble a b atb
310poBBIe c d ctd
Cymma atc b+d at+b+c+d=n

[Ipy HynEeBBIX YACTOTaX U 3HAYCHUSIX MEHEE 5 B OJHOM W3 MOJIEH TaOJHUIIBI C
YETBIPbMSL  TOJSIMU ~ WCHOJIb30BAJCA  JIBYCTOPDOHHUM  Kputepuit — Duiiepa,
CKOPPEKTUPOBAHHBIN C YyUETOM KOJUYECTBA T'€HOB.

YtoObl oOmpeAenuTh CTENEeHb AacCOlMalMy OTIAEAbHBIX TPYNI U HO30JOTHI
My3bIPHBIX JEpPMaTO30B C HMMYHOT€HETHMUECKMMH TMapaMeTpaMH, ObLUT pacCuuTaH
kputepuit otTHocuTenbHoro pucka (RR) [302]. Ecnu fn — yactora rena B ucciemayemoit

rpymre, a fk — yactoTa TOro *e aHTUreHa B KOHTPOJIbHOU IpyMIie, TO:

_ L= 1)

AUS
B cnydae, xorga omHo W3 3HadeHud Obwo 0, wHcmonb3oBaiack ¢Gopmylia

JIx. Xonnaeiina (1956):
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_2a+1 2d +1
2b+1 2¢+1

Cuwuraercs, uto npu RR, paBaom 2,0 unu Gojee, uMeeTCs MOJI0KUTEIbHAS CBS3b
cuMIToMa ¢ 3a0ojieBaHUEM, TO €CTh CYIIECTBYET MPEApPaCIOI0KEHHOCTh K
MaHpudecranuu 3adoneBanusa. Ecim 3nadenme RR <1,0, oTMedaeTcs yCTOMYHMBOCTH
VHIMBHAIYyMa K 3TOM marojioruud. EF omnmceiBaeT cuiny MOJ0XKUTEIBHON CBS3U U
paccunTthiBaercs mpu RR > 2,0, T. e. noaTBep)KaaeT npeapacnonoKEeHHOCTb K Pa3BUTHIO
3aboneBanusi. PF (pakuus xapaktepusyeT cuily OTpHUIATEIBLHOM Aaccolualuv U
Bbruncisierca npu RR < 1,0.

EF paccuutsiBanu o ¢popmyie:

rae F —vacrora nmpusHaka y OOJIbHBIX.
PF xapakrtepusyer cuiy OTPULATEIBHOM acCOLMAlMU U PACCUUTHIBACTCS IPHU
RR < 1,0 mo ¢popmyse:

pr = U-RR)<F
RR*(1-F)+F

Berancnenve mnomyssIMOHHO-TEHETHUYECKUX XapaKTEPUCTHK OCYIIECTBIISIIA C
WCITOJIb30BaHUEM MPOTPAMMBI «Antigeny.
Jns  omnpeneneHus  CcpeaHeM  OMIMOKM  OTHOCUTENIbHOW  BeauuyuHbl  (P)

HCITOJIb30BaNaCh cleayoIas Gopmyna:

mp:

n
s

rae P — otHocutenpHas BenuunHa, = 100-P (ecnu mokaszartenb BIpakeH B MPOIIEHTAX);
n — uncio HaOmoaeHuit. [Ipu uucne nabmonenuit menee 30 B 3HaAMEHATENb CIEAYET
BBECTH n-1.

JloCTOBEpHOCTh BHIOOPOYHOUM Pa3sHOCTU U3MEPSIETCS JOBEPUTEIBHBIM KPUTEPUEM
(KkpuTepueM TOYHOCTH t), KOTOPBIM pacCUuThIBAJICA MO cheayromed dopmyne (as
OTHOCHUTEJIbHBIX BEJINUUH):

B-P,

[ 2 2
mi1+m2
M

t:
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rae Pi, P> — mapamerpsl, nojrydeHHbIE TPU BEIOOPOYHBIX UCCIEIOBAHUAK; M1, M2 — UX
cpeanue omuOku. PasHOCTh AocTOBEepHA mpu t > 2,0, UTO COOTBETCTBYET BEPOATHOCTH

0e301mMnO0YHOro MPOTHO3a, paBHON 95% 1 Ooee.

2.3. Meroabl Tepanuu

B rpynmy nans mnojiydeHus TEHHO-WHXXEHEPHOTO OHOJOTMYECKOTO Mpenapara
puTyKkcumMad ObUI0 0TOOPAaHO 8 UENTOBEK C TSHKENIOU cTeneHblo TskecT BIL: 4 My X4uHbI,
4  keHmMHBI.  JMarHo3pl y  TAUMEHTOB  BEPUUIMPOBAHBI  KIMHUYECKH,
natoMopdOJIOTUYECKH W C IMOMOUIBI0 METOoAa HEMpsSMOW HMMYHO(IIOOPECUEHIINH.
Tepanuio HayuMHAIM B BUJIE€ JBYKpPaTHOM, BHYTPUBEHHOH, KameibHON WHPY3UHU
putykcumaba mo 1000 mMr ¢ uaTEpBasOM B 2 Henenu Ha (OHE MprueMa MPeTHU30JI0HA B
TOM JXe 703€, Ha KOTOpPOW HAXOIWIHNCh JI0 Hadajga Tepamuu putykcumadbom. [locie
cTabuiu3anuu mpoiecca (aKTUBHOM AMUTENHU3AIMN UMEIOIINXCS 3PO3UN, OTCYTCTBUS
MOSIBJICHUSI CBEXKMX OYJUIE3HBIX M DPO3HBHBIX JIEMEHTOB), OTCYTCTBHS CYOBEKTUBHOMN
CUMIITOMATHKHU B BUJI€ OOJU U A KEHUS, HAUMHAJIU [IOCTENIEHHO CHUXKATh CYTOYHYIO 103y
npeaHu3oi0Ha 1o 1,25 mr, He varie 1 pa3 B 2 Heieu, BILUIOTH /10 TTOJHOM OTMEHBI Yepe3
5—-6 MecsueB. Y Bcex MNalMEHTOB J0 Hayajga TEepanud U [0 OKOHYAHUU JI€UEHUS
ONpENEeIsId CTENEHb TSHKECTH MAaTOJOTMYECKOTO IMpollecca ¢ MPUMEHEHUEM HHJEKCa
PDAI n unaekc kauectBa >xu3nu DLQI.

[laniueHThl, OTOOpaHHBIE B TPYNIy /Ui TOJYyYEHUS TEHHO-UH)XEHEPHOTO
OMOJIOTMYECKOT0 Tperapara oMaJau3ymMad, mojyqyaiy mpernapar moaKkoxHo, B 103e 300
mr Ha Henenax 0, 4; 8; 12; 16; 20; 24; 28; 32; 36; 42.

B rpymimy nmst npoBeieHus Tepanuu oMann3yMadoM ObUTO OTOOPAHO 5 MalueHTOB
(3 myxunn u 2 xenmwmusl) ¢ JCII. [IuarHo3sl Bepu(HUIIMPOBAaHBI KIMHUYECKH,
MOATBEPKIAEHBI aToMopdosiorniyecku. Bee maneHTsl BKIIOYEHBI B UCCIEOBAaHUE BO
BpeMsi OOOCTpEHMsI  MaTOJOTMYECKOTO  MpOIecca, KIMHUYECKHE  MPOSIBICHUS
HaOMIOAAIMCh HE MEHEee YeM B TpeX AaHaTOMHYECKHX 30HaX, CTENEeHb TSKECTU

MaToOJIOTMYECKOTo mpoiiecca onpeaensiaach nuaekcom PDAIL Muaekc kadecTBa KU3HU
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DLQI onpenensuiics 10 Hayana TEpAnvuy U MO0 OKOHYAHUU JICUEHUS TEHHO-UHKEHEPHBIM
OMOJIOTMYECKUM MpernapaToM OMalinu3ymao.

Jns mpoBeneHHs CPaBHUTEIBHOTO HMCCIEAOBAHUSA MO NMPUMEHEHHIO Npenapara
BuTamMuHa D Obuio copmMupoBaHo 2 TpyIiibl MAIUEHTOB C BBIICTIEPEUNCICHHBIMU
My3BbIPHBIMU JE€PMATO3AMH.

VYposenbp 250H-Vit D oneHunu y Bcex HCCIEAYyEMbIX MAIlMEHTOB [0 Hayaia
uccienoBanus 1 uepe3 12 MecsieB Tepanuu X0oaeKalbludeposioM.

B nepByto rpynmny BoILIM MaMEHTHI ¢ My3bIpHBIMU AepMmaTo3amu (BIT, JICII, BIT),
nonyyaromue npenapat Butamun [I3 8000 E/l/cyTku (46 yenoBek, u3 HUX 36 B CTaIUIO
oboctpenus, 10 — B cTagui0 peMUCCHH), BO BTOPYIO — HE MOJy4aBIIWE Mpernapar
Butamun J13 8000 EJI (55 yenoBek, u3 HUX 28 B CTaaui0 000CTpeHUs, 27 — B CTaJIUIO
pemuccun). HabGmromanm mamueHTOB B mporiecce mpuema mpemnapara Burtamun J[3
8000 E/l/cyTku B TedeHume 12 MecsleB C PETUCTpaIeil KOJWYECTBA PEIUIMBOB 3a
JTaHHBIA Tepuoa Ha houe mpuema npenapata Buramun [[3 8000 EJI/cyTku u moBTOpHOH
onenkoi PDAI u BPDAI Bo Bpemsi kaxaoro oOocTpeHus. Y BCEX MNalMEHTOB
onpenensum uHaekc DLQI no nayana repanuu npenapatom Buramus /13 8000 E[l/cyTku
U cycts 12 mecseB Tepanuu. Y BceX MalieHTOB (PUKCUPOBATIN OOOCTPEHUS B TEUCHUE
roJla, ONPEEIISIA CTENEHb TSHKECTH MATOJIOTHYECKOTo MpoIiecca BO BpeMsi 000CTPEHUH.
Pe3ynprarel CpaBHUBAIM C aHAJIOTUYHBIMH JAHHBIMH, IOJYYEHHBIMU PETPOCIEKTUBHO

IIPU aHAJIU3€ UCTOPUM OOJIC3HEH TaHHBIX MAIIMCHTOB.

2.4. JIu3aiin uccaeqoBaHus

1 »3ran. Bua wuccnenoBaHus: pETPOCHEKTUBHOE, OTKPBITOE, MPOCTOE,
CPaBHUTEJIHHOE HAy4YHOE HCClENOBaHUE (IIPOAHAIU3UPOBAHBI HUCTOPHH OOJE3HEW u3
apxuBa KOI'BY3 «KupoBckuii 00J1aCTHOM KIMHUYECKUH KOXKHO-BEHEPOJOTHUCCKUN
nucriancep» 3a nepuog ¢ 1985 mo 2017 roxer y 52 GonbHBIX ¢ BII B Bo3pacTHOM H
reHJepHOM acmekTax). M3yudeHbl comyTCcTByOIIME 3a00JeBaHUs, BO3HUKAIOIIUE
OCIIO)KHEHHS, ~ KPUTEpUM  IOCTAHOBKH  JHMarHo3a, OCOOEHHOCTH  OCHOBHOM,

MOJIJICP/KUBAIOIIEH U JOTIOJTHUTEIBHON TEPATIUH.
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2 3ran. Bua uccnenoBanusi: IpoCHEKTUBHOE, OTKPBITOE, IPOCTOE, CPABHUTEIIBHOE
Hay4Hoe uccaegoanue (BkitodeH 101 601abHOIM ¢ my3bIpHBIMU JepmaTo3amu: BIT — 49,
BIT — 28, JICII — 24). /luarHo3 y kaxja0oro 00JbHOr0 BEpU(PUIIMPOBAIICS HA OCHOBAHUU
KIIMHUYECKUX MPU3HAKOB 3a00JIeBaHUs, aHAMHECTUYECKUX CBEJCHUM, a TaKXke B
COOTBETCTBMM C  KIMHUYECKMMHU  peKOMeHaanusiMu  Poccuiickoro  o0miecTBa
JI€PMATOBEHEPOJIOTrOB U KOCMETOJIOTOB MO AUATHOCTUKE U JICYEHUIO IEPMATOIOTUYECKUX
3abosieBanuii ot 2016 r.: mpoBenEHUE ITUTOJOTHYECKOTO HCCIEAOBAaHUS (HAXOXKICHUE
KieTok TiaHka), AaHHbIE THUCTOJOTHMYECKOTO WCCIEIOBAaHUS, PEaKIUU HENpIMOu
nMMmyHouroopecuieHuun (ayroanturena k Dsgl u Dsg3), ummyHOpEpMEHTHOrO
aHanu3a (aHTUTeNa K aHTureHy OysuiesHoro memdurounga BP180 u rmukonporenny
BHYTpPEHHE! IacTuHKU noiyaecmocomsl BP230). Uccnenosanue nposoaunocs ¢ 2017
o 2023 rr.

B xozae nanHoro 3Tana ucciaeoBaHus Obula OLIEHEHA JJIUTEIbHOCTh 3a00JI€BaHNUS,
MPEAIIECTBYIONIAS U COMYTCTBYIOIIAsl TE€pAIus, CTEIIEHb TAXKECTHU KaXKAO0ro IMy3bIPHOTO
nepMaTo3a, uMeromuecs GoHoBbIC 3a001eBaHms, MHACKC KadecTBa xu3Hu DLQI.

bl BBIJIENIEHBI CIIEYIOIINE TPYIIIbI:

o I rpynma — oOmass — Bce obOcnenoBanubie (n =101): TA rpynma — OonbHBIC
c cyOanmuaepMalibHBIM ~ pacnojiokeHueM — nyssiped  (n=28), [B  rpymnna -
C MHTpa’NuAEPMaIbHBIM PACIONIOKEHHEM Ty3bIpel (n=73);

o II rpynna — 6onsHele ¢ BII (n=49);

o I rpynma — 6onpabIe ¢ JACIT (n=24);

o IV rpynna — 6onwsabie ¢ BIT (n=28);

o V rpynmna — manueHThl B CTaau0 o0ocTpeHus (n=64);

o VI rpynna — nauyeHTsl B cTaguto pemuccuu (n=37).

[TpousBeneHa oreHKa KIMHUKO-Ta00paTOPHBIX MOKa3aTele y BCeX MaIlMeHTOB:
oomuit IgE, koarynsmuonHble moka3arenu (mMpoTpoMOuH, ¢ubpuHoreH, D-mumep),
250H-Vit D.

[IpousBeneno tunupoBaHue TeHOB rucrtocoBmectumoctu HLA-I (A, B),
II (DQA1*, DQB1*, DRB1*) y Bcex mamueHTOB, BBIACICHBI aCCOIMHPOBAHHBIC H

IMPOTCKTHUBHLBIC I'CHEI.
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[lepBoHauanbHO ONMpeneNsiu accolMannu HocutenbeTBa reHoB HLA ¢ pazButuem
My3bIPHBIX JIEPMATO30B Yy BCEX BKIIIOYEHHBIX B MCCIIEIOBAHUE OOJIbHBIX ITY3BIPHBIMU
JepMaTO3aMi HE3aBUCUMO OT Ho3ojoruueckol ¢opmbel Oone3nu. Ilocme »3toro
OMpeIeIIsIId acColMauy HocuTellbcTBa reHoB HLLA ¢ pa3BuTHEM My3bIPHBIX AEPMATO30B
y BCEX BKIIOYEHHBIX B HCCIEIOBaHHE OOJbHBIX B 3aBUCUMOCTH OT mojna. Jlamee
OMpEeNeIsIA TU K€ acCCOLUMAIMU B 3aBUCHMOCTH OT YPOBHS PACIOJOXKEHUS IMy3bIPS.
Hakonen, ompegensii 3TH accolMalid B 3aBUCUMOCTH OT HO30JIOTHYECKOW (hOPMBI
otaenbHO 1 6onbpHBIX BII, JICIT U BII.

3 asran. Wsydenue dPpdexTuBHOCTM U O€30MACHOCTH  IMPHUMEHEHHS
MaTOreHETUYECKON U aIbIOBAHTHOM Tepanuu My3bIPHBIX J€PMATO30B.

Bl BbIJIEIEHBI CIIENYIONINE TPYIIIbL:

. 1 rpynma — mnofy4yaBUIME TE€HHO-MHXKEHEPHbIM OWOJOTHUYECKUN Mpenapar
putykcumab (n=8);

. 2 rpymnmna — TMOJy4YaBUIME TE€HHO-MHXKEHEPHbIM OWOJOTHYECKUN Mpemnapar
omanmzymab (n=>5);

. 3 rpymnma — noJjiy4yaBllive/He Mody4aBiire BUTaMuH D: 3A rpynmna — nojiy4aBiive
ButamuH D (n=46), 3B rpynna — He nosyyaBuiue ButaMuH D (n=55).

[IpousBenena oreHka 2GOEKTUBHOCTH MPUMEHEHUS TE€HHO-UH)XEHEPHOTO
OMOJIOTMYECKOr0 TMpenapara puTykcumad (XMMEpHOEe MOHOKIIOHalbHOE aHTuteno IgG
YeJI0BeKa M MBIIIH, CBSI3bIBatOIIEecs ¢ TpaHcMeMOpaHHbiM aHTUTeHoM CD20) y 601pHBIX
BIL.

[IpousBenena orneHka 3GGHEKTUBHOCTH MPUMEHEHUS TE€HHO-UH)XEHEPHOTO
Oounonornyeckoro npemnapara omanusymad, HanpasieHHoro Ha FceRI IgE 6onpabix JICII.

Pa3zpaboTan moaxon K aaAbIOBAaHTHOM Tepamuy Ha OCHOBE MPUMEHEHHS IIpernapara
Butamuna /13.

[IpousBeaeHa olleHKa U aHAIU3 PE3YJIbTaTOB TEPAMUHU.
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I'JIABA 3. PE3YJBTATBI COBCTBEHHBIX UCCJEJOBAHUI
(1 M 2 DTAIBLI UCCJEIOBAHUS)

3.1. KinHu4eckasi XapaKTepPUCTUKA KOHTHUHIeHTA 00JIbHbIX

1 3Tan ucciaenoBanus. B peTpoCrnekTHBHOE OTKPBITOE, IPOCTOE, CPABHUTEIHHOE
Hay4yHOE ucciefoBaHue Obulo BKIOUYEHO 52 OonbHbIX ¢ BII (mpoananmu3upoBaHbI
rucropun 6onesneit uz apxuBa KOI'bY3 «KupoBckuii 001acTHOM KIMHUYECKUM KOXKHO-
BEHEPOJIOTUUECKUI Jucnancepy 3a nepuoa ¢ 1985 mo 2017 rr).

Bospact nauuentoB coctaBui oT 37 no 90 ner. Cpeanuii Bo3pact — 63,5 mer. U3
Hux: Myx4uH — 20 (38,5%), xxenmun — 32 (61,5%). 3aboneBaeMOCTh 110 HO30JOTHUSIM
pacnpeaenuiach CIeAyIOIUM oOpa3oMm: 43 malueHTa ¢ HCTUHHOW ITy3bIpYaTKOU
(82,7%), 7 mnanumeHToB C cebopeitHor my3bipuaTtkor (13,5%), 2 mnamuenTta ¢
Beretupytomein myssipuatkoit (3,8%). Bo3pact nebrorta 3a0oneBaHusi cocTaBHI 37—
65 ner (B cpenueM 51 T07), MPOAOHKUTENBHOCTh 3a0oeBanus 1-34 roma (B cpegHem
17,5 net), cpeaHee duciio obocTpeHuit 3a rox — 2,9. OTATONUEHHBI HACIeACTBEHHBIN
anamue3 mo BII ormeuwancs y 10 mammentoB (19,2%). JlmarHoctuka 3a0osieBaHUS
OCHOBBIBAJIaCh HA BBISBJICHHHM KJIETOK TIlaHKa B HAaTHBHBIX Ma3Kax-oTHeYaTKax u
TUCTOJIOTUYECKOM HccieaoBaHuu. CpeaHss MNpOoJAOJDKUTENbHOCTh TOCIHUTAIN3ALNN
coctaBuia 66,6 nHel, MAKCUMAJIILHOE KOJHYECTBO TOCHHUTAIIM3AIAN OJHOI0 ITallMeHTa
coctaBuiio 11 pa3. IlepBUuHbIN MATOJOTHUECKU MPOLIECC OCTOKHMICA y 17 manueHToB
(32,7%): y 12 manueHTOB BO3HMKIH ILIepeOpPOBACKYJISIpHBIE 3a00eBaHUs, 3aCTOHAs
ceplieyHasi HEeIOCTATOYHOCTh M BEHO3HBIH TpoMOO3, y 6 — THOWHBIE OCIIOKHEHUS,
y 4 maruenToB — cuHApoMm Uinenko-Kymunra, y 1 nmauueHTa — kepatur, y 1 maiueHnrta —
CTEpOMJIHBIC SA3BBI KEMyJAKa U 12-epCTHOM KHUIIKH, Y 2 MAllUEHTOB — JICIPECCUBHBIN
cunapoM. B mporecce snedenusi Bce namueHtsl nonydanu ['KC, makcuMmanbHas a03a
coctaBuia 100 Mr npeIHU30J0Ha B CYTKHU (CpeliHssl yapHas 103a 55 MT peIHU3010Ha
B cyTku). CpenHsis MUHMMAaJIbHAS TOJIJEPKUBAIONIAs /1032 MPEAHU30JIOHA COCTaBMIIA
15 mr B cytku. Yacte nmauueHtoB — 7 (13,5%) yenoBek — Hapsay € MPEeIHU30JIOHOM

nojy4ania aJblOBaHTHYIO TEpanuio (METOTpEKcar).
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B 1OKOPTHKOCTEPOUAHYIO 3Py MPOJOIKUTEIBHOCTh >KU3HU OOJBIIMHCTBA
MalMeHTOB € AayTOMMMYHHBIMH Iy3bIPHBIMU JIEpMaTO3aMU COCTaBjIsIa MEHEe
12 mecanes. BBenenue B cxemy Tepanuy KOPTHKOCTEPOUIOB U3MEHUIIO 3Ty TEHAECHLMIO,
1 TOJ0Basi CMEPTHOCTh CHU3MIACH ¢ 75% 10 30% [148]. OxHako KOIU4eCTBO MOOOYHBIX
a¢dexToB, peannsyeMsix npu npueme cucteMHbix I'KC, B psizie ciiydaeB COMOCTaBUMO C
(daTtanbHBIMM  TOCJIEACTBUSIMU, KOTOpbIE HEU30€KHO HACTYyHNalOT MpPU MOJHOM
OTCYTCTBUU TEpanuyd ayTOMMMYHHBIX ITy3BIPHBIX JIepMaTo30B. B cooTBeTCTBHM C
denepalbHBIMU KIMHUYECKUMHU PEKOMEHIAIMSAMM 10 JieueHHIo manueHTtoB ¢ BII, Ha
MIEPBOM ATalle TEPAuu MPOBOJAUTCS JICUCHUE MAKCUMAIIbHBIMU J103aMu cucTeMHbIX ' KC
(80—100 mr/cyT, HO He MeHee | Mr Ha KT Macchl Teja OOJIbHOI0) B TEUCHHE 3 HEJENb,
pexe — 4 u Oonee Hemenb. Jlomyckaercs HazHaueHue Oojiee BbicOKHX 103 ['KC —
10 200 mr/cyT u Bhime [27]. B KIMHUYECKUX PEKOMEHAAIUSAX OMPEICICHBl KPUTEPUN
3¢ (HEKTUBHOCTH TIPOBOJUMON TEepanuu: OTCYTCTBUE CBEKUX MY3BIPEH, AMUTEIH3AIUS
2/3 ouaroB MOpa)KCHHH, MajdbHEWINAass aKTUBHAS SIHMTEIHM3AIMS OCTABIIMXCS dPO3HM, B
T.4. Ha CIM3UCTBIX, OTPULATEIbHBIA CUMNTOM HUKOIBCKOTO, OTCYTCTBHE KIIETOK
Tuanka. [Tocnenyromuii 3Tam Tepanuu onpeesieH NepexoaoM ¢ 65 Mr peIHrU30JI0Ha 10
20 Mr moaAep>KUBarOIEH 10361 B TeueHue 9 nenens [27, 144, 148].

Kak mokazaio peTpoCneKTUBHOE HCCIIeIOBaHWE UCTOPUU OOJiIe3HEW MalMeHTOB
KOI'bY3  «KupoBckuii  005macTHOM  KIMHUYECKHH  KOKHO-BEHEPOJIOTHYECCKUIN
JUCIIaHCeP», BRIOpAaHHbIE TO3UPOBKU NMPEAHU30I0HA JJIsl BEAEHUS NAllUEHTOB B IEPUOJ
o0oCTpeHHsI ObUIM HUXE PETIaMEHTHUPOBAHHBIX B KIMHHUYECKUX PEKOMEHIAIUSIX B
cpenneM Ha 31,2%, a mocneaymomas NOAAEpPKUBAIONIAs Tepanusi — HUKE
pErIaMeHTUPOBAHHBIX T03UPOBOK B cpeaHeM Ha 25%, 4TO MO3BOJIMIIO MUHUMHU3UPOBATH
pucku 1mo6ouHbIX 3PdekToB oT mpoBoguMoit cuctemHoil 'KC-tepanuu u ymyqmuTthb
ofIee coCTOSHHE TMAIMEHTOB Oe3 ymepOa oOmel pe3yJdbTaTHBHOCTH CHCTEMHOM
Teparnuu.

2 3Tan ucciaeaoBaHusl. B MPOCNEKTUBHOE OTKPHITOE MPOCTOE, CPABHUTEIIHHOE,
Hay4dHOe wHccienoBaHue Obl1 BkIOYeH 101 OonbHOM ¢  HIKENEPEUHUCICHHBIMU

My3bIpHBIMU JepMaTo3amu. MccnenoBanue npoBoauiaock ¢ 2017 mo 2023 rr.
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Kpurepun BkJIIOYEHHUS B UCCIIEIOBAHUE: MAIIMEHTHI 0OOUX IMOJOB B BO3pPACTE OT
18 1o 90 net ¢ BepupUUUPOBAHHBIMU AMArHO3aMU My3bIpHbIX nepMartosoB (BII, JCII,
BII) B cTaguu 000CTpeHHS U PEMUCCUH.

Kpurepun HEBKIIOUEHHS B UCCJIEAOBAaHUE: HEAEECIOCOOHBIe, CTpaJarolue
MICUXUYECKUMH PACCTPOMCTBAMU, C HAUTMYUEM TSXKEION COMYTCTBYIOMIEH COMAaTUYECKON
MaToJOTUU B CTAJAUM JICKOMIICHCAIIMM, WMEIoINe HHPEKIMOHHbIE 3a00JIeBaHUS
(cupunuc, BUpyc wumMmyHoAeduuuTa uyenoBeka, rematut B u C, TyOepkyie),
CTpajarollye aJKOroJIM3MOM, HapKOMaHUEW; OepeMEHHbIE U KOPMSIIIUE >KEHIIUHBI,
HE MOJNUCaBIINe WH(OOPMUPOBAHHOE JOOPOBOJIBHOE COTJIacM€ Ha y4yacTue B
UCCIIEIOBAaHUM, a TAaKXKE IMAlMEeHThl, HE U3bSIBUBIIKNE >KEJIAHUE Y4YacTBOBATH B
HCCIIEIOBAHUM IO KaKUM-JIUMOO MPUYMHAM WM NPHUHSBIIAE JOOPOBOJIBHOE PEIICHHE
BBIOBITH W3 MCCIICIOBAHUS IO COOCTBEHHBIM COOOPAKCHUSIM.

Kpurepun mnpexaeBpeMEHHOTO BBIOBIBAHUS W3 HCCIEJAOBAHUSA: Pa3BUTHE
AUIEPTUUECKOW PEaKIUU/HETIEPEHOCUMOCTH Ha TMPUMEHSEMbIE B HCCIEJOBAaHUU
JIEKapCTBEHHBIE CPEACTBA; HECOOIIOJCHUE PEXKUMa HUCIOIb30BaHUS JIEKAPCTBEHHBIX
CPEACTB; Pa3BUTHUE COCTOSHHUI WM OCJIOXKHEHHH JI000T0 Xapakrepa, MpU HaIWYUU
KOTOPBIX JaJIbHEHIIEe y4yacThe B HCCIEJIOBaHUHU, 0 MHEHHIO Bpada-HCCIIEIOBATEIs,
MOXET MPEJCTaBIATh yIrpo3y sl KU3HU MU 3J0pOBbS MAIMEHTAa; HA4allo IpUeMa
MalMEeHTOM JIPYTUX JIEKAPCTBEHHBIX CPEACTB; HAJWYUE MEAUUMHCKUX MOKa3aHUN WIH
BO3HUKHOBEHUE HEKETATEIbHBIX SIBICHHUM, KOTOpHIE MOTYT OBITH pPACICHEHBI Kak
CBSI3aHHBIE C UCMOJIb30BAHUEM IIPUMEHSIEMBIX B UCCIIEIOBAHUU JIEKAPCTBEHHBIX CPEJICTB;
HACTyIUICHUE 0€pEMEHHOCTH.

Jlnarao3sel, BKIIOYEHHBIX B HccliegoBanue mamueHToB: BII — 49 genoBek, BII —
28 venoBek, JCII — 24 yenoeka. CpegHuil BO3pacT MHAUUMEHTOB C ITY3bIPHBIMH
nepmaTto3aMmu coctaBui 61,4 ner. JlaBHocTh 3a00neBanus — oT 1 10 27 neT. My >KUnHBI —
33 (32,67%), xenmuubl — 68 (67,33%). Takum oOpa3zoMm, cpeau 0OOCIETOBAHHBIX
OOJBHBIX C MY3BIPHBIMU J€pMATO3aMHU OOJIBIIYIO YAaCTh COCTABIISIIN KEHITUHBI. JJanHOE
TFEHAEPHOE paCIpEeleIECHUEe HE MPOTUBOPEYUT pe3ysibTaTaM, IOJIYYEHHBIM B

uccliieloBaHusIX apyrux asropos [1, 2, 31, 107, 217, 265].
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Bce mnanuentsl ObuiM mOAPOOHO MPOMH(GOPMHUPOBAHBI O LENSAX W 3ajadax
UCCIIEIOBAHMS, KaXAbld ToAnucan HWHMOPMHUPOBAHHOE COIVIACME HAa Yy4YacTHE B
UCCIIEIOBAHUH.

B mnpouecce cOopa aHaMHECTMYECKUX JAHHBIX Yy MAlMEHTOB ObLIM BBISBIICHBI
CJIeYIOIINE BapUAHThI COMYTCTBYIOIIMX 3a00JI€BaHUI: CEP/IEUHO-COCYIUCTAs CUCTEMA —
72 genoBeka (71,3 %); 3aboneBanus HepBHOM cuctembl — 61 uemoek (60,4 %),
3a00J€BaHMS JKEIYyJOUYHO-KHUIIIEUHOr0 TpakTta — 53 uyenoBeka (52,5 %), 3aboneBaHus
OMOPHO-ABUTATENbHOM cucTeMbl — 38 uenoBek (37,6%), caxapHblil TuadeT — 26 4enoBek
(25,7 %), npyrue 3aboneBanus — 14 denosek (13,9 %). Kpome Toro, ObUIH BBISIBJICHBI
CIeayIomKe 0OCOOCHHOCTH, CBA3aHHBIEC ¢ JAe0I0TOM 3a0oseBanus: 5 nmamueHToB (10 %) ¢
BIl Hayano mDaToiOTrMYEcKOro IMpolecca CBsA3aIM C MPUEMOM JIEKapCTBEHHBIX
npenaparoB (pypocemua, amokcurmumH), 6 manueHtoB (21%) ¢ BIl — ¢ mpuemom
MHTMOUTOPOB NUMENTUINENTHIa3bI-4 U KA TOMPUIIOM.

Cpennuii Bo3pacT 00ciieIoBaHHBIX OOJIBHBIX cocTaBmI 63+15,53 rona. IlanueHTs
C TSKEJIBIM TEUYEHUEM BBILICTIEPEUNCICHHBIX MYy3bIpHBIX JepMaro3oB (PDAI> 25,
BPDAI > 57) coctraBunm 23 yenoBeka, ¢ yMepeHHO-TsbkeNnbiM TeueHnnem (PDAI 11-24,
BPDAI 20-56) — 22 yenoBeka, ¢ jerkum teueHuem (PDAI< 10, BPDAI<19) — 19
yenoBek; B ctaguto pemuccuu (PDAI = 0, BPDAI = 0) — 37 yenosek.

UccnenoBanre MMMYyHOTEHETHYECKUX TTOKa3aTelield ObUIO OCYIIECTBIECHO Y BCEX
nauueHToB. KOHTpOJIbHBIE TpyNmbl COCTOSJIM U3 MPEACTABUTEIEH BOCTOYHO-
€BpOIIECHCKOro HaceeHus (PyCCKHUX ) LiEeHTpalibHOM yacTu Poccuu. I'pyniny cpaBHeHUs 110
nokazarensm  ypoBHs 250H-VitD, oOmero IgE, nporpom6una, ¢ubGpuHoreHa,
D-gumepa B CHIBOPOTKE KpPOBHU COCTABWIJIM 3JI0POBBIC TMAIMEHTHl AHAJIOTHYHOMN
Bo3pacTHoi rpynibl (101 yenosek). ['pynmny cpaBHEHUs 11O FréHaM TUCTOCOBMECTUMOCTH
HLA cocraBunm 795 ob6pasnoB cpaBHenus s reHoB HLA kmacca 1. [{nsa renoB HLA
kiacca Il rpynnsl cpaBHenusi coctaBuwin: o HLA DRBI1 — 103 310poBbIX yenoBeka,
HLA DQA1 - 610 uenosex, HLA DQB1 — 103 uenoBeka.

B 3aBucumocTu oT TskecTu 3a0oseBanus 49 nanuenToB ¢ BII Obutn paszneneHs! Ha
4 rpynnsl: nerkas (n=8; 16,3%); ymepennasa (n=7; 14,3%); Tskenas creneHb (n=6;

12,2%), pemuccus (n=28; 57,2%) (Pucynoxk 31). bamisr PDAI Bapsuposanu ot 6 g0 10
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— JUIS JIETKOTO, OT 9 110 24 — nist ymepeHHOro u ot 25 10 39 — nna tsokenoro. Cpennee
snaueHue PDAI y Bcex manuenToB ¢ BII B nepuoa oboctpenus cocrasuio 17,38+10,36
(moBeputenbHbIi nuTepBan (A1) 12,66-22,10; noBeputenbHas BepoaTHocTh ([IB) 95%).

Cpennuit 6amn PGA — 2 (ymepeHHoe 3a00jeBaHue).

= Jlerkass = YMmepennas = Tspkenas Pemuccus

Pucynok 31 — Ctenenp TsxecTH 3aboneBanus y manueHTon ¢ BIT

AHnanornyHo Ha 4 Tpynnsl OblTH pasneneHsl U manueHTs ¢ JICII B 3aBucumoctH
OT CTENEHU TIKECTU MATOJIOTUYECKOro mpotiecca: erkas (n=2; 8,3%); ymepennas (n=9;
37,5%); Tsxenas creneHb (n=9; 37,5%); pemuccus (n=4; 16,7%) (Pucynox 32). bamibt
PDALI BapbupoBanu ot 1 1o 8 mis aerkoro, ot 12 go 23 qjas ymepeHHoro u ot 27 1o 45
— nns 1spkenoro. Cpennee 3Hauenne PDAI y Bcex mammentoB ¢ JICII cocraBuio
23,05+10,61 (JAU 18,08-28,02; JIB 95%).

Meroauka pacuera ungekca PDAI npeacrasiena B Tabmure 10.

= Tspkenas = YMepennas = Jlerkas Pemuccus

Pucynok 32 — CteneHsp TSKECTH MAaTOJOrHYecKoro mnpoiecca y nanueHTon ¢ JICII
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Tabmuua 10 — Pacuer nnnekca PDAI y nauuenrtos ¢ BII u JICIT

CrerneHb aKTHBHOCTH ITATOJIOTHYECKOTO mnmponecca

Bropuunbie n3MeHEHUS

Koxa

AHaroMuueckue
o0OJactu

Opo3un/my3bIpy WIK HOBBIE OYard S)PUTEMBI:

0 6anmnoB — OTCYTCTBYIOT;

1 6amn — 1-3 snemenTa, npudem 10 1 snemenTa 6onee

2 cM B AMaMeTpe, HEeT 3JIEMEHTOB OoJiee 6 CM B AUaMETpe;
2 Ganna — 2-3 ajeMeHTa, 0 KpaHel Mepe 2 3ieMeHTa
Oonee 2 cM B AMaMeTpe, HET JIEMEHTOB Oosiee 6 cM B
THaMETPE;

3 6ama — 6oiee 3 IIEMEHTOB, HET DIIEMEHTOB 00JIee

6 cM B TMaMeTpe;

5 GatoB — OoJiee 3 AIEMEHTOB, W/WIIK TIO KpaiiHel Mepe
1 snemeHT Gonee 6 cM B TUaMETpE;

10 GammoB — 6osee 3 3IEMEHTOB, H/WIIU 110 KpaitHel Mepe
1 snmement Gomee 16 cM B auaMeTpe WIM TOTaJIbHOE
NOpakeHue

KonnuecTBo
3JICMEHTOB
(ecnu meHee 3)

ITocTBOCHIAnUTENBbHAS
TUIIEPIIUTMEHTAIS WK dpUTEMa TI0CIIe
pa3peLIMBIINXCS BBICHITAHUI:

0 6anmIoB — OTCYTCTBYET;

1 6amn — npucyTCTBYET

Yn

Hoc

OcralpHble 001aCTH JIALA

les

['pynb

Kusot

CruHa/aroauisl

Kuctu

[Ineun+npeanneuns

beapatrosnenun

Crynsau

I'ennTanun

Cymma 6amioB
AHATOMHUYECKUX 00JIacTel

Jlo 120 Gamios

Jlo 12 6annos
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IIponomxenue Tabmuirsr 10

CrerneHb aKTHBHOCTH ITATOJIOTHYECKOTO mnmponecca

Bropuunbie n3MeHEHUS

BOJIOCHUCTAaA 4aCTh I'OJIOBBI

Ko:xa
PDAI-Bosocucrass  4acTh | DpO3UH/IMy3bIpy MM HOBBIE OYaru 3pUTEMBI: Konnuectso ITocTBOCHIAnUTENBbHAS
T'OJIOBBI 0 6anmnoB — OTCYTCTBYIOT; 3JIEMEHTOB TUIIEPIIUTMEHTAIHS WK dpUTEMA TI0CIIe
1 Gamn — B 1 kBagpaHTe; (ecniu menee 3) Pa3pEIIMBIINXCS BBICHIIIAHUN:
2 Gamna — B 2 KBaJIpaHTax; 0 6amIoB OTCYTCTBYET;
3 Gamna — B 3 KBaJpaHTax; 1 Gamn mpucyTcTByeT
4 GaJa — BeChb Ueper;
10 6amnoB — o kpaitneir Mmepe 1 anemeHT Oojee 6 cM B
JHaMeTpe
[Tonuuexc PDALI | /1o 10 6ammoB Jlo 1 6amna

Hoannaexc PDAI (koxka) = X 6a/s10B aHaToMmuueckux odJacreii + PDAI (BosiocucTasi 4acTh roJioBbl)

PDAI-cansucrbie 000J10YKH

AnxaroMuueckue 001acTu

0 GayyoB — HET BBICHITAHUN

1 6anmn — MUHUMAITBHBIE TPOSIBIICHUSI/IETKOE TEUCHHE
(BBICBHITIAaHMSI TOJIBKO HA CIIM3UCTON 000JI0YKE LIEK, I'y0,
JIECEH, sSI3bIKa, HeOa WIIH TJIOTKH);

2 Gayuta — yMepeHHbIE MPOSBICHUS/CpeTHEE TCUCHUE
(BBICBHITIAaHMSI HA CITU3UCTOM 000JI0UKE LIeK U I'y0, JeCeH,
HeOa WU TII0TKH);

3 Ganna — BeIpa)KEHHBIE TPOSIBIICHUS/TSDKEI0E TEUCHUE
(oOmIMpHBIE HPO3UH HA CITU3UCTON 000JI0UKE pPTa,
BOBJICYECHO OoJiee 3 aHATOMUYECKHUX YYaCTKOB)

I'naza

Hoc

Cnusucrast mexK

Tsepaoe He60

Msrkoe HeOO

Cauzucras BEpXHUX JE€CEH

Cnusucrast HHKHUX IECEH
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[Iponomxenue Tabmuisr 10

CrerneHb aKTHBHOCTH ITATOJIOTHYECKOTO mnmponecca

Bropuunbie n3MeHEHUS

PDAI-cansucroie 000J10YKH

JIHO mosnoctu pra

Cnusucras ry6

3aaHsa CTEHKA TJIOTKHU

AHorenuTajibHasg 00J1aCTh

Homunaexc PDAI (ciu3uctbie 000/109KkHn) = X 0aJ1J10B AHATOMUYECKHUX 00/1acTell CJIM3UCTBHIX 000104eK (10 120 6a/1510B)

Honnnaexe PDAI (akTMBHOCTH) = X BCeX BbILNIENOJYYEHHBIX 0a/JIOB B JaHHBIX rpagax (mo 250
0a/1J10B)

Iloaunaekc PDAI (BTOpMYHBIE
U3MEHEHUS) = Y BCeX
BbILIENOJYYeHHbIX 0AJ1JI0B B TaHHOM
cToJi0ue (1o 13 6a/10B)

PDAI (061mmii) = PDAI (aktuBHOCTB) + PDAI (BTOpMYHBbIE N3MeHeHus1) — 10 263 6a110B
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Cpennuii Bo3pact manueHtoB ¢ bII cocraBun 69,1 ner, Bpems oOT Haudaia
3a00J€eBaHMs 10 BKJIIOUEHHS B UCCIE0BaHUE B cpeaneM — 3,4 roga. B 3aBucumoctu ot
TsKecTu 3abosieBanus 28 marnueHToB ¢ BII Obuin pasnenensl Ha 4 Tpynmbl: TsDKenas
creneHb (n=8; 28,7%), ymepennas (n=6; 21,4%), nerkas (n=9; 32%), pemuccus (n=5;
17,9%) (Pucynok 33). bamist BPDAI BapsupoBanu ot 6 10 19 nns naerkoro, ot 22 o 29

JUIL yMEpEeHHOTo U oT 34 10 69 nid tsixenoro teuenus bII.

= Jlerkag = YmepenHas = Tspxenas Pemuccus

Pucynok 33 — Crenenp Tsxectu 3a00eBanus y nanueHTos ¢ b1

Cpennee 3nauenne BPDAI y Bcex manueHTOB IpU BKJIIOYEHUU B UCCIEAOBaHUE
coctaBisio 33,61+£22,42 (AN 23,91-43,30; JAB 95%), a cpemumii 6amr PGA — 2
(ymepenHnoe 3aboneBaHue). bpuIM  HWCMONB30BaHBI  CEAYIONIME 3HAYCHUS: IS
omnpenesieHusl JIETKOW cTeneHu TsbkecTd < 19, ymepennoit > 20 u < 56 u Tspkenou > 57.
[Ipn BBIOOpE ITHUX KPUTEPHUEB MBI PYKOBOJCTBOBAIMCH OIYOJIMKOBAaHHBIMHU JAHHBIMH
W. Masmoudi et al. (2021) [123], a Takke aHAJOTUYHBIM BHIOOPOM U JPYTHUX aBTOPOB

[82, 253].
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3.1.1. /lepMaToIOrn4eCKMil HHAEKC KAa4YeCTBA KU3HHU

Jepmartonornueckuit uHjaekc kauecta xu3Hu (DLQI) nmo3BossieT yuecTh MHEHHE
MAlMEHTa B MPUHATHU PEIICHUS O HA3HAYECHWM TOW WJIM MHOM TEpanuu U OLECHUTH
CTEIEHb TSHKECTU MPOLECCa C TOYKHU 3PEHHSI COCTOSIHHS €r0 3J0POBbS M AKTUBHOCTH.
DLQI coctout u3 10 BompocoB, 3aTparuBaroinx cyObeKTUBHbBIC OIIYIIEHUS OOJIBHOTO,
pa3IMYHbIE BUJIBI COUMAIBHOM U JOCYrOBOM aKTUBHOCTH. llIKkama OTBETOB OT «HET» A0
«OYE€Hb CUIIBHOY» MO0 KaXKJI0OMY BOIIPOCY MO3BOJISIET OLIEHUTh Ka4€CTBO KU3HU OOJIBLHOTO B
nesioM. 3a kaxaelii u3 10 BOmpoCOB B 3aBUCMMOCTH OT OTBETA MOYXHO MAKCHMAaJIbHO
Moay4YuTh 3 Oamna, B oO0meld cioxkHoctd — a0 30 GamioB. Uem BbIlIE CyMMapHOE
3HaYCHHE OAJIOB, TeM OOJIbIIee BIMSHUE 3a00JIEBAHNE OKA3bhIBACT HA KaUECTBO JKU3HU
nauueHTa. DLQI sBnsieTcs yHU(PUUIUPOBAaHHBIM UHAEKCOM JJI OLICHKU KaYeCTBA KU3HU
JE€PMATOJIOTUYECKUX IAlMEHTOB, MPOCT B HMCHOJIB30BAHMM M XOPOILIO OTPAXaeT BCE
OCHOBHBIE ITOKA3aTEIN MUPOOIIYILEHUS, YTO MO3BOJISIET C €r0 MTOMOIIBIO OLIEHUTHh OJUH
U3 KputepueB 3HPEKTUBHOCTH TPOBOUMOM TEPAITHH.

Januble, nonydyeHHble npu ompeneneHun DLQI oOcienoBaHHBIX NAlMEHTOB,

npeacTaBiieHbl B Tabmure 11.

Tabnuna 11 — IMokazarenu DLQI y ucciaeayeMbIx maiueHToB

HaumeHoBaHHE HO30JI0T MU KoandecTBo nanueHToB Cpennee 3nauenune DLQI
O6mas (I) rpynma 101 14,27+8,17
BII 49 12,31+7,56
BI1 28 15,43+8,59
JICII 24 16,5+1,67

[TomyuenHble JaHHBIE yKa3bIBatOT Ha Oosiee 3HaunTenbHoe Biusgaue [[CII u BII Ha
KAauecTBO JKU3HU MNaluueHToB, Hexxenu BII. OnHako, ecin oOpaTuThCcs K Ipajaluu
ITALIMEHTOB IO CTENEHU TAKECTU MAaTOJIOTHYECKOr0 IPoIecca, TO MTOIYyYEeHHAs] KapTUHA
BUJOU3MEHUTCS. B HameMm uccieoBaHMH MAaKCUMAJIbHOE KOJMYECTBO MALEHTOB C
TSDKEJIBIM TeUEHUEM MaTOJIOTHYECKOro npolecca Habmoaanock B rpynnax ¢ JJCIT u ¢ BIT
(37,5 u 28,7% COOTBETCTBEHHO), TOT/Aa Kak B rpymnme nanueHToB ¢ BII manueHToB ¢

TSDKEJIBIM TEUeHHEM 3a001eBaHus ObLIO JIMIIL 12,2% malueHToB.
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3.2. U3MeHeHne yPOBHS 00111ero MMMYHOIJI00y/1uHA E 1 ero BiusiHMe HAa TeyeHUe

3a00J1eBaHUs Y HaMMEeHTOB € MY3bIPHBIMHU A€pMAaTO3aMHU

VY Bcex ucclieyeMbIX MalueHTOB olleHWIN ypoBeHb oOmiero IgE. [lonyuennsie
pe3yJbTaThl CPABHUBAIM C AHAIM30M PE3YJIbTaTOB KOHTPOJIBHOM IPYMIIbI, COCTOSIIEH U3
101 3mopoBoro m0OpOBOJIbIIA, COMOCTABUMBIX MO Bo3pacty W moiy (71 xeHluHa u
30 my»xuuH B Bo3pacte 26—86 1et), mpoxkuBaroiux B LlenTpansHoit Poccuu.

VYposuu IgE B chiBOpoTKEe wu3Mepsiin He(ETOMETPUYECKUM METOJAOM C
pedepencHpiM auamnazonoMm 0—100 ME/mi.

JlaHHble OBUIM TOJBEPTHYTHl CTATUCTHYECKOM oOleHKe. CTaTUCTHYECKYIO
3HAYUMOCTh OTHOIICHUS TTepeMeHHbIX cunTanu mnpu p<0,035.

[TonyueHHble JaHHBIE YKa3bIBAIOT HA TO, YTO ypoBeHb 001iero IgE B ceiBOpoTKe
HCCIIeTyEeMbIX TAIMEHTOB € My3bIPHBIMU JIepMaTo3amMu U3 oOuei rpymisl ¢ yuetom COC
ObLT 3HAYMTENBHO BhINIE pedepeHcHpix 3HaueHuit (219,61£57,04 ME/mn; n=101; AU
106,45-332,77; AB 95%) 1o cpaBHEHHUIO C KOHTPOJIbHOU IPYIINON, TJI€ 3HAUCHHS YPOBHS
obmero IgE ompenemsuiicy B mpenenax pepepeHCHBIX AaHHBIX (CpelHee 3HAUCHHE
80,56+8,93 ME/mn). CpaBHenue ¢ momombio Kputepus CThIOJCHTa TaKXKe BBISBUIIO
JIOCTOBEpHBIE pasznuyusi B oOmeld Tpynmne OONbHBIX MYy3BIPHBIMU JEPMAaTO3aMH TI0
CpaBHEHMUIO ¢ rpynnoit kouTposs (p=0,017).

Cpennee 3HaueHue ypoBHsa oOmero IgE B rpynme OONBHBIX € My3BIPHBIMU
aepMaro3amu Bo Bpemsi oboctpenus coctaBuiio 301,25+87,53 ME/mi (n=64). [Ipu aToMm,
B IpyIlNe MAalMEHTOB C TsKeNIbIM obocTtpenueM mnpoiiecca (PDAI > 25; BPDAI > 30)
obmuit IgE 6pu1 paBen 606,64+227,98 (n=23; Me=171,20); B rpymnme NalueHTOB ¢
yMepeHHO-TsDKenbIM o0ocTperreM (PDAI 11-24; BPDAI 20-29) o6muii IgE cocraBun
147,79+£34,54 (n=22; Me=86,13) u 109,26+44,35 ME/Ma (n=19; Me=39,84) B rpymme
OOJIbHBIX C JIeTKOM cTernenbpio Tshkectu oboctpenns (PDAI < 10; BPDAI < 19). B oOmieit
IpyIe TAlMeHTOB C peMUccHel cpeaHee 3HaueHue obOmiero IgE cocraBuimo nwmib
78,39+24,58 ME/Mmn  (n=37; Me=17,64). Takum o00pa3oMm, ObUIM OIPEACIICHBI
CTATUCTUYECKH 3HAUYMMbIE pa3Iu4usl B TPYINNe MalUeHTOB C 000CTpeHHEM

naTojioruueckoro mpoiecca: ypoBau IgE B cbiBopoTke Obuin moBbimieHbl y 53,12%
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MAMEHTOB C MYy3BIPHBIMM J€pMAaTO3aMu MO CpaBHEHHUIO C 16,73% B KOHTPOIBHOU
rpynne. Kpurepuit CThIOJEHTA MOKa3aJl CTAaTUCTUYECKHA 3HAYUMBIEC pa3Iuyus IpU
CpPaBHEHHHM KOHTPOJBHOW TPYIIbl U TPYHIbl OONBHBIX C My3bIPHBIMHU JIEpMATO3aMU B
nepuon oboctpenus (p=0,002). HanpoTtus, npu cpaBHEHUU MAIMEHTOB C ITY3bIPHBIMU
JI€pMaTO3aMH B IIEPUOJ PEMUCCHUH U KOHTPOJIbHOM IPYIIIbI, OTINYUS BbISIBIICHBI HE ObUIH
(p=0,918). Taxxe HEOOXOAMMO OTMETHUTh, YTO MaKCHMalbHbIe 3Ha4YeHUs oOmiero IgE
BBISIBJISIUCH B HameM wuccienoBanun y 0oapHbIX JICII m BII ¢ cambiM TskenbiM
TEUEHHEM MaTOJIOTHYECKOT0 Mpoliecca BO BpeMsi 000CTPEHHUS.

[lonyueHnHsble TaHHbIE MpeacTaBieHbl B Tabnuie 12.

Tabmuna 12 — CpaBHenue ypoBHe#t obuiero IgE y ucciaeayemMpix NallueHTOB U TPYIIIbI
KOHTPOJIA

IgE o0mm., n | Cpeanee | CKO | COC 95% AU nas Min | Max p
ME/ma CpeaHero
3HaAYeHMs
Hwxnsas | Bepxnss
rpa”Hula | rpa”HuIa
OnpITHAS 101 | 219,61 573,21 | 57,04 | 106,45 | 332,77 | 1,69 | 4926,0
Konrponsnas | 101 80,56 89,74 8,93 62,84 98,28 | 0,70 | 504,9
O06ocTpenne
OnbITHAS 64 301,25 | 700,20 | 87,53 | 126,34 | 476,15 | 1,69 | 4926,0 | 0,002
Konrponsnas | 101 80,56 89,75 8,93 62,84 98,28 | 0,70 | 504,9
Pemuccus
OnbITHAS 37 78,39 149,54 | 24,59 | 28,53 128,25 | 2,18 | 6654 | 0,918
Konrponsnas | 101 80,56 89,75 8,93 62,84 98,28 | 0,70 | 504,9

[To HO30JIOTHSIM TIOJTYYEHHbBIEC JaHHBIE PACTPEETUIUChH CIeAYIOIM o0pazoM. B
rpymne nanueHToB ¢ BII cpeanee 3nauenue obmiero IgE coctaBumiio 57,56+11,41 ME/mn
(n=49); ¢ TokeneiM oboctpenuem 122,40+29,49 ME/ma  (n=6; Me=105,46);
C YMEpEHHO-TsoKeNbIM o0ocTpenneM 102,57+49,55 ME/mn (n=7; Me=68,86); ¢ gerkum
oboctpenuem — 31,70£13,94 ME/Mn (n=8; Me=18,41); ¢ pemuccuei
39,89+12,21 ME/mn (n=28; Me=13,78). PacueTsl ¢ mpUMEHEHHEM MapHOTO KPUTEPUS
CrblOJIeHTa HE BBISIBUIM JOCTOBEPHBIX paszlWyuuid 1Mo mnokaszarento obuiero IgE mpu
cpaBHeHuH rpynibl 6oabHbIX BII ¢ rpynmnoit kontpois (p=0,13).

B rpynne mnamuentoB ¢ JCII cpennee 3nHauenue oOmero IgE cocraBuio

317,60£104,20 ME/mMn (n=24; W 102,04-533,16; /IB 95%) BHe 3aBUCHUMOCTU OT
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oboctpenus u pemuccun. B rpynne ¢ tsxensim oboctpenuem [ICII cpennee 3HaueHue
obmero IgE coctaBuiio 669,93+233,02 ME/mn (n=9; Me=364); ¢ yMepeHHO-TSIKEIBIM —
132,70+60,38 ME/Mi (n=9; Me=52,12); ¢ nerkum odoctperneM — 133,55+30,95 ME/mn
(n=2); y manueHntoB ¢ pemuccuent 32,92+15,64 ME/mn (n=4; Me=27,53). CpaBHeHue
obmero IgE o kputeputo Cterogenta mexay rpynmnoit 0onsHbIX JCII u koHTpOabHON
IPYIION BBISIBUIIO TocToBepHbIe oTiinuust (p<0,001).

[Tarmentsl ¢ BII Takke MpoOaAEeMOHCTPUPOBAIIA 3HAYUTEIBHOE MTOBBIIICHUE YPOBHS
obmero IgE. Tak, B obOmeit rpynme OonbHbiXx BII ypoBens obmero IgE cocrtaBui
419,21£177,89 ME/ma (n=28); ¢ TsxensiM obocTperreM — 898,63+601,19 ME/min (n =8§;
Me=159,00); c ymepeHHO-TsKEIBIM obOocTpennem 223,19+67,06 ME/mn  (n=6;
Me=273,35); ¢ nerkum oboctpenuem — 172,79+89,32 ME/mMn (n=9; Me=98,67); ¢
pemuccuerr 330,89+£126,64 ME/ma (n=5; Me=210,10). CpaBHeHHE TIO KpPUTEPHUIO
CTbl0JIEHTA BBISIBUIIO IOCTOBEPHBIE OTJIMYHS C KOHTPOJIbHOU rpynmoit (p<0,001).

[Tomy4yennsie pe3ynbTaThl 0TOOpakeHsl B Tabmmie 13.

Tabnuna 13 — Pesynbratel ananuza ypoBHeid obmero IgE (ME/mi) y mamueHTOB €
My3bIPHBIMU J€PMATO3aMH MO HO30JIOTUSIM

95% AU nasi
cpeaHero
n | Cpegnee | CKO | COC 3HAYeHHUS Min | Max p
Hwxnsas | Bepxnsas
TpaHHla | TpaHMLA

bI1 28 419,20 | 941,33 | 177,90 | 54,19 784,22 | 1,69 [4926,00 0,001
BII 49 57,56 79,89 | 11,41 34,61 80,50 | 2,23 | 380,80 | 0,13
ACII 24 317,60 | 510,48 |104,20 | 102,04 | 533,16 | 2,18 |2015,00 0,001

OnsbITHas 101 | 219,61 573,21 | 57,03 | 106,45 | 332,77 | 1,69 | 4926
KonTtpois 101 80,56 89,75 8,93 62,84 98,28 0,7 504,9

[Tokazarenu ypoBHs o6miero IgE B cbIBOpOTKE KPOBHU y MALIMEHTOB C MYy3bIPHBIMU

JIE€pMaTO3aMM IpECTaBIEHbI Ha PucyHke 34.
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Pucynok 34 — CpaBHeHnue noka3zareneii oomiero IgE B cbIBOpOTKEe KpOBH y MAIIMEHTOB C
My3bIPHBIMU JA€pPMaTO3aMHU

Takum 00pa3om, CTaTUCTUYECKH 3HAYMMOE MOBBIIIEHHE ypoBHs obmiero IgE y
nauueHToB ¢ JICII u BII koppenupyeT ¢ 00OCTpeHHEM M CO CTENEHBIO TKECTH
[IaTOJIOrMYeCcKoro mnpouecca. Mcxons u3 3T0ro, MOXXKHO CH€JIaTh BBIBOJ O TOM, 4YTO
cienayer omnpeaesnsaTs ypoeHb obuiero IgE y manuentoB ¢ JICII u BII, ocobenHno Bo
BpeMsi penuauBa 3abosieBaHus. OIlleHKa ypOBHS JaHHOTO MapKepa MOXET CTaTh
JOTIOJIHUTENIbHBIM apryMEHTOM MpPH MPUHSITHU PEIICHHUS O BbIOOpE albTEPHATHUBHOM
Teparuu CeIEKTUBHBIMU UMMYHO/IETIPECCAHTAMU MPU OTCYTCTBUU 3 (PeKTa oT 6a3ucHOM
tepanuu JICII ¢ ucnosib30BaHHEM TONMMYECKUX KOMOMHUPOBAHHBIX JIEKAPCTBEHHBIX

CpeAcTB, cucTeMHbIx anTuOakTepuanbubix 1 I'KC npenapartos.

3.3. U3meHeHHne KOaryJsiifMOHHOI'0 MOTEHIHAaJa N €ro BJINAHUEC HA TECYCHUE

3a00J1eBaHus Y IaMMEeHTOB € MY3bIPHBIMHU A€pMaTO3aMHU

Y 101 wuccnegyemMoro manuMeHTa OLCHWINA TIOKAa3aTead KOaryJorpamMMBbl
(mpotpom6uH, ¢ubpunored, D-numep). [lomydeHHble pe3yabTaThl CpPABHUBAIH C
pe3ysibTaTaMu aHaJW30B KOHTPOJBHOW rpynmbl, coctosimied w3 101 3mopoBoro
100pOBOJIbLIA, CONOCTABUMBIMU IO Bo3pacTy M mnoiy (71 xeHmmHa u 30 MyX4HuH B

Bo3pacte 26-86 ger), mnpoxwuBarmomux B llenTtpambHOit Poccuu. Jlns oneHku
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JIOCTOBEPHOCTH  MOJYYEHHBIX PE3yJbTaTOB HCIOJb30BadM MapHBIM  KpUTEpUd
Crprofmenta. B Tex ciydasix, kKorja BbIOOpKa JAEMOHCTpUpOBasia OOJIBIIONW pa3zdopoc
BEJIMYMH, UCTIOIB30BaIN 00Jiee YyBCTBUTENbHBIN NapHbId KpuTepuit ManHa-YUTHHU.

[TonyueHHble pe3yJbTAThl BBHIMJISACIN CleAyOmMUM o0pa3zom. CpenHee 3HAUEHUE
npotpoMOuHa ¢ yuetom COC B o0uieli rpyrnne naiuueHToB ¢ My3bIPHBIMU JepMaTO3aMU
coctaBuio 107,59+1,86% (pedepencunie 3Hauenuss 70—-130%). He Obl10 BBISIBICHO
KOppEJSIMU TAaHHOTO TTOKA3aTeNsl U CO CTEIEHBIO TSKECTH MaTOJIOTHYECKOTO Mpolecca:
IIPU TSKEIOM 00OCTPEHUHU CpeiHee 3HaueHue nmpoTpoMOuHa Obuto paBHo 106,10+5,40%
(n=23; 11 94,91-117,30; IB 95%; Me=105,00); npu yMepeHHO-TIKeJIOM 000CTpEHUHU
104,00£3,50% (n=21; AN 96,70-111,30; B 95%; Me=100,60); npu aerxkom
oboctpenun 113,53+3,90% (n=19; AU 105,33-121,73; AB 95%; Me=113,00); mpu
pemuccuu 107,51+2,49% (n=37; A1 102,47-112,55; IB 95%; Me=100,00). Kputepuu
cpaBHeHUs: CThloiIeHTa U MaHHa-YUTHH HE BBISIBUIM KOPPEISLMH CO 3HAYCHUSIMU
OpOTPOMOMHA HU MpPU OOOCTPEHUHU IY3BIPHBIX AEpPMATO30B, HM IPU PEMHUCCHHU B
cpaBHeHuH ¢ rpynmnoi koutpous (p=0,139 u p=0,185 cooTBEeTCTBEHHO).

Cpennuii ypoBeHnb puopuHOorena ¢ yuerom COC Takxke He TMPOJIEMOHCTPHPOBAI
KOPPEJSAINUU C TTATOJIOTHYECKUM MPOIIECCOM TPH MYy3BIPHBIX JepMaTo3ax. Tak, B oOmen
rpyImre, CpeaHui mokaszarenb pudpunoreHa coctaBui 359,90+9,88 mr/mn (pedepencurie
sHaueHus 190—430 mr/mn). [pu tsoxenom obocTpeHuu cpeaHee 3HadeHue GuoOprUHOreHa
ob110 paBHO 385,91+15,89 mr/mn (n=23; 1N 352,96-418,86; JIB 95%; Me=375,00); npu
yMEpPEHHO-TsKeI0M obocTpenun 367,43+26,58 mr/mn (n=21; JI1 311,98-422,880; /1B
95%; Me=360,00); ipu nmerkom oboctpenuu 371,16+26,85 mr/mn (n=19; 11 314,76—
427,559; 1B 95%; Me=390,00); mpu pemuccuu 333,68+13,70 mr/mn (n=37; ]I 305,89—
361,46; 1B 95%; Me=330,00). Kputepuu CrtbroneHTa 1 MaHHa-YUTHU HE BBIABUIIU
JIOCTOBEPHOI KOPPEISIUHU KaK B OOIIEH rpyIine MalueHTOB C My3bIPHBIMU JIEPMaTO3aMU
(p=0,25), Tak 1 MO TaHHOMY ITOKAa3aTeJII0 y MAIlUeHTOB B repuoj oboctpenus (p=0,442)
u B niepuoj pemuccuu (p=0,381).

B o0meii rpymme manuMeHTOB C IMy3BIPHBIMH JIepMaTO3aMU CPEIHEE 3HAuYCHUE
D-numepa ¢ yaerom COC cocraBuio 0,85+0,11 mxr/mn (pedepencusie 3nauenus 0,05—

0,5 mkr/mi). Ilpu TsKEIOM OOOCTpEHHMHM CpelHee 3HadeHue D-gumepa ObLIIO paBHO
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1,33+0,38 mkr/miu (n=23; AN 0,54-2,13; AB 95%; Me=0,43); ipu yMepeHHO-TSKEIIOM
oboctpenuu 0,73+0,16 mxr/mn (n=21; 11 0,54-2,13; JIB 95%; Me=0,45); ipu erkom
oboctpenun 0,68+0,13 mxr/mn (n=19; M 0,39-0,96; B 95%; Me=0,49); mpu
pemuccun 0,70+0,15 mxr/ma (n=37; AN 0,40-1,01; AB 95%; Me=0,35). Kpurepuii
ManHa-YUTHU BBISIBUII JOCTOBEPHYIO KOPPENALMIO B OOIEH TpyIie MalueHTOB C
My3bIPHBIMU JIEPMATO3aMH IO CPABHEHHUIO C KOHTPOJIbHOW IPyHIoil M0 MOBBIIIEHHOMY
ypoBHio D-mumepa (p=0,008). B mepuon oboctpeHus mo kputepuiro MaHHa-YUTHH
NOBBIIIEHHBI ypoBeHb D-auMepa Takke JOCTOBEPHO OTIMYAETCA Yy OOJIBHBIX C
My3bIPHBIMU JIEpMATO3aMU MO CpaBHEHUIO ¢ rpynmnoil koHtponus (p=0,002). B nepuon
PEMUCCHUU TaKyI0 KOPPEIISIUIO MOJYyUYUTh HE YIATIOCh.

[Tonydennsie pe3yJbTaThl BHIMISACIHN IpeacTaBieHbl B Tabnune 14.

Tabnuna 14 — 3nayenus ypoBHel npoTpoMOuHa, pudpuHOoreHa, D-muMepa y manueHToB
B 0011I€# TpyIIIe My3bIPHBIX IEPMATO30B

95% AU nasi
cpeaHero
n | Cpegnee | CKO | COC 3HAYeHHUS Min | Max p
Hwxnsas | Bepxnss
TpaHulla | TpaHUIA
IIporpomoun, %
OnbITHas 100 107,59 18,62 1,86 103,90 111,29 40 155 ~0.05
Kontponbnas | 101 112,84 22,55 2,24 108,39 117,30 | 57,9 | 207,5 ’
DOudopUHOreH, Mr/aja
OnbiTHas 100 | 359,90 98,76 9,87 340,30 379,49 | 170 610 0.25
Kontponbnas | 101 461,38 880,84 | 87,64 | 287,49 635,27 | 180 8530 ’
D-gumep, MKr/mu
OnbiTHasA 100 0,85 1,14 0,11 0,62 1,07 0,13 8,71 0.918
Kontponbnas | 101 0,69 1,16 0,12 0,46 0,92 0,11 7,12 ’

[To HO3070THSAM TIOTYYCHHBIC TAHHBIE PACIIPEACIUINCEH CIIETYIONUM o0pa3om. B
rpynme nanueHToB ¢ BII cpennee 3HaueHne mpoTpoMOrHA y BCEX MAIMEHTOB COCTABIIIO
108,08+2,35% (n=49; AN 103,36-112,80; B 95%); ¢ TsxenbiM 00OCTpEeHHEM
111,50+5,78% (n=6; AU 96,63-126,37; AB 95%; Me=108,00); ¢ yMepeHHO-TSKEIbIM
oboctpenunem 94,56+5,45% (n=7; AN 81,23-107,88; AB 95%; Me=94,10); c nerkum
oboctpenuem — 119,74+5,45% (n=8; AN 106,86—132,62; JIB 95%; Me=119,10); c
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pemuccuerr  107,40+£2,95% (n=28; AU 101,34-113,46; JAB 95%; Me=13,78).
JIoCTOBEPHYIO KOPPEJISIHUIO BRIIBUTH HE y1anock (p>0,05).

B rpynne mamuentoB c¢ JCII cpeaHee 3HaueHue NPOTPOMOMHA COCTABUIIO
104,78+4,49% (n=24; 11 95,48—-104,71; AB 95%). B rpymre ¢ TsokenbiM 000CTpeHUEM
JICII cpennee 3HaueHue mporpoMOuHa coctaBuiio 103,64+10,69% (n=9; I 78,99—
128,30; IB 95%; Me=107); ¢ ymepenHo-tsukensm — 107,74+5,52% (n=9; 1 95,00—
120,48; IB 95%; Me=102,00); ¢ nerkum ob6octperuem 90,50+0,50% (n=2; AN 90,00—
91,00; IB 95%; Me=90,50); y naienToB ¢ pemuccued 107,82+3,99% (n=4; AN 95,12—
120,53; B 95%; Me=107,70). JlocToBEepHYIO KOPPEIALMIO BBISIBUTh HE YAAIOCh
(p>0,05).

VY nanuentoB ¢ BIl Habmronanuch cieayronye MoKa3aTeau CPEIHEro 3HAYEHUS
npoTpoMOuHa. B oOmieit rpymnne nanueHtoB ¢ bII ypoBeHb mpoTpomMOMHA COCTaBUII
109,21£3,76% (n=27); ¢ tsxenbiMm oboctperueM — 104,82+9,70% (n=8; JI1 81,88—
127,77; AB 95%; Me=97); c ymepeHnHo-TsikenbIM 00ocTpenuem 110,50+6,08% (n=5; AU
93,61-127,39; 1B 95%; Me=110); c nerkum oboctpernem — 113,13+5,50% (n=9; A1
100,46—-125,81; AB 95%; Me=113); c pemuccueir 107,86+8,51% (n=5; AU 84,23—
131,49; 1B 95%; Me=98). JlocToBepHYI0 KOPPEIALHIO BBIIBUTH HE yaanoch (p>0,05).

[TomydeHHBIE JaHHBIE 1O YPOBHSIM TPOTPOMOWHA B 3aBUCHMOCTH OT
HO30JIOTHYECKOW  MPUHAJIS)KHOCTA  ITy3BIPHOTO  JIepMaTo3a MPEACTAaBICHBI Ha

Pucynke 35.
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Pucynok 35 — 3Haduenue ypoBHeil NpoTpoMOUHA y TAIMEHTOB C IMY3bIPHBIMU
JepMaTo3amMu
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Cpennee 3HaueHue ¢ubOpuHoreHa B rpynne nanueHtoB ¢ BII cocraBuio
330,59+13,25 mr/nn (pedepercubie 3HaueHus 190—430). Ilpu Tsoxenom obocTpeHUHU
cpeanee 3HaueHue pudpunorena y nanueHToB ¢ BII 6110 paBHO 328+33,83 Mr/ni (n=6;
N 241,02-414,97;, JIB 95%; Me=335); mnpu yMepeHHO-TSKEIOM OOOCTpEHUHU
328,43+46,21 wmr/nn (n=7; AW 215,34-441,51; JIB 95%; Me=290); npu nerkom
oboctpennn 331,59+42,88 mr/mn (n=8; AN 230,09-432.91; IB 95%; Me=302,50); npu
pemuccun 331,43+£15,69 mr/mn (n=28; M 299,23-363,62; B 95%; Me=333).
JIOCTOBEpPHYIO KOPPEJSIUIO MEXAY TMOBBIINIEHHBIM YpoBHeM ¢uoOpuHorena u BII
BBISIBUTH HE yaanock (p>0,05).

Cpennee 3HaueHue QuOpuHorena rpynmne mnauueHtoB ¢ JICII cocrtaBuio
371,70£21,16 mr/mn. Ilpu TsxenoMm oOOCTpeHHH cpeaHee 3HaueHne (GUOpPHHOTEHA Y
nanueHToB ¢ JICIT 6su10 paBuo 415,78+21,26 mr/mn (n=9; 1IN 366,75-464,80; /1B 95%;
Me=393); npu ymepeHHO-TsIKeIIoM obocTpernu 358,67+45,83 mr/mn (n=9; 1IN 95,01—
120,48; JIB 95%; Me=102); npu nerkom oboctperuu 361,50+102,50 mr/mn (n=2; AU
940,89-1663,89; 1B 95%; Me=361,50); mpu pemuccuu 307,00+22,89 mr/nn (n=4; AU
234,16-379,84; 1B 95%; Me=304). JlocTOBEpHYIO KOPPEIALIMIO MEKY MOBBIILICHHBIM
ypoBHeM ¢ubpunorena u JICII BeisiBuTH He ynanoch (p>0,05).

VY mamuentoB ¢ BII Habmomamuce crieayroniye Mmoka3aTe CPeIHEeT0 3HAUYCHUS
¢bubpunorena. B obmie#t rpymnme mamuenToB ¢ bII cpexnnii ypoBeHnb ¢pubpuHoreHa ObiI
paBen 402,59+17,32 mr/nn (n=27). C tsoxensim ob6octperuem bl ypoBens pubpunorena
coctaBun 395,75+23,88 mr/mn (n=8; AU 339,28-452,22; JIB 95%; Me=400,50); npu
yMepeHHO-TsDKenoM oboctpenun 437,80 mr/mn (n=5; JIW 350,61-524,99; 1B 95%;
Me=410); npu aerkom oboctpenun 408,56+36,73 mr/mn (n=9; A1 323,86-493,25; JIB
95%; Me=409); npu pemuccuu 367,60+49,40 mr/nin (n=5; AN 230,43-504,76; JIB 95%;
Me=373). Ilo kputeputo MaHHa-YUTHH OblIa BBISBIICHA JOCTOBEPHAS KOPPEISAIIHS
(p=0,005).

Janupie 1o ypoBHAM (UOpPUHOTEHA B 3aBUCUMOCTH OT HO30JIOTHYECKOM

MIPUHA/JIEAKHOCTHU ITy3bIPHOTO J€pMaTOo3a MpeacTaBieHbl Ha Pucynke 36.
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Pucynoxk 36 — 3Hauenue ypoBHel (pUOpUHOreHa y NallMeHTOB C MMy3bIPHBIMU
JepMaTo3aMu

B rpynne manumentoB ¢ BII cpennee 3nauenme D-puMmepa y Bcex NanMeHTOB
coctapuino 0,73+0,13 mxr FEU/mn (n=49; 1 0,47-0,99; JIB 95%); ¢ TsoxeasmM
oboctpenuem coctaBuno 0,31+0,04 mxr FEU/mn (n=6; AU 0,20-0,41; B 95%;
Me=0,27); ¢ ymepeHHo-TsxenbiM oboctpenueM 0,77+0,37 mxr FEU/mn (n=7; 1A 0,13—
1,67; 1B 95%; Me=0,41); ¢ nerkum oboctpennem — 0,88+0,30 mxr FEU/mn (n=8; AU
0,17-1,60; AB 95%; Me=0,48); c pemuccuei 0,77+0,19 mxr FEU/mn (n=28; 1N 0,38—
1,16; 1B 95%; Me=0,37). locToBEpHYIO KOPPEISAILUIO MEXKIAY MOBBIIIEHHBIM YPOBHEM
D-numepa u BII BoisBUTH He yaanocsh (p>0,05).

B oOweit rpynne nauuentoB ¢ JICII noka3zartens D-aumepa B cpelHEM COCTaBUII
0,98+0,35 mxr FEU/Mmn (n=24; 1N 0,25-1,71; AB 95%), ¢ TsxensiM oboctpennem JCII
1,80+0,89 mxr FEU/mi (n=9; 1A 0,26-3,86; /1B 95%; Me=0,83); ¢ yMepeHHO-TsKEJIbIM
- 0,50+0,09 mxr FEU/Ma (n=9; AW 0,29-0,71; B 95%; Me=0,43); ¢ nerkum
oboctpenuem 0,72+0,10 mxr FEU/Ma (n=2; AN 0,61-2,06; AB 95%; Me=0,72); y
nanueHToB ¢ pemuccuend 0,34+0,08 mxr FEU/mn (n=4; I 0,09-0,59; OB 95%;
Me=0,35). /locTOBEpHYIO KOPpEJSALHIO MEXIy IOBBIIIEHHbIM ypoBHeM D-aumepa u
JCII BoIsiBUTH HE yaanock (p>0,05).

V¥ nanuenTtoB ¢ BII Habmomanuce ciieqyroniye Mnoka3aTeld CPeIHEro 3Ha4YECHHUS
D-gumepa. B oOwmell rpynmne mauueHtoB ¢ bIl ypoBens D-aumepa cocraBui

0,95+0,17 mxr FEU/mMa (n=27); ¢ TsxenbiM obocTtpenueM — 1,58+0,38 mxr FEU/mi (n=8;
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AN 0,67-2,49; 1B 95%; Me=1,17); ¢ yMepeHHO-TSXKEIbIM O00OCTpEHUEM
1,11+0,45 mxr FEU/Mn  (n=5; AW 0,14-2,35; 1B 95%; Me=0,81); c nerkum
oboctpenuem — 0,48+0,07 mxr FEU/Mn (n=9; 1 0,32-0,64; IAB 95%; Me=0,42); ¢
pemuccueit 0,64+0,35 mxr FEU/mi (n=5; /11 0,33—-1,62; IB 95%; Me=0,34). Kpurepuii
MaHHa-YUTHU BBISIBUI JOCTOBEPHYIO KOPPEISALUIO MEXKIY MNOBBIILIEHHBIM YPOBHEM
D-numepa u BIT (p=0,009).

JanHbple 10 ypoBHAM D-muMepa B 3aBUCMMOCTH  OT  HO30JOTHYECKOM

IIPUHAJIEKHOCTH IpeACTaBIeHbl Ha Pucynke 37.
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Pucynok 37 — 3nauenue ypoBHel D-aumepa y ManueHToB ¢ My3bIpHBIMU JEPMATO3aMHU

CpaBHutenpHble kputepun CThroJieHTa 1 MaHHAa-YWUTHHU B rpynne ManueHToB ¢
BIl He BBIIBWIM JOCTOBEPHOW KOPPEJALMM 3HAYEHWHW HHU OJHOTO II0Ka3aTels
KoaryJsiiuu (mpoTpoMOuH, (puOpuHOreH, D-nuMep) Mo CpaBHEHUIO C KOHTPOJIBHOU
rpynnoii (p=0,190; p=0,302; p= 0,839 coOTBETCTBEHHO).

B rpynne nmanuentos ¢ JICII cpaBHEeHHE ¢ MCIIOJIB30BAHUEM IAPHBIX KPUTEPHUEB
CrproeHTa 1 MaHHA-YUTHU TakKe HE ONPEAECIWIO JOCTOBEPHBIX KOPPEJALMUN HU I10
OJIHOMY W3 ITOKa3aTesiel KoaryJsiuuu (Ipy CpaBHEHUH 3Ha4eHH mporpomobuna p=0,116;

¢ubpunorena p=0,620; D-qumepa p=0,328).
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B rpynne nanuentoB ¢ BII nocToBepHbIe KOppensiuu ObLIA YCTAHOBIECHBI MEXITY
MOBBIIIIEHHBIM ypoBHEM (uOpuHoreHa u D-numepa (mpu cpaBHEHUHM 3HAYCHUM
nporpombuna p=0,446; pudpunorena p=0,005; D-gumepa p=0,009).
OOmiass KapTMHA 3HAYEHUW TOKa3aTeled KOaryJdluud MNPUMEHUTEIbHO K

My3bIPHBIM J€pMaTO3aM B 3aBUCMMOCTHU OT HO30JI0TUH TpejcTaBieHa B Tabnuie 15.

Tabnuna 15 — 3Hadyenus ypoBHeil mokazaTesneil KoaryJisiiiuy y MalieHTOB ¢ My3bIPHbIMU
JE€PMATO3aMH IO HO30JIOTUSIM

95% AU nasi
cpeaHero
n | Cpegnee | CKO | COC 3HAYeHHSA Min | Max p
Hwxnsas | Bepxnss
TpaHulla | TPaHHLA
IIporpomoun, %

bI1 27 109,21 19,55 3,76 101,47 116,94 | 60,0 | 142,0 0,45
BII 49 108,08 16,42 | 2,34 103,36 112,80 | 71,4 | 152,0 0,19
JACII 24 104,78 22,01 4,49 95,48 114,08 | 40,0 | 155,0 0,12

OnbiTHAS 100 107,59 18,62 1,86 103,90 111,29 40 155
Kontponbnas | 101 112,85 22,55 2,24 108,39 117,30 | 57,9 | 207.,5
DOudopUHOreH, Mr/aja

BII 27 402,59 90,00 | 17,32 | 366,99 | 438,20 |222,0| 541,0 | 0,005
BII 49 330,59 92,79 | 13,25 | 303,94 | 357,24 |170,0 | 571,0 0,30
JACII 24 371,71 103,64 | 21,15 | 327,94 | 415,47 |200,0 | 610,0 0,62

OmnbITHAs 100 359,90 98,76 9,88 340,30 379,50 170 610,0
Kontponbnas | 101 461,39 880,85 | 87,65 | 287,49 635,28 180 853,0
D-gumep, MKr/mu

BII 27 0,95 0,89 0,17 0,60 1,31 0,19 2,94 0,009

BII 49 0,73 0,91 0,13 0,47 0,99 0,14 4,56 0,84

JCII 24 0,98 1,72 0,35 0,25 1,71 0,13 8,71 0,33
OnbiTHaA 100 0,85 1,15 0,11 0,62 1,08 0,13 8,71
KonTponbaas | 101 0,69 1,17 0,12 0,463 0,92 0,11 7,12

Takum oOpa3oMm, W3 TMOKazarelew Koaryiasiiuu HauOojee UYyBCTBUTEIbHBIM
okazaica D-gumep, KOTOpBIM  NPOAEMOHCTPUPOBAN  JOCTOBEPHYKO  CBfI3b C
MATOJIOTUYECKAMU IIPOLIECCAMU, TPOUCXOIAIIMMU [PHU MY3bIPHBIX AEPMATO3ax B LIEJIOM
1 Bo Bpems oboctpenust Ha mpumepe BII, JICII u BII. Takxe Ba)kHO€ TUArHOCTUYECKOE

3HAYeHUE UMEIOT MOBBIIIEHHBIE YPOBHU (puOpuHOTeHa u D-aumepa y maruentosn ¢ BI1.
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34. XapaKTep PaCpeacjacHud rcuHoB riiaBHOI0 KOMILICKCA THICTOCOBMECTHMOCTH

kJaacca | Y 00JILHBIX C MY3bIPHBIMM A€pMaTO3aMHU

OO6mupHbIe 3HAHUS 0 TEHOMUKE U MpoTeoMuke cucteMbl HLA mo3BonuIu akTHBHO
UCIOJIb30BaTh TKAHEBOE TUIUPOBAHUE B MPAKTUKE JOKIMHUYECKOW JMArHOCTUKU H
MPOTHO3a PAa3BUTHS U TEUCHHS 3a00J€BaHU pa3iauyHor strosioruu [12, 39, 160, 174,
202].

Anturensl HLA knacca | 6putn uaeHTuguuupoBanbl y 49 00bHBIX € Ty3bIPHBIMU
nepmato3zamu. Cpeiy TUMUPOBAHHBIX OOJBHBIX OBbUIM BBIJICNIECHBI CIACAYIOUIUE TPYIIIbI:
I — obmas — Bce OonbHble (n=49), Il — GonbHble MyxunHbl (n=14), Il — GonbHBIE
KeHmuHbl (n=35), IV rpynmna — 0oJpHBIE C MHTPAdIHACPMAIbHBIM PACTOJIOKECHUEM
my3bipeit (n=29), V rpynna — 0osbHbIE ¢ CyO3MUAEPMATIbHBIM PACTIOIOKEHUEM ITY3bIpeid
(n=20).

B o6mieit rpynmne 607abHBIX T0CTOBEpHO yaille Berpeuancs antured A10 (12,24% y
00NBHBIX, TpoTHB 2,89% B rpymme 310poBhIX, y>= 9,51; RR=4,91; p<0,01). B
COOTBETCTBHM C TOKa3areineM oTHocutenbHoro pucka (RR), BeposTHOCTH pa3zBuTus
My3bIPHBIX J€PMATO30B 15l oOnanareneit antureHa A10 B JTaHHOM ciiydae 1Moyt B 5 pas
MpEBbIIIaIa TAKOBYIO 0 CPABHEHHUIO C JIMIIAMU, HE UMEIOIIMMU Ha3BAHHOTO F'€Ha B CBOEM

reHotune. [lonyuennsle qanubie oToOpaxeHsl B Tabnue 16.

Tabnuna 16 — Ocobennoctu pacnpenenenuss HekoTopsix HLA-anturenos I knacca y
OOJIbHBIX C MY3bIPHBIMU JiepMaTo3aMu (001Ias TpyIa)

YacToTa BbISIBJIEHHUS
HLA-I KonTpoabnas boJubHbIe
aHTHreHbl | rpynna (n=795) (n=49) x? RR EF PF p
aoc. % abc. %
Al 182 22,89 13 26,53 0,17 1,24
A2 374 47,04 21 42,86 0,18 0,85 0,07
A3 268 33,71 14 28,57 0,34 0,80 0,07
A24 216 27,17 16 32,65 0,45 1,32
Al10 23 2,89 6 12,24 9,51 491 0,10 <0,01
All 108 13,58 9 18,37 0,53 1,49
Al19 104 13,08 10 20,41 1,54 1,76
A28 38 4,78 3 6,12 0,01 1,48
B5 92 11,57 3 6,12 0,88 0,57 0,04
B7 208 26,16 9 18,37 1,09 0,66 0,09
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[Iponomxenue Tabmuier 16

YacToTa BbISIBJIEHHUS
HLA-I KonTpouabnas boJubHbIe
aHTHreHnl | rpynna (n=795) (n=49) x? RR EF PF p
aoc. % abc. %
B8 102 12,83 8 16,33 0,24 1,39
B12 121 15,22 7 14,29 0,00 0,98
B13 82 10,31 5 10,20 0,05 1,07
Bl14 38 4,78 4 8,16 0,52 1,95
B15 91 11,45 6 12,24 0,00 1,15
B16 47 5,91 6 12,24 2,16 2,36 0,07
B17 56 7,04 5 10,20 0,30 1,62
B18 90 11,32 7 14,29 0,16 1,38
B21 32 4,03 5 10,20 2,86 2,90 0,07
B22 26 3,27 3 6,12 0,44 2,19 0,03
B27 88 11,07 4 8,16 0,16 0,79 0,02
B35 197 24,78 13 26,53 0,01 1,12
B40 97 12,20 10 20,41 2,12 1,90
B41 19 2,39 2 4,08 0,07 2,10 0,021

Pacnpenenennie HLA-anTtureHoB snokyca B B o0meil rpynme OOJBHBIX C
My3bIPHBIMU JAEPMATO3aMH HE MUMEJIO CYIIECTBEHHBIX PA3JIMUMil C TPYIIION 340POBBIX
JIOHOPOB.

NMMyHOreHeTUUeCKMe TapaMeTpbl ObUIM  ONpENeieHbl B 3aBUCUMOCTH  OT
TeHACPHON MPUHAICKHOCTH 00CIIEIOBAHHBIX. Y CTAHOBJIEHO IOCTOBEPHOE YBEIUYCHUE
YacTOThl BCTPEYAEMOCTH AaHTUIeHa TucTocoBMecTUMOCTH Al0 B rpynme OOJbHBIX
Myxckoro nona (Pucynku 38, 39). Jlanusiii reH Obul BbisiBieH y 21,43% O0nbHBIX
MY>K4HH [0 cpaBHEHHIO ¢ 2,89% B rpymnme 310poBhIX (x>= 9,82; RR=10,01; p<0,01).

Y OKEHIIMH HE BBISBICHO JOCTOBEPHOTO YBEIUUYCHUS/CHUKEHUS YaCTOTHI
BCTpeUaeMoCTH aHTUreHOB rucrocoBMectuMoctd HLA-I (Pucynku 40, 41). Onnako,
HEOOXOJIMMO OTMETUTbh, UTO OBLI BBISABJIEH Psii OTKJIOHEHUN B YAaCTOTE BCTPEUAEMOCTH
antureHoB HLA-I mo cpaBHEHHMIO ¢ KOHTPOJILHOW TPYNIIOW 3JA0pOBBIX JTOHOPOB. B

rpyIine KeHIuH yaie onpeaensics antured HLA-A10, paBHO kak U B o011el rpymre.
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Pucynok 38 — Xapaxkrep pacnipenenenus HLA-anturenos I knacca (mokyc A) y
OOJBHBIX C My3bIPHBIMU AEPMATO3aMH (MYKYHHBI)
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Pucynok 39 — Xapakrep pacnpenenenus HLA-anturenos I kiacca (mokyc B) y
OOJIBHBIX C My3bIPHBIMU AEPMATO3aMH (MYKYHHBI)
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Pucynox 40 — Xapaxrep pacnpenenenus HLA-anturenos | kimacca (mokyc A) y
OOJIHBIX C My3bIPHBIMU Ji€pMaTO3aMHU (JKEHILUHBI )
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Pucynox 41 — Xapaxrep pacnpenenenus HLA-anturenos I kimacca (okyc B) y
OOJIHBIX C My3bIPHBIMU J€pMaTO3aMHU (KEHILUHBI)
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B xome  Hacrosmero - uccinenoBaHMs — ObUT  TPOM3BEACH  pacyer
MMMYHOTEHETHUUECKUX MapamMeTpoB B IPyIax MAUEHTOB C MHTPAMHUACPMAIbHBIM U
cyoanuaepMalbHBIM  pacnosioxkeHueMm ny3bipeit  (Tabmuust 17, 18), koTopblid
MPOJAEMOHCTPUPOBAT JOCTOBepHOE mpeobmaganue antureHoB Al10 (13,79% mnpotus
2,89% B rpymnme 310poBbIX, x*=7,33; RR=5,80; p=0,01) u B16 (17,24% npotus 5,91%,
v*=4,31; RR=3,54; p<0,05) y NalMEHTOB C MHTPA’IUICPMAIBLHBIM PACIOI0KEHUEM
my3bipeit. Takum oOpa3zoM, y HocuTenel aHTUreHoB rucrocoBMectumoctu HLA-A10 u
B16 BeposiTHOCTH Ae010Ta MHTpasNUIepMalbHBIX My3bIpHBIX AepmaTo30B (BII, ICII)

MOBBIIIAETCA B 5,8 U 3,5 pa3 COOTBETCTBEHHO.

Tabnuna 17 — Ocobennoctu pacnpenenenus HekoTopsix HLA-anturenos I knacca y
OOJIbHBIX C MY3BIPHBIMU JIEpMAaTO3aMU C HMHTPA’IUAEPMATIbHBIM PACIOI0KEHUEM
y3bIpen

Yacrora BuIsIBICHUA
HLA- KonTpoabsnas boJubHbIe
aHTHreHbl | rpynna (n=795) (n=29) x? RR EF PF p
abc. % abc. %
Al0 23 2,89 4 13,79 7,33 5,80 0,11 0,01
B16 47 5,91 5 17,24 4,31 3,54 0,12 0,03

Tabmuna 18 — Ocobennoctu pacnpenenenus HekoTopsix HLA-anturenos I knacca y
OOJBHBIX C My3BIPHBIMU JEPMATO3aMH C CYOITTHIEPMATILHBIM PACIIOI0KEHUEM ITy3bIpeit

Yacrora BbIsIBICHUSA
HLA- KonTpoabnas boJubHbIe
aHTHreHbl | rpynna (n=795) (n=20) x? RR EF PF p
abc. % abc. %
Al9 104 13,08 7 35,00 6,21 3,68 0,26 0,01
B21 32 4,03 4 20,00 8,31 6,41 0,17 <0,01
B40 97 12,20 6 30,00 4,10 3,21 0,21 0,03

Kak BuaHo u3 nanHbix Tabmuubl 18, y manueHToB ¢ CcyOsnmuiepMalibHbIM
pacnionoxkenueM my3bipeid  (BII) mgocToBepHO dalie oOmNpeneNsIIUCh AHTUTEHBI
rucrtocomectumoctd A19 (35,0% mnporus 13,08% B rpymme 310poBbIX, ¥°=6,21;
RR=3,68; p=0,01), B21 (20,0% mpotus 4,03%, y>=8,31; RR=6,41; p<0,01) u B40 (30,0%
npotus 12,20%, y*=4,10; RR=3,21; p<0,05). PykoBOACTBYSCh MOIyYEHHBIMH JaHHBIMU

IMOKa3aTcCJisi OTHOCUTCIIBHOT'O PHUCKaA RR, y HOCHUTEJICH aHTUT'€HOB I'MCTOCOBMECTUMOCTH



138
HLA-A19, B21 u B40 BeposiTHOCTB Ae010Ta CyO3HIepMATIbHBIX ITY3BIPHBIX IEPMATO30B
(bII) moBeimmaercs B 3,7, 6,4 u 3,2 pa3 COOTBETCTBEHHO.

[Tanmentsl ¢ BII mpoaemMoHCTpupoBaiu acconUalUdi TOJBKO C AHTUTE€HOM
rucrocosmectumoctd A10 (y*=6,80; RR=7,41; p=0,02), uto coorBeTcTBYET 16,67% Yy
O0onbHbIX TpoTUB 2,89% B rpymnme 370poBbiX. Y mamnueHToB ¢ BII Obuta BhIsiBIEHA
accolualys ¢ aHTUreHoM ructocosmectumoct HLA-A19 (y*=6,21; RR=3,72; p=0,01).
YV naumenToB ¢ JICII accoumamum ¢ antureHamu ructocoBMectuMoctu HLA-I He
BBISIBJICHO.

Nudopmanuio o mpeapacmnoyioKeHHOCTH JIIOJeH K pa3duyHbIM 3a00JIeBaHUSIM
MOKHO TOJYYUTh HE TOJBKO MyTEM HM3YYEHHs OTAENbHBIX aHTUreHOB HLA, HO n ux
COYETaHMs, BKIIOUas rarioTunudyeckue komomuanumu [12, 36, 100, 159, 161, 182]. B
ATOU CBSI3M MBI OIIPEICIIMIIN YaCTOTY BCTPEYAEMOCTH BHYTPHUIIOKYCHBIX U MEKIIOKYCHBIX
koMmOuHanuii antureHoB HLA [ kimacca y OOJNBHBIX C My3BIPHBIMU JI€pMaTO3aMU

(Tabmuust 19-21).

Tabmuma 19 — OcoOeHHOCTH pacnpeneNeHus BHYTPHIOKYCHbIX codeTaHuid HLA-TA
AHTUTEHOB Yy OOJIbHBIX C My3bIPHBIMU J€pMaTO3aMHU

YacToTa BbISIBJIEHUA
Coueranus
HLA- KonTpoabsnas boJubHbIe
anTarenop | _TPYIIA (n=795) (n=49) x? RR EF PF p
aoc. % aoc. %
Al-A2 57 7,17 7 14,29 2,40 2,27 0,08 >(),05
Al-A3 41 5,16 2 4,08 0,00 0,96 >(),05
A1-A9(24) 30 3,77 2 4,08 0,08 1,32 >(,05
A2-A3 79 9,94 3 6,12 0,39 0,68 0,03 >(),05
A2-A9(24) 56 7,04 2 4,08 0,26 0,69 0,02 >(),05
A2-All 23 2,89 1 2,04 0,01 1,02 >(),05
A3-A9(24) 40 5,03 4 8,16 0,39 1,85 >(),05
A9-A10 21 2,64 1 2,04 0,04 1,11 >(),05
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Tabmuua 20 — OcoOeHHOCTH paclpeAesieHuss BHYTPUIOKYCHbIX codyeTaHuii HLA-IB
KJ1acca y OONBHBIX C My3bIPHBIMH JIEPMaTO3aMHU

YacToTa BbISIBJIEHUA
Coueranus
HLA- KonTpouabnas boJubHbIe
anTarenop | _TPYIIA (n=795) (n=35) x? RR EF PF p
aoc. % aoc. %

B7-B8 17 2,14 1 2,04 0,26 1,38 >(,05
B7-B12 18 2,26 1 2,04 0,16 1,30 >(),05
B7-B35 31 3,90 1 2,04 0,08 0,75 0,01 >(,05

B12-B18 14 1,76 0 0,00 0,13 0,54 >(,05
B12-B35 14 1,76 2 4,08 0,38 2,84 0,03 >(,05

Ananu3 uadopmanuu, oroopaxkennon B Tadnunax 20, 21, naet npeacraBieHue 06
OTCYTCTBUU KOPPEISALMHU MEXKYy BHYTPUIIOKYCHBIMU coueTanusiMu anTureHoB HLA-IA,
B u my3bIpHBIMU JIepMaTO3aMHU.

Hanporus, MEKIIOKYCHBIE TaruIOTUITMYECKUE COYETaHUs HLA-A-B
MPOJIEMOHCTPUPOBAIM aCCOI[MATUBHYIO CBSI3b C MY3BIPHBIMHU J€pMaTo3amu. bblio
BBISIBJICHO 3HAYUTEIBHOE TMpeodiaaHue YacTOThl BCTPEYAEMOCTH MEXKIIOKYCHBIX
couetanuii: A1-B8 (14,29% cpenu OonbHbIX npoTuB 5,28% B KOHTPOJBHOM TpYIIIE,
v*=5,29; RR=3,13; p<0,05), A2-B7 (10,20% cpeau GombHbIX mpotus 3,40%, y*=4,15;
RR=3,45; p<0,05), A2-B35 (8,16% cpenu 60nbHEIX mpotus 1,76%, x*=6,26; RR=5,33;
p<0,05), A9-B35 (12,24% cpeau 60nbubIX poTus 2,01%, ¥*=15,22; RR=7,06; p=0,001),
A9-B40 (10,20% cpeau GonbHbIX mpotus 1,64%, 32=6,26; RR=7,16; p<0,01). Taxum
00pa3oM, PUCK BO3HUKHOBEHHUS IY3BIPHBIX JIEPMATO30B Y HOCHUTENEH MEKIJIOKYCHBIX
coueranuii A1-B8, A2-B7, A2-B35, A9-B35 u A9-B40 ysenunuusaerca B 3,1; 3,4; 5,3;
7,1 uB 7,2 pa3 coorBeTcTBeHHO (Tabnuma 21).

Takum o0pa3oM, pe3yabTaThl, MPEICTABICHHBIE B HACTOSIIEM pa3jesie paldoThl,
MO3BOJISIIOT KOHCTATUPOBATh HAJIMYKME aCCOIMATUBHOM CBSI3U IMY3BIPHBIX JEPMATO30B C
anturenamu HLA knacca I, 4To nmoarBepxaaeT reHETUYECKY0 JETEPMUHUPOBAHHOCTD

M3y4yaeMou rpynimbl 3a00JIeBaHUN.
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Ta6nuia 21 — OcoOeHHOCTH pacipeeieHuss MeXIOKYyCHbIX coueTaHuit HLA-anTurenos
[ xnacca y G0JIbHBIX C y3bIPHBIMU A€pPMaTO3aMHU

YacToTa BbISIBJIEHUA
Coueranus
HLA- KonTpouabnas boJubHbIe
anTarenop | _TPYIIA (n=795) (n=14) x? RR EF PF p
aoc. % aoc. %

Al-B8 42 5,28 7 14,29 5,29 3,13 0,10 0,019
Al-B17 12 1,51 1 2,04 0,09 1,94 >(,05

A2-B5 13 1,64 2 4,08 0,49 3,05 0,03 >(0,05

A2-B7 27 3,40 5 10,20 4,15 3,45 0,07 0,033
A2-B12 32 4,03 4 8,16 1,06 2,32 0,05 >(,05
A2-B27 17 2,14 1 2,04 0,22 1,38 >(,05
A2-B35 14 1,76 4 8,16 6,26 5,33 0,07 0,017
A2-B40 18 2,26 2 4,08 0,11 2,21 0,02 >(,05

A3-B7 51 6,42 5 10,20 0,55 1,79 >(,05
A3-B35 44 5,53 4 8,16 0,21 1,67 >(,05
A9-B12 19 2,39 3 6,12 1,28 3,00 0,04 >(,05
A9-B35 16 2,01 6 12,24 | 15,218 7,059 0,105 0,001
A9-B40 13 1,64 5 10,20 | 12,391 7,164 0,088 0,003
Al10-B18 24 3,02 2 4,08 0,000 1,657 >(,05
Al1-B35 13 1,64 3 6,12 2,876 4,363 0,047 >(,05

3.5. XapaKTep PacnpeacjacHuda rcuHoB riiaBHOIro KOMILIEKCA THICTOCOBMECTHMOCTH

kjacca Il y 60JbHBIX ¢ My3bIpHBIMU 1€PMATO3aMH

Xapaktep pacnpenenenus reHoB HLA II kmacca y OOJIBHBIX € My3BIPHBIMHU
JiepMaro3amMu u3ydalica Kak B o01mieil rpynmne 0onbHbBIX (n=101), Tak U B BBIJEIEHHBIX
rpyImax MalueHTOB: B 3aBUCUMOCTH OT mona (33 MyX4uHbl U 68 KEHIIUH), YPOBHS
pacrionioxkeHus my3biped (73 OONBHBIX C HMHTPA3NUACPMAIBHBIM PACIOIOKEHUEM
my3bIpen, 28 — ¢ cyOdamuaepMaibHBIM PACIIOI0KEHUEM), B 3aBUCUMOCTH OT HO30JIOTHH
(49 — ¢ BII, 24 — ¢ ACII, 28 — ¢ BII).

OCHOBHBIE XapaKTEpPUCTUKU OOCJIEIOBAaHHBIX IPYIIN MAIlUEHTOB, Y4aCTBOBABIINX

B TuniupoBanuu renoB HLA-II, mpencrasnens B Tabmuie 22.
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Tabmuma 22 — XapakTepucTuka 00CIeJOBaHHBIX JIUII

My:xuunbl, | ’Kenmunbl,| Bo3pact AasHocts
I'pynnbl 06c/1e10BAHHBIX Bcero, n n (%) ’ n (%) ’ et > BaboseBaHu,

JIeT
BII 49 15(30,6) | 34(69,4) 3689 1-27
JCIIT 24 8 (33,3) 16 (66,7) 35-68 2-21
bI1 28 10 (35,7) | 18(64,3) 57-83 1-3
HNHTpasnuaepmaibHoe
pacnonosxxenue my3sipeit (BII, JICIT) 73 23BL3) | 50(68,5) 35-89 1=27
CyOsnunepmanboe pacrioIoKeHne
nyseipeit (BIT) 28 11(39,3) | 17(60,7) 57-83 1-3
KonrponbHas rpynmna (auma 6e3
ITy3bIPHBIX 1€PMATO30B) IIPU He
uccinenosaunu reuos HLA-DRBI1 u 103 35(33.9) 68 (66.1) 50-85 MIPUMEHUMO
HLA-DQBI
KonrponbHas rpynmna (auma 6e3 He
My3bIPHBIX IEPMATO30B) MIPU 610 250 (40,9) | 380(59,1) | 42-80
uccinenoBanuu renoB HLA-DQA1 TIpHUMCHHIMO

Ananmu3 nonumop¢dusma reHoB jokyca DRB1 B oOwmell rpynmne OONbHBIX C
My3bIPHBIMU ~ JIEpMAaTO3aMy  BBISIBUJ ~ 3HAYUTEIBHOE  MpeoOsialaHhe  YacCTOTHI
BCTpeyaeMocTH reHoB ructocoBMectumoctd DRB1%*3 (10,89% y 6onbubIx ipoTuB 0% B
KOHTPOJBHOM Tpymne, 1>=9,82; RR=26,30; p=0,00033), DRB1*4 (35,64% mnpoTtus
20,39%, %>=5,16; RR=2,14; p<0,05), DRB1*14 (11,88% mpotus 1,94%, y>=6,40;
RR=5,67; p<0,01), DRB1*16 (10,89% mnpotus 1,94%, yx*=5,43; RR=5,16; p=0,01).
BepositHocTh pa3zButust my3sipHbix aepmaroszoB (BII, JICII, BIl) y Hocurteneil reHoB
DRB1*3, DRB1*4, DRB1*14, DRB1*16 mnoBbimaercsa B 26, B 2, B 5,7 u B 5 pa3
COOTBETCTBEHHO. Kpome TOro, BBISIBIEHO MPOTEKTHUBHOE aAeiicTBue reHoB DRBI1*15
(12,87% cpeau GonbHBIX MPOTHB 36,89% B KOHTPONBLHON Ipymie, y>=14,44; RR=0,26;
p<0,001) u DRB1*17 (orcyrctBue cpeau OonbHBIX NpoTUB 14,56% B KOHTPOIBHOM
rpynme, p<0,001), o3Hayaroiiee, 4YTO yKa3aHHBbIE ajljIedd O0JIalal0T MPEBEHTUBHBIMU
CBOMCTBaMU K (DOPMUPOBAHUIO MY3bIPHBIX JEPMATO30B Yy HOCUTENEH ITAaHHBIX T€HOB
ructocoBMectumMoctu (Tabmuua 23). Heobxomumo otmeruts, yto HLA-DRBI1*13 u
HLA-DRB1*14 xonupytot ceporun DR6; HLA-DRB1*15 u HLA-DRB1*16 — cepotun
DR2; HLA-DRB1*17 — ceporun DR3.
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Tabnmuma 23 — Yacrora BcTpeuaemoctu HLA-II DRBI1* B o0uieit rpymnmne OOJBHBIX C
y3bIPHBIMU JIEPMATO3aMHU

YacroTa BCTpe4aeMoCTH
HLA renn1| KonTposabHas boJubHbIe
DRB1* | rpynna (n=103) (n=101) x? RR EF PF p
abc. % a0c. %
1 32 31,07 22 21,78 1,81 0,62 0,12 >0,05
3 0,00 11 10,89 9,82 26,30 0,11 0,00033
4 21 20,39 36 35,64 5,16 2,14 0,19 0,019
7 31 30,10 18 17,82 3,57 0,51 0,15 >0,05
8 6 5,83 7 6,93 0,00 1,19 >0,05
9 2 1,94 4 3,96 0,19 1,87 >0,05
10 2 1,94 1 0,99 0,00 0,60 0,01 >0,05
11 26 25,24 24 23,76 0,01 0,93 0,02 >0,05
12 5 4,85 9 8,91 0,76 1,84 >0,05
13 (DR6) 14 13,59 19 18,81 0,68 1,46 >0,05
14 (DR6) 2 1,94 12 11,88 6,40 5,67 0,1 <0,01
15 (DR2) 38 36,89 13 12,87 14,44 0,26 0,27 <0,001
16 (DR2) 2 1,94 11 10,89 5,43 5,16 0,09 <0,01
17 (DR3) 15 14,56 0 0,00 13,81 0,03 0 <0,0001

[To nokycy DQBI1 B oOmell rpynmne OOJBHBIX € Iy3bIPHBIMU J€pPMAaTO3aMU
BBISIBJIEHO  3HAUUTEIbHOE  MpeoOiaJaHue  YacTOThl ~ BCTPEYAEMOCTHM  T'€HOB
ructocopmectuMoctu DQB1*502-4 (13,00% y 60mabHBIX pOTUB 3,88% B KOHTPOIHHOU
rpynne, x*=4,37; RR=3,41; p<0,05), DQB1*503 (11,00% B rpynme GOIbHBIX NPOTUB
0,97% B KOHTpONBHOU TpynIe, % >=7,46; RR=8,78; p<0,05), DQB1*02 (11,00% nporus
0%, %*=9,93; RR=26,6; p<0,0003) m DQB1*304 (5,00% mporus 0%, ¥>=3,40;
RR=11,92; p<0,05). CtouT OTMETUTH, YTO Y HOCUTEJIEH T'€HOB T'MCTOCOBMECTUMOCTH
DQB1#*304, DQB1*502-4, DQB1*503 u DQB1*02 BeposiTHOCTHh 1€0I0Ta My3bIPHBIX
nepmaro3oB (BII, JICII, BII) noseimaercs B 11,9; 3.4; 8,8; u 26,6 pa3 COOTBETCTBEHHO.
[TomuMo 3TOTO, BBISIBIEHO NpeBeHTUBHOE AckicTBre reHoB DQB1*201 (14,00% npotus
29,13%, %*=5,98; RR=0,40; p<0,05), DQB1*303 (7,00% npotus 23,30%, %>=9,20;
RR=0,26, p<0,01), DQB1*602-8 (22,00% npotus 37,86%, %*=5,34, RR=0,47; p<0,05)
(Tabnuia 24).
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Tabnuua 24 — Yacrora BctpeuaeMoctu HLA-II DQB1* B oOmeit rpynmne OOJbHBIX C
y3bIPHBIMU JIEPMATO3aMHU

YacToTa BCTpe4aeMoCTH

HLA renni| KonTpoabHas boJubHbIe
DQB1* | rpynna (n=103) (n=100) x? RR EF PF p
a0c. % a0c. %

201 30 29,13 14 14,00 5,98 0,40 0,17 <0,05
301 32 31,07 42 42,00 2,17 1,60 >0,05
302 20 19,42 27 27,00 1,24 1,52 >0,05
303 24 23,30 7 7,00 9,20 0,26 0,17 <0,01
304 0 0,00 5,00 3,40 11,92 0,05 <0,05
305 1 0,97 1 1,00 0,48 1,03 >0,05
401, 401-2 2 1,94 3,00 0,00 1,46 >0,05
501 32 31,07 24 24,00 0,94 0,71 0,09 >0,05
502-4 4 3,88 13 13,00 4,37 3,41 0,09 <0,05
503 1 0,97 11 11,00 7,46 8,78 0,10 <0,01
601 5 4,85 0 0,00 >0,05
602-8 39 37,86 22 22,00 5,34 0,47 0,20 <0,05
02 0 0 11 11,00 9,93 26,60 0,11 <0,001

03 0 0 2 2 0,54 5,25 0,02 >0,05

402 0 0 3 4,48 1,41 7,43 0,03 >0,05

[To noxkycy DQA1 B o0mieil rpymnme OOJbHBIX C Iy3BIPHBIMH JI€pMaTO3aMH

BBISIBJICHO JIMIIb Mpeobiaganue 4actoThl BcTpeuaemoctu reHa DQA1*0301 (40,00% y
GompHBIX TpoTHB 29,02% B KOHTpOmbHOM rpymme, y°=4,38, RR=1,61; p<0,05)
(Pucynox 42).
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Pucynok 42 — Yacrtora Bcrpeuaemoct HLA-II DQA1* B 061ieit rpymnme O0JIbHBIX C
y3bIPHBIMU A€PMATO3AMHU
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Pacnipeyienne acconuanuy 4aCTOThI BCTPEYa€MOCTH T€HOB THCTOCOBMECTUMOCTH
DRB1*, DQB1*, DQAI* B rpynne MyuuH ¢ my3slpHbIMH aepMaro3zamu (BII, ACII,

BII) npencrasneno Ha Pucynke 43.

16
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DRBI
* 14
(DR6)

DQBI
)

® 3g0poBbie ™ BonbHbIE

Pucynok 43 — Hacrora BcTpedaemocty reHoB rucrtocopmectumoctr HLA-II B rpynme
MY>KUHH C ITy3bIPHBIMU J€pPMaTO3aMH1

I'en rtucrocoBmectumoct DRBI1*3 3HauuTensHo mnpeoOnagan y OOJBHBIX
MYYUH, [0 CPaBHEHUIO cO 310poBBIMU (9,09% y 6onbHbIX TPOTUB 0% B KOHTPOJBHOM
rpynne, y>=5,82; RR=23,82; p=0,01). Kpome Toro, ompezuencHa Koppesnys ¢ TeHOM
ructocoBMectumMocTd DRB1#14(DR6) — 1,94% B koHTponbHO# rpymiie npotus 12,12%
cpenu GombHEIX (%*=3,96; RR=6,21; p=0,03). CornacHo moka3aTear0 OTHOCUTEILHOIO
pucka RR, BeposITHOCTb pa3BUTHS My3bIPHBIX J€PMATO30B Y MY KUHH-00J1a1aTeNeil reHa
DRB1*3 unu DRB1*14 nosseimaercst B 23,7 u 6,2 pa3a COOTBETCTBEHHO 10 CPABHEHUIO
C JUUAMHU, HE UMEIOIIMMH JAHHBIX AHTUTEHOB B CBOEM TE€HOTHIIE. A y MY>KUHH-
Hocureneit rera DQB1*02 Takas BeposATHOCTb MOBbIIaeTcs noutu B 40 pas (3°=12,21;
RR=39,95; p=0,01). AccouaTUBHO} CBS3U MEXY Iy3bIPHBIMHU JAEPMATO3aMH C T€HAMU
rucrocoBMecTumMoctd DQA1* B rpynne My>K4uH HE BBISIBICHO.

B xeHckoll rpymnme BO3HUKHOBeHHME Iy3bipHOro aepmarosa (BIIL, JICII, BII)
accouuupoBanochk ¢ Hanuurem ayeneit DRB1*3 (11,76% npotus 0% B KOHTpOJBHON
rpynne, x*=10,21, RR=29,1; p<0,001), DRB1*4 (35,29% nportus 20,39%, ¥*=3,96;
RR=2,11; p<0,05), a taxoke DRB1*14 (11,76% nporus 1,94%, ¥* =5,51; RR=5,70;
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p<0,05) u DRB1*16 (13,24% npotus 1,94%, y*=6,90; RR=6,5; p<0,01). BeposaTHOCTS
pa3BUTUS MY3BIPHBIX JEPMATO30B Y >KEHIIMH-oOnanateneil reHoB DRB1*14 wnwm
DRB1*16 noBsimaercs B 5,7 u 6,5 pa3 COOTBETCTBEHHO 110 CPAaBHEHHIO C JIMIIAMH, HE
MMEIOIIMMHU Ha3BaHHBIX T€HOB B CBOEM reHoTure. HampoTus, He 3aperucTpupoBaHO HU
onHoro 6oxpHOro ¢ HanmuuueM amaenu DRB1*17 (0% npotuB 14,56% B KOHTpOJBbHOU
rpynmne, p<0,01), a Takxke omnpeaensgach CTAaTUCTUYECKH 3HAUYMMasi MPOTEKTUBHAs
KOppeJAIus MEXIy HaJIM4YhueM reHoB rucrocoBmectumoct DRB1*7 (13,24% npotus
30,10%, ¥*=5,59; RR=0,37; p<0,05), DRB1*15 (10,29% npotus 36,89%, x*=13,61;
RR=0,21; p<0,001) u dbhopmMupoBaHHEM MY3bIPHBIX JIEPMATO30B. T. €. MOXKHO IOJIArarTh,
YTO JaHHBIE aield OO0JaJaloT OMNPEEeCHHBIMU TPEBEHTUBHBIMU CBOMCTBAMH IO
OTHOILIEHHIO K (POPMUPOBAHUIO psAJia My3bIPHBIX AepmaTo30B y xkeHuuH (BIL, JICII, BIT).

Heo6xouMO OTMETUTH, YTO HE OBLIO BBISBICHO KOPPEISIIIUU MEXAY AJIEIIMU
HLA-DQA1* u popmupoBaHueM Mmy3bIpHBIX AEPMATO30B y 00CIETOBAHHBIX KEHIIUH.

Hanpotus, npumenutensHo k amiensm HLA-DQBI1* orMeuena nonoxxuTenbHas
accoumanisi reHoB rucrocoBmectumoctn DQB1*502-4 (14,93% npotuB 3,88% vy
3I0pOBEIX, ¥>=5,17; RR=4,04; p<0,05), DQB1*503 (10,45% npotus 0,97% y 310pOBBIX,
v*=6,15; RR=8,47; p<0,01) u DQB1*02 (8,96% nportus 0% y 3m10poBEIX, *=7,11;
RR=23,35; p<0,01). Takum oOpa3zoM, y KeHIIUH-HOcuTenen amieneit DQB1*502-4,
DQB1*503 u DQB1*02 BeposSTHOCT, BO3HMKHOBEHHS MY3bIpHBIX AepmaTo30B (BII,
JICII, BIT) noBeimaercs B 4,0; 8,5 u 21,9 pa3 coorBeTcTBeHHO. KpoMe Toro, onpeaencHa
MPOTEKTUBHAS KOPPEISALMS MEXIy HaIU4YMEeM TeHOB ructocoBMectumoctd DQB1*201
(13,43% mnpotus 29,13%, x*=4,80; RR=0,39; p<0,05), DQB1*303 (7,46% npotus
23,30%, x>=6,12; RR=0,29; p<0,05) u DQB1*602-8 (20,90% npotus 37,86%, y*=4,69;
RR=0,44; p<0,05). AccollmaTUBHON CBSI3U MEXK]Iy IMY3bIPHBIMH JIEPMATO3aMU C T€HAMHU

ructocoBMectumMocT DQA1* B rpymnmne xeHIuH He BbisiBiieHO (PucyHok 44).
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DRB1* 3
DRBI1* 4
DRB1* 7

DRBI* 14..
DRBI* 15..
DRBI* 16..
DRBI* 17..
DQB1* 201
DQB1* 303
DQB1* 502-4
DQB1* 503

DQB1* 602-8

DQBI* 2

® 3n0poBeie M BonbHbIE

Pucynoxk 44 — Xapakrep pacnpenenenus HLA-II y ;xeHIuH ¢ my3bIpHBIMA
JIepMaTo3aMHu

Xapaktep pacnpenenenus reHoB cucrembl HLA Il kmacca y OOJIBHBIX C
My3bIPHBIMU  JIEPMATO3aMU B 3aBUCUMOCTH OT YPOBHS pACIOJOXKEHUS Iy3bIpeid
y

npexacrasieH B Tabnumax 25, 26.

Tabnuua 25 — Xapakrep pacnpenenenuss HLA-renoB knacca Il B rpynne OOJbHBIX ¢
MHTPadUIEPMaIIbHBIM PACIIOIO0KEHUEM Ty3bIpei

YacroTra BCTpe4aeMoCTH
HLA renst KO};;I;:[‘]:;HaH boabHbie " RR EF PF p
abc. % a0c. %

DRB1* 103 100 73 100
3 0 0 7 9,59 7,93 23,35 0,09 <0,01
4 21 20,39 27 36,99 5,13 2,27 0,21 <0,05
14 (DR6) 2 1,94 11 15,07 8,93 7,47 0,13 <0,01
15 (DR2) 38 36,89 10 13,7 10,45 0,28 0,26 <0,01
16 (DR2) 2 1,94 10 13,7 7,54 6,71 0,12 <0,01
17 (DR3) 15 14,56 0 0 9,83 0,04 0 <0,001

DQBI1* 103 100 73 100

201 30 29,13 7 9,59 8,68 0,27 0,20

303 24 23,3 5 6,85 7,25 0,26 0,16 <0,01
0502-4 4 3,88 11 15,07 5,50 4,07 0,11 <0,05
503 1 0,97 10 13,7 9,74 11,30 0,13 <0,001
02 0 0 10 13,7 12,51 34,23 0,13 <0,001
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B cooTBercTBUU ¢ nHPOpMaliuel, otoOpaxeHHoM B Tabnune 25, ObUIH MOTYyYEeHBI
JAHHbIE O HAJIMYUM  ACCOLMATUBHOM  CBSI3M  MEXKIY HHTPAdNHUICPMAIbHBIM
pacnonoxxenreM my3sipet mpu BIT u JICII u renamu DRB1*3 (9,59% npotus 0% B
rpynmne KoHTpons, x*=7,93; RR=23,35; p<0,01), DRB1*4 (36,99% nportus 20,39%,
v*=5,13; RR=2,27; p<0,05), DRB1*14 (15,07% mporus 1,94%, »*=8,93; RR=7,47,
p<0,01), DRB1*16 (13,70% npotus 1,94%, y*=7,54; RR=6,71; p<0,01). Caenan BbIBO.
o ToM, uto y HocuTenel renHoB DRB1*3; DRB1*4; DRB1*14 u DRB1*16 BeposiTHOCTB
MOSIBJIICHUS] UHTPA3NMUACPMAbHBIX My3bIpHBIX aepmato3oB (BII, JICII) moBsimaercs B
23,3;82,3;87,5; B 6,7 pa3 cOOTBETCTBEHHO. Takxe OblJIa BRISIBJICHA MPOTEKTUBHAS POJIb
B (OpMHpPOBAHMU UHTPAdIUIACPMATIBHBIX MY3BIPHBIX JAEPMATO30B JUIsl MAlMEHTOB-
Hocuteneii renos DRB1*15 (¥*=10,45; RR=0,28; p<0,01) u DRB1*17 (¥*=9,83;
RR=0,04; p<0,001).

UYro kacaercs nokyca HLA-DQB1* Oblna BbIsiBI€HA MOJIOKUTEIbHAS aCCOIUALINS
MHTPadUIepMaIbHBIX MY3bIPHBIX AepMaTo30B U renoB DQB1*0502-4 (15,07% npotus
3,88% B rpynmne koHTpous, ¥°=5,50; RR=11,30; p<0,05); DQB1*503 (13,70% npoTus
0,97%, ¥*=9,74; RR=34,23; p<0,001) u DQB1*02 (13,70% npotus 0%, x*=12,51;
RR=23,35; p<0,001). BeposTHOCTh MOSIBIECHUS HHTPAINMUACPMAIBHBIX MY3bIPHBIX
JIIEpMaTO30B Yy HOCHUTENEH 3TuUX autenedl mnoBeimaerca B 4,1; 11,3; u B 12,5 pa3
cooTBeTCTBeHHO. OTpHUIIaTeIbHAs aCCOIMAaTUBHAS CBA3b BhIsABICHA ¢ TeHaMu DQB1*201
(9,59% mnpotus 29,13%, ¥*=8,68; RR=0,27; p<0,01) u DQBI1*303 (6,85% mporus
23,30%, x*=7,24; RR=0,26; p<0,01).

He ObuIO BBISIBIEHO JOCTOBEPHOW acCOLMAIIMU MEXKYy HHTpa’nuiepMaibHbBIMU
My3bIPHBIMU JIEpMaTO3aMH U TeHamMu ructocoBMectumocTd HLA-DQAT*.

Kaxk orobpaxkeno B Tabnuiie 26, Obla HalijieHa acCOIMAllMATUBHAS CBA3b MEXITY
cyOsmnuiepMaIbHbIM pacnoyiokeHueM my3bipedt mpu BIl U reHoM TuCTOCOBMECTUMOCTHU
DRB1%*3 (14,29% mnporus 0% B rpynne kontpond, x>=10,74; RR=38,02; p<0,01). ¥
HOCUTEJIEW JTAHHOTO T'e€Ha BEPOSITHOCTh Pa3BUTHUS CyO3MHUAEPMAIBHOTO PACIIOIOKEHUS
my3bipedt noBeimaercss B 38 pa3. Ormeuena npotektuBHas poiab DRBI*15 (10,71%
npotus 36,89% B rpymmne koHTpoa, x>=5,85; RR=0,23; p=0,01) u DRB1*17 (0% npoTus
14,56%, ¥*=3,28; RR=0,10; p<0,05).
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Tabnuua 26 — Xapakrep pacupenenenuss HLA-renoB knacca Il B rpynne OOJbHBIX €
Ccy0anuiepMalIbHBIM PACTIONIOKEHUEM ITY3bIpeid

YacroTa BCTpe4aeMoCTH

HLA renbl KO};;I;(:IJ:;HaH boabHbIE o RR EF PF p

aoc. % aoc. %

DRBI1* 115 100 28 100
3 0 0,00 4 1429 | 10,74 | 38,02 | 0,14 <0,01
15(DR2) | 38 | 36,89 3 10,71 | 585 0,23 0,26 0,01
17 (DR3) | 15 14,56 0 0,00 | 3,28 0,10 0,00 | <0,05

DQA1* | 610 100 27 100
0103 101 | 16,56 0 0,00 | 4,14 | 0,09 | | 0,00 | 001

DQB1* | 103 100 27 100
301 32 | 31,07 16 | 5926 | 6,14 3,16 0,41 <0,05
304 0 0,00 2 7,41 3,63 | 2029 | 007 <0,05
602-8 39 | 37,86 2 7,41 7,83 0,16 028 | <0,01
402 0 0,00 2 7,41 3,63 | 2029 | 007 <0,05

IIpumenuTenbHO k  Jokycy HLA-DQBI1* accoLMaTuBHAas CBS3b
cyOsmuiepMabHbBIX MY3bIPHBIX JEPMATO30B ObLIa HE CTOJIb 3aMETHO BBIpaXK€Ha, HO BCE
e uMeeT MecTo 0b1Th: DQB1%#301 (59,26% npotus 31,07% B rpymie KoHTpos, x°=6,14;
RR=3,16; p<0,05); DQB1*304 (7,41% mnporus 0%, ¥*=3,63; RR=20,29; p<0,05) u
DQB1*402 (7,41% mporus 0%, x*=3,63; RR=20,29; p<0,05). HanpoTus, NpoTeKTHBHAS
pors DQB1*602-8 nocrarouno 3HauutenbHa (7,41% mnporuB 37,86% B rTpyIime
KoHTpOJA, ¥>=7,83; RR=0,16; p<0,01).

I'en rucrocoBmectumoct HLA-DQA1*0103 (0% mpotuB 16,56% B rTpyIie
xkoHTpOns, ¥*=4,14; RR=0,09; p=0,01) nmpomeMOHCTPUPOBa] NPEBEHTHBHYIO DPOJIb B
IJIaHE acColMaluu C CyOsNMUAepMalibHbIM PACTIONOKEHUEM Iy3bIped MPHU IMy3bIPHBIX
nepmarosax.

IIpn ananmu3e accoOUMATHUBHBIX CBs3eld TeHOB TucTocoBMectuMoctd HLA-II ¢
pPa3IMYHBIMU ~ HO30JIOTUSMU ~ TPYMNNbl  MY3bIPHBIX  JEPMATO30B  OOHAPYKEHBI

HIDKeTnpuBeaeHHbIe accounaruu (Tadmumsr 27-29).
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Tabnuua 27 — Xapakrep pacnpenenenust HLA-renos kiacca I B rpynne 6onbnbix ¢ BIT

YacroTa BCTpe4aeMoCTH
HLA renst KO};;I;(:IJ:;HaH boabHbie o RR EF PF p
abc. % abc. %
DRB1* 103 100 49 100
3 0 0,00 4 8,16 5,74 20,47 0,078 0,01
4 21 20,39 25 51,02 13,35 3,99 0,38 <0,001
14 (DR6) 2 1,94 11 22,45 15,33 12,13 0,21 <0,001
15 (DR2) 38 36,89 7 14,29 7,09 0,30 0,25 <0,01
16 (DR2) 2 1,94 8 16,33 8,96 8,32 0,14 <0,01
17 (DR3) 15 14,56 0 0,00 6,37 0,06 0,00 <0,01
DQA1* 610 100 49 100
0201 170 27,87 6 12,24 4,89 0,39 0,16 <0,05
0301 177 29,02 25 51,02 9,32 2,54 0,31 <0,01
DQBI1* 103 100 49 100
201 30 29,13 3 6,12 9,03 0,18 0,22 0,001
302 20 19,42 22 44,90 9,54 3,33 0,31 <0,01
303 24 23,30 2 4,08 7,35 0,17 0,17 <0,01

BrisaBinena accoumatvBHas CBs3b Mexay BIl U reHamMmm ructocoOBMECTUMOCTH
DRB1*3 (8,16% nportus 0% B rpymnme KoHTpos, x>=5,74; RR=20,47; p=0,01), DRB1%*4
(51,02% mporus 20,39%, ¥*=13,35; RR=3,39; p<0,001), DRB1*14 (22,45% npotus
1,94%, »*=11,33; RR=12,13; p<0,001), DRB1*16 (16,33% mpotus 1,94%, 1*=8,96;
RR=8,12; p<0,01). Cnenan BriBOA O TOM, 4TO y HocuTenei reHoB DRB1*3; DRB1*4;
DRB1*14 u DRB1*16 BeposaraHocTs nosinenus BII moseimaercs B 20,5; B 4,0; B 12,13
1 B 8,3 pa3 cooTBeTcTBEHHO. CXO0XKH€ TaHHbIE ObUIM MOJIYYEHBI Y JPYTUX POCCUUCKUX
aBTOpOB. BrIsBieHa mpoTeKTUBHAs poJib B (hopmupoBanuu BII y marmenToB-HOCHUTENEH
resoB DRB1*17 (0% npotus 14,56% y rpynmnsl KoHTpos, x>=6,37; RR=0,06; p<0,01) u
DRB1*15 (¥*=7,09; RR=0,30; p<0,01).

I'en HLA-DQBI1%*302 mnoxa3zan MmoJ0oXUTEIbHYIO accoUMaTHBHYIO cBsizb ¢ BII
(44,90% nportus 19,42% B rpymmne koHTpoas, 1*>=9,54; RR=3,33; p<0,01). O6pammaer Ha
ce0s1 BHUMaHKE NPOTEKTHBHAs poib TeHoB DQB1*201 (6,12% npotus 29,13%, ¥*=9,03;
RR=0,18; p=0,001) u DQB1*303 (4,08% npotus 23,30%, x*=7,35; RR=0,17; p<0,01).

I'en ructocoBmectumoct HLA-DQA1*0201 (12,24% y GonbHbIX ipoTuB 27,87%

B Ipymne KoHTpons, x*=4,89; RR=0,39; p<0,05) mpoaeMOHCTPHPOBAI MPEBEHTUBHYIO
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posb B miaHe accouuaruu ¢ BII, a ren HLA-DQA1*0301 — accomuaTuBHYyIO CBSI3b
(51,02% mpotus 29,02%, ¥*=9,32; RR=2,54; p<0,01).

[lokazarenu, npencrapieHHsie B Tabnuie 28, 1eMOHCTPUPYIOT aCCOIUATUBHYIO
cBs3b Mexay JICII u renamu rucrocoBMectumoctd DRB1*3 (12,50% npotus 0% B
rpymnme KoHTpous, ¥>=8,32; RR=33,69; p<0,01) u DRB1*13 (41,67% npotus 13,59%,
v*=8,26; RR=4,47; p<0,01), Torga xak rea DRB1*15 (12,50% npotus 36,89%, y*=4,24;

RR=0,28; p<0,05) ocymiecTBisieT IPOTEKTUBHYIO POJIb.

Ta6numa 28 — Xapakrep pacupenenennss HLA-renos knacca Il B rpynne 6osbnbIx ¢ J{CIT

YacroTa BCTpe4aeMoCTH
HLA renb1 KO};I)I;(:;:;HaH boJubHbIe o RR EF PF p
aoc. % aoc. %
DRB1* 103 100 24 100
3 0 0,00 3 12,50 8,32 33,70 0,12 <0,01
13 (DR6) 14 13,59 10 41,67 8,26 4,47 0,32 <0,01
15 (DR2) 38 36,89 3 12,50 4,24 0,28 0,25 <0,05
DQB1* 103 100 24 100
02 0 0,00 5 20,83 | 17,17 | 5839 | 021 | | <0,001

I'en HLA-DQB1*02 umeer accomnuatusnyto cBsizb ¢ JCII (20,83% mpotus 0% B
rpynne koHtpois, y>=17,17; RR=58,39; p<0,001). Bepoaruocts pazsutus JCII y
HOCHTEJIS JAaHHOTO T'eHa MOBbILIEH 0osee ueM B 58 pas.

AccomnatuBaoit cBsizu mexay JCII u remamm ructocoBmectumoctd DQAT*
BBISIBJICHO HE OBLIO.

Kak cnengyer w3 [aHHBIX, NOpPEACTaBICHHbIX Ha Pucynke 45, BbisBIeHa
acconmatuBHas cBa3b Mexnay BIl m renom rucrocoBmectumoctd DRBI1*3 (10,71%
npoTus 36,89% B rpymnme koHTpous, y>=10,74; RR=38,02; p<0,01). Y HocuTeNs JTaHHOTO
reHa BeposiTHOCTh pa3ButTus BIl moBsimaercst 6onee yem B 38 pa3. HampoTus, reHs
DRB1*15 (10,71% npotus 36,89% B rpynne koHTpous, °=5,85; RR=0,23; p=0,01) u
DRB1*17 (0% nporus 14,56%, ¥*=3,28; RR=0,10; p<0,05) noxa3aiu oTpHULATEILHYIO

aCCONMAaTUBHYIO CBA3b.
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Pucynok 45 — Xapaxkrep pacnpenenenus HLA-renos knacca Il B rpynne 6onpHbIX ¢ BIT

TFenst HLA-DQB1#301 (59,26% mportus 31,07% B rpymme KOHTpoJs, x>=6,14;
RR=3,16; p=0,01), DQB1*304 (7,41% nporus 0%, x*=3,63; RR=20,29; p<0,05) u
DQB1*402 (7,41% mpotus 0%, ¥*=3,63; RR 20,29; p<0,05) UMEIOT acCOLMATUBHYIO
cBsa3p ¢ BII. Ien DQB1*602-8 (7,41% nportus 37,86%, y*=7,83; RR=0,16; p<0,01)
UTPAET POJIb MPOTEKTOPA.

I'en rucrocoBmectumoctu HLA-DQA1*0103 (0% mnpotuB 16,56% B rpyrmme
xoHTpos, ¥*=4,14; RR=0,09; p=0,01) neMOHCTpHpYeT IPOTEKTUBHOE 3HAYCHHE B
acconuannu ¢ bII.

[lonyuennsle n onucaHHsle Bblme accouuanuu HLA-II ¢ my3sipHBIMH

nepmaTto3amu oObeuHeHsbl B Tabnuie 29.
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Ta6numna 29 — Xapakrep pacnpenenenus HLA-II no Bcem uccieayeMpiM rpynmnaM OOJIbHBIX € IMTy3bIPHBIMU J€PMaTO3aMHU

Aunesn HLA
T'pymnbt nauuenron AccouMMpoBaHHbIE RR p IIpoTeKTHBHBIE p
Oomas DRB1*3 26,30 <0,001 DRB1*15 <0,001
(Ly3BIpHBIE 1€pMATO3bI) DRB1*14 5,67 <0,01 DRB1*17 <0,001
DRB1*16 5,16 <0,01
DRBI1*4 2,14 <0,05
DQBI1*02 26,60 <0,001 DQB1*201 <0,05
DQBI1*304 11,92 <0,05 DQB1*303 <0,01
DQB1*503 8,78 <0,01 DQB1*602-8 <0,05
DQBI1*502-4 3,41 <0,05
My>XK4rHBI DRB1*3 23,75 <0,01
(Ly3BIpHBIE 1€pMATO3bI) DRB1*14 6,19 <0,05
DQBI1*02 39,95 <0,01
KeHmuHel DRB1*3 29,08 <0,001 DRB1*17 <0,001
(Ly3BIpHBIE 1€pMATO3bI) DRB1*4 2,11 <0,05 DRB1*7 <0,05
DRB1*14 5,70 <0,05 DRB1*15 <0,001
DRB1*16 0,48 <0,01
DQBI1*02 21,08 <0,01 DQB1*201 <0,05
DQB1*502-4 4,04 <0,05 DQB1*303 <0,05
DQBI1*503 8,47 <0,01 DQB1*602-8 <0,05
WHTpasnuaepmanbHble DRB1*3 23,35 <0,01 DRB1*15 <0,01
ITy3BbIPHBIE JEPMAaTO3bI DRB1*4 2,27 <0,05 DRB1*17 <0,001
DRB1*14 7,47 <0,01
DRB1*16 6,71 <0,01
DQBI1*0502-4 11,30 <0,001 DQB1*201 <0,01
DQBI1*503 34,23 <0,001 DQB1*303 <0,05
DQBI1*02 23,35 <0,01
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Aunesn HLA
T'pymnbt nauuenron AccouMMpoBaHHbIE RR p IIpoTeKTHBHBIE p
Cy0anunepmanbHbie DRBI1*3 38,02 <0,01 DRBI1*15 0,01
ITy3BbIPHBIE J€PMATO3bI DRB1*17 <0,05
DQB1*301 3,16 <0,05 DQBI1*602-8 <0,01
DQBI1*304 20,29 <0,05 DQA1*0103 <0,01
DQBI1*402 20,29 <0,05
BII DRB1*3 20,47 <0,01 DRB1*17 <0,01
DRB1*4 3,99 <0,001 DRB1*15 <0,01
DRB1*14 12,13 <0,001
DRB1*16 8,12 <0,01
DQBI1*302 3,33 <0,01 DQB1*201 <0,001
DQA1*0301 2,54 <0,01 DQB1*303 <0,01
DQA1*0201 <0,05
bI1 DRB1*3 38,02 <0,01 DRB1*15 0,01
DRB1*17 <0,05
DQB1*301 3,16 0,01 DQBI1*602-8 <0,01
DQBI1*304 20,29 <0,05 DQA1*0103 <0,01
DQBI1*402 20,29 <0,05
JCIT DRB1*3 33,69 <0,01 DRB1*15 <0,05
DRB1*13 4,47 <0,01
DQBI1*02 58,39 <0,001
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I'JIABA 4. TOJAXO/IbI K TEPAIIUU MY3BIPHBIX TEPMATO30B
(3 DTAI UCCJIEJOBAHUS)

4.1. IllpumeHeHN e TeHHO-UHKEHEPHOT0 OMOJIOTHYeCKOI0 Mpenapara puTyKCumMao

B Tepanuu BYJbIapHOil My3bIPYATKHU

Putrykcumab — XxMMepHOEe MOHOKJIOHAJIbHOE aHTuTeno IgG deinoBeka W MBIIIH,
KOTOpO€ CBSI3BIBAETCA C TpaHCMeMOpaHHbIM aHTUreHoMm CD20, skcrpeccupyeMbIM OT
cTaauu Ipe-B-KieTok 10 craauu npera3mMaTudecKuX KIeTok [268]. BemencrBue 3Toro
MpoIecca MPOUCXOIUT UCTOIIECHUE MyJia B-KiIeTok B pe3ysibTaTe HUTOTOKCUYHOCTH U
anonto3a [268]. Haumnas ¢ 2001 roma, mosIBUIMCH MyOJIMKAlMM B WHOCTPAHHBIX
PELIEH3UPYEMBIX HCTOYHUKAX O CEPUM CIIy4aeB YCHEIIHOW Tepanuu nanueHtos ¢ BII ¢
npuMeHeHueM putykcumada [60, 114, 163, 268]. B mnacrosmiee BpeMs pUTyKCHMaO
MIPUMEHSIETCS B IPOTOKOJIax BeAeHus nauueHToB ¢ BII B psie cTpaH u perjiaMeHTHpOBaH
€BpPONEHCKUMH PEKOMEHJIAIMSIMUA B KAayeCTBE CTAaHJIAPTHOIO JICUCHUS pedpakTepHBIX
ciydaeB my3bipuatku [41, 143].

EBporneiickue knuHuueckue pekomeHganuu oT 2020 1. peraaMeHTHPYIOT
MIPUMEHEHNE TeHHO-MHKEHEPHOTO OMOJIOTMYECKOTO Mpenapara puTykcumaba B KadecTBE
TE€panuyu TEePBOM JIMHUM Ui TAUUMEHTOB C IUIOLIAJbI0 TopaxkeHuss Tena < 5%,
OTPAaHUYEHHBIMH MOPAXKEHUSIMU TOJIOCTH PTa, HE yXYIUIAIOIIMMU IPUEM MUIIUA U HE
TPEOYIOIIIUMH  aHAJIBIeTUKOB, WuHIAeKcoM PDAI<1523 B Bujae MOHOTEpaluu
(nBykpaTHas nHGY3HOHHAS Tepanus 1o 1 T ¢ UHTepBaJIOM B 2 HEJICNIN) WU B COYCTAHUH
¢ 'KC (nmpenuuzomnon 0,5 MI/Kr/CyTKH) ¢ TOCTENEHHBIM CHUKEHUEM JIO3bI 10 OTMEHBI B
TeueHue 3—4 mecsues. B ciydasx ¢ MHOKECTBEHHBIMU, TSKEIBIMU MOPAXKEHUS MTOJIOCTH
pTa, 3aTpyJHEHUWEM I[IpUeMa TWHUIIH, TOTepell Beca, BBIPAKEHHOW OOJBI0 W/HWIN
nopaxxenueM Koxu >5% BSA, npu PDAI > 15 u <45 unu PDAI > 45,23 pekoMeH10BaHO
JiedeHre pUTyKCUMaOoM (Bakabl 110 1 T ¢ mHTEpBasioM B 2 Henenu) B coueTanuu ¢ ['KC
(mpenHU30710H 1 MI/KT/CYyTKH) ¢ TIOCTENEeHHBbIM CHIbKeHueM 103bl [ KC 10 oTMEHBI B
TeueHue 6 wecsueB [53]. B SAMOHCKOM MHOTOIIEHTPOBOM PaHIOMHU3UPOBAHHOM

ucciegoBanuu 2023 rojaa, HalpaBJIeHHOM Ha u3ydeHue 3 (HEKTUBHOCTH U 6€301TaCHOCTH
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puTyKcrMada y MaieHTOB C ayTOMMMYHHBIMU ITY3bIPHBIMH JA€PMaTO3aMHU, TOPITHIHBIMU
K IIPOBOJIMMOM TEpanmuu KOPTUKOCTEPOUIAMHU, TAK:KE OBLIIO BBISBICHO, UTO PUTYKCUMA0
CHU3MWJI aKTHUBHOCTbH 3a00JIEBAaHUSI U YMEHBIIWI TPpeOyeMyIo 103y KOPTUKOCTEPOUIAMU
BILJIOTH JI0 MOJITHOM PEMHUCCUHU U OTKa3a OoT nmoaaepsxkusatonien tepanuu ['KC [242].

Hamu 6buto mposiedeno 8 mamuentoB ¢ BII, ¢ ungekcom PDAI ot 12 no 45,
nHACKCOM KadectBa xu3Hu DLQI ot 12 go 25, cyTouyHOM [030M MHOJIy4aeMoOro
npeaau3oiona ot 20 1o 80 mr/cyTku, 6€3 u3MEHEHHUs! 103bl IPUHUMAEMOTO Iperapara B
TeueHue 14 aHel 10 Hayana Tepanuy reHHO-UHKEHEPHBIM OMOJIOTHYECKUM IIpenapaTomM
puUTyKcMMa0 M C HEU3MEHHBIM 3a JaHHbIM Tnepuoa ypoBHeM wuHAekca PDAL
[TpopomxurensHOCTh 3a00neBanus Bl y mannenToB BappupoBana ot 1 roga ao 5 ner. B
ucclieIOBaHHe He ObUIM BKJIIOUEHBI MAIMEHTHI, MOJIYYaroUMe UMMYHOCYNPECCUBHYIO
TEpanuio WM UMMYHOTIIOOYuH, mysibc-Tepanuto ['KC unu nponenypst miazmadepesa.
[TaniieHTHI ¢ HEMEPEHOCHMMOCTHIO TE€HHO-WHKXEHEPHBIX OMOJIOTHMYECKHUX IMpEenapaToB B
aHamMHe3e, 3a00JIeBaHUSIMA BHYTPEHHHX OpPraHOB B CTagui0 JCKOMIICHCAIIUH,
MEPEHECEHHBIMH TSDKEIBIMU MHGEKIIMOHHBIMU 3a0oneBanusMu (Bkimodas COVID-19,
BUpYyC  uUMMyHonedwumma  demoBeka, rematutel B, C, cudumiuc) umm
JTMAarHOCTUPOBAHHBIMH 3JI0KAY€CTBEHHBIMH HOBOOOpPA30BaHUSIMU B TEUYEHHUE TOJa JIO
Hayaja Tepanud PUTYKCUMAaOOM Takke He ObLIM BKIIOYEHBI B HCClenOBaHHe. B
MCCJIeI0BaHe ObUTM BKIIFOUEHBI MAllUeHTHI ¢ TOPMHUIHBIM K panee mpoBoaumont ['KC-
Tepanuu TedueHueM BII, HemepeHOCHUMOCTEIO WITH OTCYTCTBUEM d(PdeKTa OT MPUMEHEHUS
METOTpEKCcaTa B aHAMHE3E.

[TanpeHTHl HAUMHAIA TEPANUIO B BHUAE IBYKPATHOW, BHYTPUBEHHOM, KaIleJIbHOU
nHpy3un purykcumaba mo 1000 Mr ¢ mHTEepBamoM B 2 Hemenu Ha (oHe mpuema
OpeAHU30JI0HA B TOM JK€ [J03€, Ha KOTOPOM HAaXOOWIUCh 1O Hauyajla Tepanuu
putykcumabom. [locne crabunuzamnuu nporecca (AKTUBHON SMUTENN3AINNA UMEIOIIHNXCS
9PO3Hi, OTCYTCTBUSI TOSBJICHUS CBEXKUX OYJUIE3HBIX U DPO3UBHBIX JIIEMEHTOB),
OTCYTCTBUSI CyOBEKTUBHOW CHUMNTOMATUKH B BHJAE OOMW M IKKEHUS, HAUYUHAIU
MOCTETNIEHHO CHUXAaTh CYTOYHYIO 103y MNpeAaHu3osioHa no 1,25 mr, He yame | pa3 B

2 HejenM, BIUIOTH JO TIOJIHOM OTMEHBI uepe3 5—6 mecsieB. B cpeaHem, Ha (one
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MIPOBOAMMOM Tepanuu MOJIHBIA PErpecc BHICHIIaHUN ¢ POPMHUPOBAHMEM OYArOB CTOMKOM
rUnepnurMenTanuu ortmevancs yepes 30—40 guen.

B pe3ynbTaTe nmpoBeneHHOM Tepanuu y Bcex 8 nanuenToB ¢ BII purykcumaboMm u
MPEIHU30JI0HOM OTMETHIJIACH TIOJIHASI U OBICTpas SMUTEIN3ALNS UMEIOIIHNXCS SPO3UBHBIX
MPOSIBIICHUM, IOCTUTHYTA BO3MOKHOCTh OBICTPOTO CHUKEHUs cyTouHOM 036l ' KC ¢ nx
MOCJICAYIOMIEH IOJHOM OTMEHOW uYepe3 S5—6 MecsleB, 4YTO BJMAET Ha IMPOTHO3
peanu3aliyd  HEXKEJIAaTEeNIbHBIX SIBJICHWW, YMEHBIIAET PUCK Pa3BUTHUS CEPbE3HBIX
OCJIO)KHEHHM W NPUHLHMIUAIBHO YJIY4YIIAaeT KAa4eCTBO >KWU3HUM MNauUEeHTOB. Y | wu3
8 MalKreHTOB OTMETHIIOCh 00OCTPEHUE MATOJIOTUYECKOT0 Mpolecca yepe3 6 MecsieB OT
NepBOHavYaIbHON MH(PY3UU pUTYyKCUMaba, B pe3yJIbTaTe Yero MaueHTy Obljia Ha3HauYeHa
MOBTOpHass WH(Y3UOHHAs Tepamusi purykcumabom B no3e 1000 mr omnokpatHo. B
TedeHue 1 mecsmna mociae WHPY3MHM OTMETHIIACh TOHAS SMUTETU3ANNS WMEIOIIHXCS
ouaroB 0e3 HeoOxoaumocTu Aodasienus cucremHont I'KC-repanuu.

[IpuBoaMM omnKcaHuE KIAMHUYECKOrO CJIy4asi YCIEIIHOW Tepanuu MalUueHTKU C
BII reHHO-MH)XEHEPHBIM OMOJIOTUYECKUM TMPEnapaToM pUTYKCUMaO.

[Tarmuentka B., 1967 1. p. Crax 3a6oneBanus BII — 2 roma. PacnpocTpaneHHoe
MOPaXEHUE CIM3UCTHIX MOJOCTU PTaA, MOJOBBIX OPraHOB, KOKHBIX MOKPOBOB. PDAI 42,
DLQI 23. Bec nmaruentku 10 Havana tepanuu ' KC — 103 kr. B Teuenwne 2 ner, Ha Qone
MPOBOAMMOM Tepanuu NpeIHU30JI0HOM, TAllMEHTKAa OTMETHIIa CHUKEHNE Beca Ha 18 Kr.
Ilepronsl MONMHOM pemMUCCUM OTCYTCTBOBanM. llomydana CHCTEMHYHO MOHOTEpAIHIO
MPEIHU30JIOHOM, HayuHasi ¢ 90 MI/CyTKM C HEBO3MOXKHOCTBIO CHUXEHUS J103bI
npenapara Hwke 60 wmr/cytku. K mpoBomuMoi Tepanuu 100aBIEH METOTPEKCaT
10 mr/Henento, KOTOPBIM marueHTka nonydana 4 Hexaenu. Ha doHe mpoBogumon
COUETAHHON Tepanuu He OBUI0 OTMEUEHO TOJOXKUTEIbHON JIUHAMUKHA KOXKHOTO
IpoIriecca, MOSBIINCh CYOBEKTUBHBIE KaloObl B BHUJE T'OJIOBOKPYXKEHUSI M CIA0O0CTH,
OTMETUJIOCH TIOBBIIIEHUE NEYEHOYHBIX TpaHcamuHa3 u runepriukemus (AJIT no
91 En/n, ACT no 84 En/n, rimtoko3a kpoBu 11,4 mmoos/n). [Ipunsito pemenue 06 oTMeHe
METOTpeKcaTa ¥ HA3HAYEHWU TE€HHO-WH)KEHEPHOTO OHOJIOTMYECKOro Mperapara
putykcumad wuHpy3moHHo B go3e¢ 1000 Mr gBaxkael ¢ uHTepBasioM 14 nmHEH c

MpCaABaApUTCIIbHBIM HCIIOJIB30BAHHUCM IMPEMCAUKAIINN B COOTBCTCTBHUH C HHCTPYKHHGﬁ K
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npenapaty 3a 30 MuH 10 UHQY3uU puTykcuMaba. B pesynbpTaTe mpoBeAeHHON Tepanuu
pUTYKCUMAOOM  yJajioCch  JOCTUYL  TMOJOXUTEIBHOM  JIMHAMUKH  KOXKHOTO
MaTOJIOTHYECKOTO MPOoIiecca B BUE MOTHON SMUTEIU3AIMN PO3Ui B TEUCHUE MECsIIa OT
Hayaja Tepanud. B TeueHwe 6 MecsAleB OT cTapTa Tepalmud TeHHO-WHKEHEPHBIM
OMOJIOTUYECKUM TpPEnapaTtoM PUTYKCUMAO 103y MPEaHU30J0HA MOCTEIEHHO YIaloCh
cHM3UTH (Ha 1,25 Mr kaxjaple 2 HEIENH) BIUIOTH JO MOJHOM OTMEHBI. Y MaIlMEHTKH
COXPAHSETCSl PEMHUCCHS B TEUCHHE 4-X MECSIIEB MOCIIE TTOJTHOM OTMEHBI KaKOW ObI TO HU
osu10 Tepanuu BII. PDAI - 0; DLQI - 0.

PesynpTarhl TepanmuM TEHHO-MHXKCHEPHBIM  OMOJIOTHYECKHM  IIperapaTom
pUTYKCHMaO /10 Hayaja JCYCHHUS U Yepe3 MECHI] MPOBOIMMOM TepaIuu MpeICTaBICHbI Ha

Pucynkax 46 u 47.

Pucynoxk 46 — Kiimanueckas kaptuaa BII 1o Hayana Tepanuu re HHO-WHKEHEPHBIM
OMOJIOTMYECKUM MpenapaToM pUTyKCUMad



Pucynok 47 — Dnurennszanus MOPaXECHHBIX YYACTKOB KOXH, CITyCTsI MECSIl OT Hadasa
Teparuy reHHO-UHKEHEPHBIM OMOJIOTUYECKUM IMPErnapaToM puTyKcumao
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4.2. IToaxoapl K Tepanuy NalMEHTOB C J00POKAYECTBEHHOI ceMeilHOI

y3bIPYATKOMI

4.2.1. OnbIT BHYTPUKOKHOT0 IPUMEHEHHUsI 00TYJIOTOKCHUHA JIJIS JIeYEeHUs

A00pPOKAYeCTBEHHOM CeMEHHOM My3bIPYATKHU

HecmoTtps Ha T0, yTo pacnpoctpaneHHOCTh [JCII mo JaHHBIM HEKOTOPBIX aBTOPOB
coctapmser 1:50 000 [132], psa Takux OCOOCHHOCTEM, Kak JeOIT B IMOIPOCTKOBOM
BO3pacTe, sipKas KIMHUYECKAsl KapTHHA, HEPEJIKO TOPHHUIHAS K MPOBOJAMMOMN TEpaNuu,
YacThle PELUAMBBI WM HEMPEPHIBHO-PELUUINBUPYIONIEE TEUEHUE, COMPOBOXKAAIOMIECECS
BBIPAKEHHON CYOBEKTUBHOM CHMIITOMATHUKOWN, 3HAUUTENIBHOE YXYIIICHUE KadyecTBa
KU3HU MAIMEHTOB, MOBBIIICHHBIH PUCK (POPMUPOBAHUS MIIOCKOKIETOYHOTO paKa KOXH,
nenaroT 3a0o0JieBaHUE aKTyalbHOW MpoOJieMOl, TpeOyromeld HOBBIX MOJIXOJI0OB K
neyeHnto. OTCyTCTBUE €AMHOM NATOT€HETUYECKOW KOHILIETIIIUY, TPEBATTMPOBAHUE TAKEIIO
MpoTeKaruX (OpM U XPOHUUYECKOE TEUEHUE, HEPEJIKO PE3UCTEHTHOE K MPOBOJAUMOM
TE€pauu, MOCIYKUIO OCHOBOU JIJI TAHHOTO UCCIENOBAHUSL.

Tpamunuonnass tepanust JICII ocHOBaHa Ha NPUMEHEHUU CHCTEMHOW U
tonnueckoit Tepanuu ['KC, nuroctatMkamMu, aHTHOAKTEpUATbHBIMU MpernapaTamu,
JAaTICOHOM M TOMWYECKUM BBEICHHEM OOTYyJIO0TOKCHMHA. Hu OIMH U3 mepeyucaeHHbIX
METOJIOB TEpanuu HE JAeT CTOMKOM peMHUCCHH, KpOME TOro, 00JIalaéT MHOXECTBOM
moO0YHBIX 3P(HEKTOB.

Hair onbIT npuMeHeHus BHYTPUKOXKHBIX MHBEKIUU OoTynotokcuHa npu JCII
MPOAEMOHCTPUPOBATI COMHUTENBHOE YIIYUIICHUE KIMHUYECKON KAPTHUHBI B TOPAXKECHHBIX
y4yacTkax. B To e BpeMs mporecc pacupoCTpaHsICs Ha paHEE HEMOPAXKEHHbBIE YUACTKH

KOXKHBIX TTOKpOBOB (Pucynku 48-50).
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Pucynok 48 — IMopaxkenue akcmiuigpHbix odnacre y nauuenTta ¢ JCII no neuenus
0O0TYJIOTOKCUHOM

Pucynok 49 — Tor e nmauuent uepes 14 nHen nocine BHyTpuKOKHOTro BBeneHus S0 EJ]
OOTYJIOTOKCHHA B K&KAYIO aKCWIIPHYI0 001acThb. He3HaunTeIbHOE YyMEHBIICHHE
BOCITAJINTEJIBHON peaKun
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Pucynok 50 — 45 nueli nocie Tepanuu O0TYJIOTOKCUHOM: pacpoCTpaHEHHE Mpoliecca
Ha IPY/lb IPU COMHUTEIIBHOM YIYUIIIEHUU B aKCUJUISIPHBIX 00JIaCTsIX

4.2.2. IlpumeHeHHe aPEeMUIIACTA B TEPANINH J100POKaYeCTBEHHOM ceMeiHoi

Ny3bIPYATKH

Nmeromuecst cooOImeHusT O BBICOKOW 3()@PEKTUBHOCTH U IMPOJIOHTMPOBAHUH
MexpeuuauBHoro nepuoxa JCII npu npumeHeHMHM Ipernapara  anpeMHIacT
JIEKIapUpyOT pa3BuTHE 3G (eKTa OT MPUMEHEHUs Ipernapara 4epe3 Mecsl OT Hadala
Tepanuu [44]. B Hamem wuccrneoBaHMM MBI ONPOOOBAIM METOAMKY HPUMEHEHUs
anpemmiiacta off label B Teuenue 3-x mecsues o 30 mMr 2 p/cyT Ha nauueHTke 29 net, Ho
pEe3yNbTaTUBHOCTh HE NOMy4Miau. HampoTuB, MOSBWINCH CBEXHE OYark Ha TIpyJu

(Pucynxku 51 u 52).



Pucynok 52 — Ta ke manueHTka, ciycTs 3 Mecsilna Teparnuy anpeMUIacToOM
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4.2.3. AIbTepHATUBHBbIC METOAMKH TePANIMH J00POKAYECTBEHHO CeMeHHOU

IMYy3bIPYaTKH

B nacTosiiiee BpeMsi uMeeTcsl HeMalioe KOJMYECTBO MyOIMKaIUi, Tpeasiaratonimux
anpTepHaTuBHBIE MeToauku JedeHus J[ClI, He monyuuBIIMEe JOJKHOM JOKA3aTENbHOU
0a3pl, OJHAKO TMPUBEACHHBIE B ONHCAHHBIX HccieAoBaHUAX. K Takum MeToaukam
OTHOCSIT MECTHOE€ TMPUMEHEHUE KaJbLMIOTPUOJA, HAITPEKCOHA, alpeMuiacta u
¢duznoTepaneBTHUEeCKUX mpouenyp (y3komnonocHas Y Db-tepanus, nazepHas alnsuus,
nepmabpasusi, COz-nazep, horoaguHamuyeckas Tepanus) [63, 66, 87, 113, 133, 135, 225,
229, 266].

Hamm mHOTONMeTHHE HAOIIOACHUS TOKA3BIBAIOT SIBHBIM pazapakaromuii 3¢ ekt
MpY MECTHOM MNPUMEHEHUH Kaubuunotrpuosa y mnanueHtoB c¢ JCII, mroxyto
MEePEHOCUMOCTh marnueHTtamu. llo Hamemy MHeHHIO, mpenapaT MOAXOIUT JUIIb B
Ka4eCTBE NMOAAEPKUBAIOIIECH TEPAITNU IPU PA3PEIIMBIIEMCS MPOLIECCE.

S. Cao et al. onybnukoBanu B 2018 roay nanHbie 0 BbICOKOW 3(DPEKTUBHOCTH
npenapara HaJTPEKCOH B 103upoBke oT 1,5 mo 4,5 mr/cyt [84, 165, 211]. Ilo nanasiM
ATOTO OMHUCATEIBHOIO HCCIEIOBAaHMS, B HHU3KUX J103aX HAJITPEKCOH MPOSBISET
napajoKcalibHble CBOICTBA, BKJIIOYAs MPOTHUBOBOCHIAIUTEIBHOE M 00€300JIMBalOIIIECe.
[Ipenapat B HU3KUX 033X MNPOSBIISIET YACTUUHYIO OJOKaJy U-OMUOUIHBIX PEIENTOPOB,
BBI3BIBAS CHCTEMHBIA aHanmbreTudeckuii aext. Kpome TOro, onuougHbeie perenTopbl
MPUCYTCTBYIOT B KEPATMHOLHUTAX M YYacTBYIOT B IMpolecce pereHepanuu. MOXKHO
MPEANOJIOKUTh, YTO JEHCTBUE Ha W-OMHOMUJHBIE PEHENTOPbl KEPATUHOLUUTOB B
0a3albHOM CJIO€ 3MUAEPMUCA BBI3bIBAECT YCHJICHHE KJIETOYHOM aJAre3uu U 3a)KUBIICHHE
KOXKHBIX TOpakeHui, HaOmomaeMbix y mamnueHtoB ¢ J[CII. Ha tepputopun Poccuu
IpernapaT HaJATPEKCOH BBIITYCKAeTCs TOJBKO B n03upoBke 50 mr B kamncynax. B asrou
CBSI3U, & TAKXkKE MO MPUYMHE OTCYTCTBUS B MHCTPYKIHMHU MO IMPUMEHEHHIO Ipernapara
nokazanuii k tepanuu HantpekcoHoMm J[CII, mpuMeHUTh AaHHBIA mpenapaTr y HalluxX

MManuCHTOB HC YIaJIOCh.



164
4.2.4. I[IpuMeHeHHe TeHHO-UHKEHEPHOTr0 OMOJIOrHY€eCKOro nmpenapara oMajau3ymao
JJIS JIeYeHU S MALMEHTOB € J00POKa4YeCTBEHHOM CeMEeHOM IMy3bIPYATKOI,

ACMOHCTPHUPYIOIIIHUX NOBbIIIEHHBIH YPOBCHDb oﬁmero I/IMMYHOI‘.HOﬁy.III/IHa E

N3BectHo, uyro  IgE-omocpenoBanHble  MATOrEHETUYECKUE  MEXaHU3MBI
CIIOCOOCTBYIOT ~JIETPAHYJISIIUM TYYHBIX KIETOK M 0a30puioB U CTUMYJIUPYIOT
Th2-uMMyHUTET, YTO WrpaeT BEAYUIYIO pPOJb B CO3JaHUM 3alIUThl OT MHOTHX
3a0oneBanuii. He tak maBHO ObUIO AOKa3aHO, yTO ayroaHTuTena IgE ydacTByroT B
ayTOMMMYHHBIX pe€aklusaxX. Takue ayTOMMMYHHBIE pEaKIMU BKIIOYAIOT MOPSIMOE
MOBPEX/EHNE TKaHEW, aKTUBALMIO U MUTpalUi0 0a30(uiioB B TUMGpATUUECKUE y3Tbl U
WHIYKIUIO UHTepPEepOoHOBBIX peakuuii 1 Tunma [132].

Hcxoas u3 toro, uro B ocHoBe JCII nmexar MHOXKECTBEHHBIE ITAaTOJOTHYECKUE
MEXaHHU3MBbI, HE BCET/Ia BO3MOYXHO HAMTH OCHOBHOM (paKTOP, BBI3BIBAIOIINI 3a00I€BaHHE.
V¥ nauuentoB ¢ JICII Hamu ObLIM BBISBIEHBI JOCTOBEPHO BBICOKKE YpoBHU oOmiero IgE
B CBIBOPOTKE KpPOBH, KOPPEIUPYIOIIME CO CTEHEHBI0 TSKECTU IaTOJIOIHYECKOTO
npouecca. JleueHrne reHHO-MH)XEHEPHBIM OMOJIOTMYECKUM IpernaparoM oMalin3ymao,
HanesieHHbIM Ha FceRI IgE, MoxkeT ObITh MHOTOOOEIMIAIOUM MOAX0J0M K KOHTPOJIIO
naHHoro 3abOoseBaHus. MmMerorcss naHHbie 00 3(P(EKTUBHOCTH T€HHO-WH>KEHEPHOTO
Ouonornyeckoro npemnapara omanu3dyma®d mnpu bBII, cBsS3aHHOM ¢ HamuuMem
ayTopeakTuBHBIX IgE-anTuren. B mociegHee BpeMs paccMaTpuUBaerCs: TMIIOTE3a, 4TO
alylepreH  MOXeT He moTpedoBaTbca s HeKoTopblx IgE-omocpenoBanHbIX
aJNIEpPrUYeCKUX peakiuil (Hanmpumep, UMeeT MecTo KoHdopmanus qjoMmeHa Fv Ha TydHbIX
KJIeTKax wuiu npsiMoil koHTakT komiuiekca IgE—FcRI npyr c napyrom), TouHbie
MexaHu3Mbl peryysiinuu ypoBHs IgE HescHbl. B 3THX CclOXHBIX Ipoleccax HamOosiee
BAXKHYIO POJIb OTBOIST TPAHCKPUIMIUOHHBIM (haKTOpaMm, KOTOPbIE€ AKTUBUPYIOT WIH
UHTUOUPYIOT reH IgE, a TaKXe LUTOKMHAM Thl- 17§
Th2-mumdonmton [32, 137]. B nacrosimee Bpems niepen uccieaonatensimu JCII crosar

cileayromme 3aaaquun:
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1. Vnydmienne pe3ynbtaToB jedeHus OonbHbIX JICII mpu Tsixkeaom, HEMPEPHIBHO
pPELUIUBUPYIONIEM TEYeHUU 3a00J€BaHMs, TOPHUIHOM K paHee MPOBOJUMOMU
TPAAUIIMOHHOW TEPAITHH.
2. CokpailieHre CpOKOB HETPYIOCIIOCOOHOCTH OOJBHBIX.
3. OTMeHa  CHUCTEMHOW  Tepamuu  KOPTUKOCTEpOMAAMHU,  AHTUOUOTHUKAMHU,

HMMYHOCYNIPECCAHTAMU U MPCAOTBPAINICHNUEC CBA3AHHBIX C UX IMMPUMCHCHUEM MOOOYHBIX

3¢ dexToB.
4. JlocTrkeHue IIUTEIbHON PEMUCCHUM.
5. VYcrpanenue 3cTeTHYECKUX 1e(PEKTOB.
6. VYiyunieHne KauecTBa )KU3HU NAUEHTOB.
['eHHO-MHXKEHEPHBIN OMOJIOrMYeCKU npenapar omMann3zymad

MPOJEMOHCTPUPOBAL  XOPOILIUNA TepaneBTUYECKUl 3P(EeKT MNpu HIUONATUYECKOM
KpalnuBHUIIE U OpPOHXHAIBHOM acTMe, peppakTepHbIX K CTaHIAPTHOMY JICUEHUIO.
[Ipenapar wumeeT OJarompusTHBIA MTPOPUIL MOIb3a-PUCK. ITO PEKOMOWHAHTHOE
T'yMaHU3UPOBAHHOE MOHOKJIOHAJIBHOE aHTUTEINO nojknacca IgG1, koTopoe cBA3bIBaeTCA
¢ IgE-cnenuduueckumu snuronamu B npeaenax obiactu C3 (FceRI-csazbiBaroiein)
Monekyisl IgE, Takum 00pa3omM MPOUCXOAUT CHUXKEHHE KoiaudyecTBa cBoOoaHoro IgE,
KOTOPBIM SIBJISIETCS IYCKOBBIM (AKTOpOM [JIs KackKaja ajuIeprUYecKuX peakiiuil.
[Tonyuyaror omanuzyma® mno TexHosnoruu pekomOuHantHod JIHK B cucreme nins
AKCIPECCUU, MPEJCTABICHHON KJIETKAaMU SIMYHUKOB KUTalCKoro xomsiuka. OManuzymao
— auodunu3aT JJis NPUTOTOBJIEHUS PAacTBOpA JIJIsl MOJKOXKHOIO BBEICHUS. AKTHUBHOE
BelECTBO — omanu3ymad 150 Mr, a Takke BCIIOMOraTelibHbIE BEIIECTBA: Caxapo3a,
L-ructuaun, L-ructuanHa ruipoxiaopuia MOHOTHIpAT, mojarcopbat 20. PactBopurens:
BOJia Uil UMHBEKIUMN. TOUHBIM MEXaHU3M JEUCTBUS OMaliu3ymada y MaIlMeHTOB C
UMONATUYECKON CIIOHTAaHHOW KpanuBHUIlCH, OponxuanbHoM actmoir u JICII
HEU3BECTEH.

N3 nanuentoB ¢ JICII T'yxepo-Xeitnu-Xeitnu Ob11u 0TOOpaHbl 5 100pOBOJIBIEB
(3 Mmy>xuuH 1 2 KeHIINH) B Bo3pacTe 42,3 roaa B nepuoji 000CTpeHus 3a00JeBaHus st
MOJYYEHHUS] HAKCIEPUMEHTAIBHOTO JICYEHUS! TE€HHO-UHXKEHEPHBIM OHOJOTMYECKUM

npenapatoM omanuzymad. J[uarso3 Obl1 BepuUIIMPOBAH KIMHUYECKHU, TOATBEPKICH
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ructosniorundecku. CpefHsis MPOJOJDKUTENBHOCTh 3a0osieBaHusi coctaBuia 11,5 iner.
VYposenb IgE y oToOpannbix nanueHToB coctaBuia ot 364,4 no 583,4 ME/min; cpennee
3Hayenue PDAI 23,05; DLQI 16.

Kpurepuu BriroueHus:

. MAalUEHTHI C TOPIUIHON K paHEe MPOBOJUMON CUCTEMHON U TOMMMYECKON TEPAITHU
(I'KC u antuounoruxu) JACII;

o nopakeHUe > 3 aHATOMUYECKUX 30H B CTAJIUI0 00OCTPEHUS;

o 3HaueHue obuero IgE no Havana Tepanuu reHHO-UHKEHEPHBIM OUOJIOTUUECKUM

npenapatom omanuzymad > 150 ME/mi;
° 3Hauenne PDAI 1o Havama Tepanuu TE€HHO-UHXKEHEPHBIM OUOJIOTHUYECKUM
npenapaTomM omanuzymad > 11, DLQI >11.
Kpurtepun HEBKIIOUECHUSA:
o MalMEHTHl, TMOJyYarwIllue HUMMYyHOcynpeccuBHy Tepanuo ['KC  wim

HMMYHOACTIPECCAHTAMMU

L4 HCTICPCHOCHUMOCTDb I'CHHO-MHXCHCPHBIX OMOJIOTHYECKHUX IIpCrapaToB B aHAMHC3C;
L4 ACKOMIICHCUPOBAHHBIC COITYTCTBYIOIIHC 3a00JIeBaHMSA BHYTPCHHUX OPIraHOB;
L4 IMCPCHCCCHHBIC TAXKCIIBIC I/IH(i)eKI_[I/IOHHI)Ie 3a00JIEBaHHS HITH ANArHOCTUPOBAHHBIC

3JI0KaYeCTBEHHBbIE HOBOOOPA30BaHWSIMH B TEUEHHE Toja J0 Hadajla Tepalmud TeHHO-
WHXXEHEPHBIM OHMOJIOTUYECKUM IpernapaToM oMainzymao.

Cnoco6 neuenus JICII, mpeaiokeHHbIH HaMH, BKIIOYAET MOJKOXXHOE BBEICHUE
nanueHTy a03el 300 Mr omanuzymaba B Teuenue Hegenu 0, 4; 8; 12; 16; 20; 24; 28; 32;
36; 42 (Ilatent Ha uzo0OpeTenue Ne 2829252, 3assi. 07.08.2023; omy6:. 13.05.2024)[35].

OcymiecTBieHne cnoco0a Je4eHus MOKa3aHo Ha CIEAYIOUX TpuMepax.

IIpumep 1. bonbHoit H., 59 net. XKano6sl Ha 00n€3HEHHBIE, 3y ASIIINE BHICHIITAHUS
Ha KOX€ TMOJMBIIICYHBIX BIIAJAWH, B TAXOBO-OCIPEHHBIX, IMaXOBO-MOIIIOHOYHBIX
CKJIaJKaX, TMepuaHaJbHOM o0macTu. BpICBIMaHUS  COMPOBOXKIAIOTCA  PE3KUM,
HENpUATHBIM  3anaxoMm. Amxamue3: ctpagaer JCII B Teuenme 35 ner ¢
HETPEPHIBHO-PEIIUAUBUPYIONIUM TEUEHUEM, C TSDKEJIBIMH OOOCTPEHHMSIMU B JIETHEE
BpeMms. HeonHokpaTHO mnpuHUMAN KypcaMd CHUCTEMHYIO aHTHOMOTUKOTEPAIUIO

(MOKCUTIUKIINH, 1Ie()TPUAKCOH) — C BPEMEHHBIM YJIYUIIIEHUEM U PELUIUBOM Uepe3 MECHI]
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nocjie okoHuyaHusi Tepanuu. Havan mpuem metorpekcara B qo3upoBke 10 Mr/Henernto,
MOCJI€ BTOPOU MHBEKIMU — aJJIEPruiecKasi peakiys 1no TUMY KparnuBHULBI, QYPYyHKYIIbI
B oOnactu siroautl. [Ipenapat oTMeHUIN, TALUEHT IPUMEHSIT MECTHYIO TEPAIUIO Ma3bIo
Axpunepm 'K ¢ He3HAUUTEIBHBIM yiIydllleHHeM. B TedeHue nocieHero rojia OTMETHII
3HAYUTENBHOE YXY/IIIEHHE MPOIECca, MECTHAs Tepamnus nepecrana NPUHOCUTH dPGEKT.
Ha Kko0XHBIX MOKpOBaX BbIIIEYKa3aHHBIX AHATOMHUUYECKUX oOOJlacTe omnpeaensercs
MOIUMOP(U3M BBICHITIAHUM: BbIpaKE€HHAsI TUINEPEMUsl, MHOKECTBEHHBIC MAaMyJe3HbIC
AJIEMEHTHI, cHBaroIuecs: B onsiiku 10 10 cM B [uameTpe, UHPUIbTpas, TPEUIUHBI,
MOKHyTHEe. CHMITOM  «MO3TOBBIX  M3BWIMH»  MOJOXUTENbHBIN.  [IpoBeneHo
oOclieloBaHue, ONpeesieHa CTENEHb TSKECTU MaTOJIOTHYECKOro mpolecca ¢ MOMOIIbIO
unnekca PDAI 16 (cpeagnersikenoe teuenue), DLQI — 12. Yposens oOmiero IgE no
Hauana tepanuu 254,2 ME/mi.

[Tocne moanucanusi HOOPMUPOBAHHOTO TOOPOBOJIBLHOIO COTJIACHS MPOBEIACHO
JI€YEHHE 10 MPEJI0KEHHOMY CHOCO0Y: MOJKOKHOE BBEIEHHE HalueHTy 10361 300 Mr
omanuzymaba B TeueHue Hepenu 0, 4; 8; 12; 16; 20; 24; 28; 32; 36; 42. Kypc
11 nabexuii. B xome sedeHuss Ha 4-ii Helelle MOHOTEPANMU TE€HHO-WHXKEHEPHBIM
OMOJIOTMYECKUM TIpenapaToM oOMadu3yMad OTMEUEHO 3HAYUTEIbHOE YIIy4llIeHUe
KIIMHUYECKOM KapTHUHBI: SMUTEIU3UPOBAINCH BCE TPEIIUHBI, PA3PEIIMINCEH SIBICHUS
MOKHyTHUs, cHUkeHue PDAI o 6; camxenne DLQI no 4. Ha 8-it Henene tepanuu PDAI
3; DLQI 2. Ha 12-i1 menene PDAI 1; DLQI 0. Ha 32-ii Hegene MOHOTepanuu
omanuzyMadoM — ctoiikuit r3¢pdext 6e3 odocTpenui mpouecca, PDAI 1 (coxpansiercs
BTOpUYHAsl TUMNEPHUTMEHTALUSI B TEpUAHATBbHOM OO0JaCTH M MaXOBO-MOIIOHOYHBIX
CKJIaJIKax ), MHJeKC kauecTBa sxu3Hu DLQI 0.

B nponecce neyeHus y manueHTa mpou3BOAMWIOCH udMepenue obmiero IgE. Ha
Hegene 4 mokazarens (10 uHbeKIuu omanuzymada) coctasui 302,8 ME/mit; Ha Henene 8
osu1 paBen 387,2 ME/mn; Ha Hemene 12 cocraBun 403,1 ME/mn; Ha Hemene 42 —
408,4 ME/mi.

[TaniieHT MOJIHOCTHIO JIOBOJIEH MPOBECHHON Tepanueil. B nepuo HaOmo1eHus B
TeueHue 4-xX MecsIIeB Mocjie OKOHYaHUS Tepalui TeHHO-UHKEHEPHBIM OMOJIOTMYECKUM

npenapatoM omanuzymad peuuauB 3a0oieBaHHMs HE oOTMevancs. B kauecTe
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MOJIICPKUBAIOIIETO JICYCHHs MAalMEeHT HAHOCWJI Ha 00JIacTh KOXKHBIX CKIAJO0K Masb
Terpagepm (MoMerTa3oHa (Qypoar, SKOHA30J, T€HTAMMIIMH, MMAHTEHOJ]) 4Yepe3 JIECHb.
JluHaMuKa Tepamuu B TMIpoOLlecCe JIEUEHUS W MO pe3ylibTaraM IMpeAcTaBlieHa Ha

Pucynkax 53-56.

A b 5
Pucynok 53 — Kiimanueckue npossnenns JCII: A — 1o Hadana tepanuu;
b — 4 nenens nedeHus: reHHO-UHKEHEPHBIM OMOJIOTHYECKUM IpernapaToM oMain3ymMad

Pucynok 54 — Ismenenne knuanyeckou kaptunsl J{CII B mponecce eueHns
T€HHO-UHKEHEPHBIM OMOJIOTMYECKUM ITpenapaToM oMann3ymao:
A — 8 Henenb Tepanuu; b — 12 Henenp Tepanun
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Pucynok 55 — 3smenenne knuanyeckou kaptunsl JICII B nmponecce eueHns
Tr€HHO-WHKEHEPHBIM OMOJIOTMYECKUM ITpenapaToM oMann3ymad: 32 Helenu Tepanuu

Pucynoxk 56 — Pe3ynbrar uepes 4 mecsna rnocie OKOH4aHus TEpanuu
T€HHO-MHXEHEPHBIM OMOJIOTHYECKUM IpenapaToM oMain3ymMad
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Ipumep 2. bonsnas K., 60 ner. XXanoObl Ha OO0JIe3HEHHBIE, MOKHYIIHE
BBICHITIAHUSI HAa KOXE€ TMOJMBIIICYHBIX BIAJWH, B UH(PpamMamMMapHbIX 00JacTsX,
B Max0BO-O€IPEHHBIX CKJIAJKaX. BBIChIAHUs COMPOBOXKAAIOTCS HETPUSITHBIM 3aM1axoM.
Anamses: ctpagaer JCII B Teuenune 37 neT ¢ 4aCThIMH PELUAMBAMU, CBSI3AHHBIMH C
MPOCTYIHBIMH 3a00JiIeBaHUAMH, (U3NUYECKOM Harpy3kou, crpeccamu. Ilomyyana
CUCTEMHYIO TEpanui0 aHTUOMOTUKAMU (JOKCHULMKIUH, METPOHHUIA30J1), JAriCOHOM,
masmadepe3 — ¢ BPEMEHHBIM YJIYUIIEHUEM M PEIUIUBOM 4Ye€pe3 HECKOIbKO HEEINb
MOCJI€ OKOHYAHUS Tepanuu. MecTHO npuMeHsiia KpeM Tpuaepm ¢ Hempoa0KUTEIbHBIM
ynyumienueM. [lociaegHue HECKOIBKO JIET — MOCTOSIHHOE MOKHYTHE, 00J€3HEHHOCTh B
y4acTKaX BbICHIMAHUN. JIOKaJNbHBIM CTAaTyC Ha KOXKHBIX IMOKPOBAaX BBINIEYKAa3aHHBIX
aHATOMUYECKUX O00JIacTell MpeJCTaBlI€H B BHJIE OYAroB BBIPAXKEHHON THUIIEPEMHUH,
MOKHYIIIUX TaIyJ, cliuBaromuxcs B 0ismku 10 10 cMm B auamerpe. B ouarax ymepeHHas
UHQUIbTpAIUs, MHOXECTBEHHBIC TPEIIUHBI, MOKPHIThIE O€N0-CEepbIM HAJIETOM C
HETIPUATHBIM  3amaxoM, Jkccynauus. [lo mnepudepun ouaroB — BTOpUYHAs
runepnurMenTanus. CUMOTOM «MO3TOBBIX WM3BHJIMH» TMOJOXUTENbHBIN. [IpoBeaeHo
oOclieloBaHue, ONpeesieHa CTENEHb TSKECTHU MaTOJIOTHYECKOro mpolecca ¢ MOMOIIbIO
ungaekca PDAI 33 (tsoxenoe teuenue), DLQI — 21. Yposens obmero IgE no nauana
tepanuu 364,4 ME/m.

[Tocne moanucanusi HOOPMUPOBAHHOTO JTOOPOBOJBLHOIO COTJIACHS MPOBEIACHO
JI€YEHHE 10 MPEJI0KEHHOMY CIOCO0Y: MOJKOKHOE BBEICHHE HalueHTy 10361 300 Mr
omanu3zyMada B Teuenue Heaenu 0, 4; 8; 12; 16; 20; 24; 28; 32, 36. Kypc 10 unbexui.
B xone nedenust Ha 4-i1 Helmene MOHOTEpPANHUU TE€HHO-UHXKEHEPHBIM OMOJOTHUYECKUM
MpenapaToM oOMaau3yMaOoM OTMEUEHO 3HAUYUTENIbHOE YIIYUIlleHHE KIMHUYECKOU
KapTUHBL: Kcue3ia 00Jb, SKCCYIallusl, Hayaia pa3pemarbcs runepnurmentanus, PDAI
camswicsa 1o 18; camxenune DLQI go 9. Ha 8-i1 Henene Tepanuu pa3pemieHue KOKHOTO
nporiecca mpuoctaHoBusiock PDAI 16; DLQI 7, 4ro, mo Bcei BEpOSTHOCTH, OBLIO
CBSI3aHO C IEPEHECEHHBIM TarMeHTKo! B 310 BpeMst COVID-19. Ha 12-i1 Henene nipouece
MPAKTUYECKU MOJHOCTHIO Pa3peIINICs: YMUTEIUZUPOBAINCH TPEIIUHBI, MPEKPATUIIAChH

9KCCyaanusi, OIAIIIKT peayuupoBajinCb, BTOPHYHAsA THIICPIUTIMCHTAIWA ITOJIHOCTBIO
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HUBeNHpoBasiach. COXpaHSIUCh €IUHUYHBbIE KOPOUKH M U3MEHEHUE pelbeda KOXKU B
00JIaCTH TTOAMBIIIICYHBIX BOAIWH U MO MOJIOUYHBIMHU xerne3amu. PDAI 4; DLQI 1.

B nporuecce nedenus y maldeHTKU Mpou3BoAmIOCh uaMepenue odiero IgE. Ha
Hejene 4 mokazarenb (10 HbeKIMU omanuzyMmada) coctaBui 415,8 ME/mi; Ha Henene 8
opu1 paBeH 492,1 ME/mn; Ha Hemene 12 cocraBun 503,8 ME/Mi; Ha Hemene 42 —
548.4 ME/man.

TepaneBtuueckuii 3PpPeKT OT IPUMEHEHUS TEHHO-UHXKEHEPHOTO OMOJIOTHYECKOTO
npernapara oMan3ymMad coxpaHsuics BIUIOTh 10 32 Henenu tepanuu. Ha 32-i Henene
BO3HUK pEIUAUB 3a00J€BaHUS: TMOSABUIOCH HE3HAYUTEIHLHOE MOKHYTHE, €IUHUYHbBIC
TPEIINHBI, CUMIITOM «MO3TOBBIX HM3BWJIMH» B IOJMBIIICYHBIX, HHPpPaMaMMapHBIX H
MaxoBO-OEIPEHHBIX CKIIAJIKAX, WHJEKC CTEMEeHH TSIKECTU MATOJOTMYECKOro mpolecca
PDAI 10, unnexc xauectBa xu3Hu DLQI 6. Ha 36-ii Hegene kiIMHWYECKas KapTHHA
coxpaHsuiach 0e3 u3MeHeHuul. bputo mMpUHATO pelnieHre o0 OTMEHe omanuzymada u
MepeBoJie MAIlMEHTKH HAa MECTHYH) MOHOTEpAalui0 KOMOMHUPOBAHHBIM IIpenapaTom,
COJIEp>KallliM B CBOEM COCTaBe O(IIOKCAIIUH, METHITYpaLlWI, JIUJAOKAUH 2 pa3a B CYyTKH.

[Tocnenyromiee HaOMIOAEHUE 3a MAIMEHTKONW B TEUYEHUE S5 MeCSIEeB Mocie
OKOHYaHUS TEPATUU OMAJIU3yMaOoM JI0 HeJleu 52 nccieJoBaHus oKa3ano CTa0uIbHbIN
pe3ynbTar, 6e3 3HaAUUTENbHBIX 000cTpeHuit nponecca. Ha 52 nenene PDAI 7, DLQI 4.
[TarmeHTKa NOBOJIBHA MPOBEACHHBIM JieUeHUWEM. JlMHaMuKa Tepanuu B MPOLECCe

JIeYEHHUS NpesicTaBiaeHa Ha Pucynkax 57-61.
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Pucynoxk 57 — Knunnueckas kaptuna J{CII B akcuispHbIX 00J1aCTAX:
A — 510 Hayana tepanuu; b — 4 Henenu neyeHus;
B — 8 Henens neuenus; I' — 12 Henenb JieueHUs: TeHHO-UHKEHEPHBIM OMOJIOTMYECKUM
npenapaTroM oMain3zymad

Pucynoxk 58 — Ta ke nauuentka. Knuanueckas kaptuna J{CII B uHppamammapHbIx
obnactsx: A — 1o Havana Tepanuu; b — 4 Hexenu neyeHus;
B — 8 Henens neuenus; I' — 12 Henensb JieueHUs: TeHHO-UHKEHEPHBIM OMOJIOTMYECKUM
npenapaTroM oMain3zymad
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5. .
L
Sy I

Pucynok 59 — Ta xe nanuentka. Kinnanueckas kaptuna J(CII B o61actu reHUTaIN:
A — 110 Hayana tepanuu; b — 4 Hegenu neyeHus;
B — 8 Henensb neuenus; I' — 12 Henensb JieueHUs: FTeHHO-UHKEHEPHBIM OMOJIOTMYECKUM
npenapaTroM omMain3zymad

Pucynok 60 — O6ocTpenue npoiiecca Ha 32-i Hellelie MOHOTEpanuu
T€HHO-MHXEHEPHBIM OMOJIOTHYECKUM IpenapaToM oMain3ymMad



Pucynok 61 — Ta e manueHTka, CmycTs 5 MECSLEB MOCIE OKOHYAHUS TEpANun
T€HHO-MHXEHEPHBIM OMOJIOTHYECKUM IpenapaToM oMain3ymMad

Omanu3zymad yBenuuuBaeT oOmuil ypoBeHb IgE, cHMkas mpu 3TOM YypOBEHb
cBoboHoro IgE Gosee uem Ha 95% [82, 297]. IloBbiienue ypoBHs obuiero IgE B nemom
MOXXHO OOBSICHUTH yIJMHEHUEM Iepuoaa mnoiyBeiBeaeHUs IgE, mMeromero nepuoj
NOJIyBBIBEJIEHUsI 2—3 JHs, 3a CUET CBA3bIBaHUSA C oMain3ymaboMm cTpykrypsl [gGl,
MEPUO/T TTOTYBBIBEICHUS KOTOPOTO COCTAaBIAET 26 HeH [32]. I3BECTHO, UTO MOBBILICHUE
ypoBHs obuiero IgE npogomkaercs 6osee 01HOTroO rojia nNociie MPeKpaIieHus JIeUEHUs.

Omanu3zymabd Moxxer ObITh wucnosb3oBaH st JsedeHus JICIL. Ilpemapar
oOecrieuynBaeT JIOCTHXKEHHE ycroiunBoro 3¢¢dexra B orHomenuun [CII: no Hauana
JICYEHMs] CpeJHEE 3HAUEHHE HHJEKCA CTENEHHM TKECTU MAaTOJIONMYEeCcKOro mnpouecca
PDAI y namueHTOB C TsbKelbIM TedeHHeM Bo Bpemsi oboctpenust JCII cocraBumiio
23,054+2,37 (pe3ynbTaThl MPUBEIEHBI B BHUJIE CPEAHETO apU(PMETUUYECKOIO *+ cpeHee
KBaJpaTUYECKOE OTKJIOHEHUue); Ha Henene 4 cpennee 3HaueHue PDAI coctaBuio
5,0+0,84 (N=5); Ha Henene § 3HaueHue ObLIIO paBHO B cpennem 3,67+0,27, Ha Henene 12
coctaBwio 0,67+£0,01. Jlepmaronornueckuid nHAEKC kayecTBa ku3Hu DLQI 6b11 paBen

Ha Henene 0 B cpeaneM 16,92+1,67. Ha nenene 4 cocraBun 7,67+0,46; Ha Henene 8 ObL1
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paseH 3,0+0,09; na nenene 12 cocrasun 2,0+0,04. 3Ha4UTENBHOE YIYUIIEHUE COCTOSIHUSA
mpoIiecca Ha KOXE M KauecTBa >KU3HM TAaIlMeHTOB COXPAHSJIOCh BECh MEPUOJ
MIPUMEHEHUSI TIpenapaTa oManu3ymad BIUIOTH 10 42 Henenu. [lo okOoHUaHMM Tepanuu
omanuzyMadoM: cpennee 3HaueHue PDAI cocrasuio 4,6+0,81; DLQI 3,1+0,09. Ilepuon
HaOJII0/IEHHS TT0CIIe OKOHYaHUs Tepanuu coctaBui 4 mecsina (16 Henenb), 10 OKOHYaHUH
koToporo uuaekc PDAI B cpennem coctaBuin 5,9+1,22, uaaexkc DLQI 5,2+0,81. Y ogHoi
MalMeHTKU pa3Bwiach Taxuduiakcus (MpUBBIKAHUE) HAa Henene 32 MOHOTepanuu
oManu3ymMaOoM, B pe3yjibTaTe Yero ObUIO 3aperuCTPUPOBAHO  OOOCTpEHUE
MaTOJIOTUYECKOT0 KOKHOTO IIpoliecca, 4To 0Toopa3uiiock B noskiieHuu PDAT 1o 10 (o
Hayana tepanuu PDAI 33; na negene 12 PDAI 4) u DLQI go 6 (1o Hauana Ttepanuu
DLQI 21; na nemene 12 DLQI 1). Mcnonp3oBanue MaHHOTO MpemnapaTa IO3BOJISET
COKpPaTUTh KOJHMYECTBO PEIUIUBOB, YCTPAHUTh HEOOXOJUMOCTh TMPUMEHEHUS
CUCTEMHBIX W Tomnuuyeckux aHTuOmotukoB, I'KC, umMmyHOCynpeccopoB, HpOIJIUTH
PEMUCCHIO U MPUHIMIHATBHO YIYUIIUTh Ka4€CTBO KU3HU MallEHTOB.

3asBnenHas wetonuka tepanuu JICII mo3BosisIEeT 3HAYUTENBHO YIYUYIIUTH
pe3ynbrathl JedeHus O0onbHbIX [(CII mpu TspkenoM, HEMPEPHIBHO PEUAUBUPYIONIEM
TEUEHUH 3a00JIEBaHUs, TOPIUIHOM K paHEe MNPOBOJAUMON TPATUIIMOHHOW Tepamnuu
cucreMHbiMi  aHTuOMOTHUKaMu U ['KC, [0CTHYL JIUTENBHYIO PEMUCCHIO U
MPUHIUNHAIBHO YIYUIIUTh KA4€CTBO KU3HU MAllMEHTOB.

Cnoco0 TMOMHOCTHI0 TOTOB K MPUMEHEHHUIO B aMOYJATOPHBIX YCIIOBHSIX, UMEET
BAXKHOE COIMAIbHO-)KOHOMHYECKOE 3HAUEHHE C TOYKH 3PEHUSI COKpAIECHUS] CPOKOB
HETPYAOCTIOCOOHOCTH  OONBHBIX, NPOPWIAKTUKU  OCIOKHEHUM, CBSI3aHHBIX C

MPUCOETUHEHUEM BTOPUYHOU HH(PEKIUU.

4.3. Butamun D kak aqblOBaHTHasl Tepanus NP My3bIPHBIX JepMAaTO3axX

VYposenb 250H-Vit D oneHunu y BcexX HUCCIEAYyEMBIX MAIlUEHTOB 10 Hayaia
uccinenoBanus U udepe3 12 mecsueB Tepanuu Xxolekanbiudeporaom. Mcciaegyembiit
KOHTUHIECHT ManueHTOB cpaBHUBAIMA ¢ 100 310pOBBIMU JIFOJbMHU, COOCTABUMBIMH I10

BO3pacTy U noity (64 >xeHIuHbI 1 36 My>kuuH B Bo3pacTte 19-84 ner), npoxuBaromumu
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B [lentpansHoii Poccuu. TspkecTs 3a00sieBaHusl y MAIIMEHTOB B MEPHUOJT OOOCTPEHUS 10
HavaJja npuema xoJjekanbiudepona (Burtamun /13 8000 EJl/cyTKr) olileHHBaH O 1IKae
PDALI (ans maumenToB ¢ BIT u JICIT) u BPDAI (n1s matimenToB ¢ BIT). ¥V Bcex nanueHToB
npu cOope aHamHe3a U paboTe ¢ MEPBUYHON JOKYMEHTAlMEH yCTaHaBIMBAIM CPEJIHEE
KOJIMYECTBO 00OCTpeHul 3a mocieaHue 3 rojaa. Bee marnueHTs! ObUIM pa3jesieHbl Ha 2
rpynmnsl: nonydaromniue npenapat Buramun J[3 8000 EJl/cytku (46 yenoBek, u3 Hux 36 B
ctaguto oboctpenus, 10 — B cTagui0 pPEMUCCHM) M HE MOJydYaBLIME Mpernapar
Butamun J13 8000 EJI (55 uenoBek, u3 HUX 28 B CTaaui0 000CTpeHUs, 27 — B CTaJIUIO
pemuccun).  HaOmomanu  manweHTOB B Ipollecce  Mpuema  mOpenapara
Burtamun /I3 8000 EJ/l/cyTkum B TeueHue 12 MecslleB C pErHCTpaledl KOJIWYecTBa
PEIUANBOB 32 IaHHBIN eproa Ha GoHe mpuema npemnapata Butamun /I3 8000 E/l/cyTku
n noBTopHoil omneHkoit PDAI u BPDAI Bo Bpemsi kaxpaoro obocTpeHus. Y Bcex
nmamueHToB  ompenensiu  uHAekc DLQI g0 Hawanma Tepanuu — mpemnapaTtoM
Buramun /13 8000 EJl/cyTku u ciyctst 12 mecsinieB Tepanuu. Yepes 12 mecsiesB npuema
npenapara Buramun J13 8000 EJI/cyTku mMOBTOpPHO OIIEHWBAIHM ypOBEHb BUTamMuHa D B
CBIBOPOTKE KPOBHU MAIIUEHTOB.

Kak ye ymoMuHamoch BHINIE, IO JaHHBIM [7100ATBHOTO KOHCEHCyca
peKoMeHAauid 1o NpodUIAaKTUKE W JICUCHHIO muieBoro paxura ot 2016 rona,
noctatounbli  ypoBeHb 250H-Vit D momken cocraBiasate He MeHee S50 HI/mo,
HEJIOCTATOYHOCTh onpenensercs 3HadeHusMu 30—50 ur/mi, nedurut — meHee 30 HI/MIL.

B mnocnenHue roasl MHOTME JKCHEPTHl YTBEPKIAIOT, YTO JIOCTATOYHBIM JJIf
oOecrieueHnst HOpMaJIbHOUM CTPYKTYPHI U (PYHKITMOHUPOBAHUS CKEJIETA U MBIIII] SIBIISIETCS
ypoBerb 250H-Vit D 75 umons/n u Bbeime [42, 49, 272]. IlosBusercs Bce Oosblie
JI0Ka3aTeIbCTB TOTO, uTO YpoBeHb 250H-Vit D B penenax 100 HMoJIb/1T HEOOXOIUM IS
CHUKEHHSI PHCKa pa3BUTHUS HEKOTOPBIX BUAOB paka (Hampumep, KOJIOPEKTAIBHOIO),
CEPACYHO-COCYAUCTHIX 3a00JIeBaHMM, WH(PEKIIMOHHBIX 3a00JICBaHUM, MATOJIOTHYECKOM
OepeMeHHOCTH (mampumep, PEIKIIAMIICHH, reCTaIlMOHHOTO nuabera,

IPEKACBPEMEHHBIX POJIOB), CHCTEMHBIX 3a00JICBaHHMI COCAMHUTEILHON TKaHHU, Tradera

II Tuma, a Takxxke COVID-19 [73, 111, 112, 243, 291].
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JlaHHBIE O BBISBICHHOM COMYTCTBYIOWIEH MATOJOTHM Yy OOCIEIOBAaHHBIX
MalUEHTOB PACMPEICTUIUCH CIEAYIONINM 00pa3oM: 3a00JI€BaHUS CEPICUHO-COCY AUCTOM
cuctembl — 72 yenoBeka (71,3%); 3aboneBanust HEpBHOU cucTeMbl — 61 yenosek (60,4%),
3a007€BaHUS KETyAOUYHO-KUILIEUHOTO TpakTa — 53 denoBeka (52,5%), 3aboneBaHus
OMOPHO-ABUTaTENbHOM cucTeMbl — 38 uenoBek (37,6%), caxapHbli [uader — 26 4enoBek
(25,7%), npyrue 3aboneBanusi — 14 genosek (13,9 %). Takum oOpazom, OOIBITUHCTBO
00cJieTOBaHHBIX MAIIMEHTOB HAXOJUJIOCHh B IpyNmax pucka no aeduuuty BuramuHa D
(mOUIJION BO3PacT, COMYTCTBYIOIIASI MATOJIOTUS Psiia BHYTPEHHUX OPraHOB U CHUCTEM,
paclpoOCTpaHEHHOE TOBPEKACHUE KOXKHBIX TIOKPOBOB, CHUIKEHHAas BO3MOXKHOCTb
MHCOJISILIUK, CUHIIPOM MallbabcopOInU y MOKUIbIX nanuenToB). [1o nanusiM A. Bleizgys
(2021), pekoMeHIOBaHHBIE 03I JJ1s1 TpUEMa MpenapaToB BUTaMuHa D y JIHI] mOKUII0TO
Bo3pacta cocrapisitor g0 10000 E[l/cyT [72, 239]. R. Illescas-Montes et al. (2019) B
myOJUKAIMKY O B3aMMOCBSI3M BUTaMuHa D ¢ ayToMMMyHHBIMU 3a00JI€BAHUSIMH, C TIEJTHIO
JOCTIKEHUS ypOBHS BUTaMuHa D B CBIBOPOTKE KPOBH HE MeHee 50 HMOJIb/J, YKa3bIBaIOT
Ha PEKOMEHIYEMYIO J103y ekecyTouHoro npuema He meHee 2999 EJI [288]. Umerotcs
naHHBIE O pekoMeHmaoBaHHBIX no3ax 4000 EJl/cyt. P. Pludowski et al. (2023)
MOMYEPKHYIH, YTO TMOO0YHBIE A(P(PEKTH CaMOCTOSTENBHOTO MpHUeMa BUTaMuUHA D
(HampuMep, TUTIEPKATIBIIMEMUS U THUIEPKAIbIUYPUS) PEIKH U OOBIYHO BO3HHUKAIOT B
pe3ynbTaTe mpuemMa upe3BbldaitHo Bbicokux 703 (50000-100000 EJl/cyT) B TeueHue
JUTMTENBHBIX 1epuo1oB BpemeHu [150]. Tem He meHee, no0aBku BuTaMuHa D criexyer
Ha3Ha4YaTh C OCTOPOXKHOCTHIO JIIOJSIM C TpaHyJIeMaTO3HBIMH 3a00JICBaHUSIMU,
CapKOMI030M, METacTaTHYEeCKUM 3a00JieBaHMEM KOCTEH WM CUHAPOMOM Buibsima,
YUYUTBIBAsI PUCK TUIEPKATBIIUEMHUH U/UK TUniepkanbuypuu [150].

CornacHo HallUM BBIBOJIAM, YPOBEHb BUTaMUHA D B CBIBOPOTKE HCCIIETYyEMBIX
MAIMEHTOB C MY3bIpHBIMU JaepMarozamMu ¢ yderoM COC OblT 3HAYUTENHHO HUKE
pedepeHCHBIX 3HaYeHWi (oTMeuasncsi aeduuut BuTamMuHa D co cpemHMM 3HauYeHUEM
20,90+0,86 Hr/miu) MO CpaBHEHUIO C KOHTPOJBHOW TPYyNIOH, TJE ONpeaessiach
HEJIOCTAaTOYHOCTh BHTamMuHa D (cpegnee 3Hadyenue 30,07+0,78 ur/mm). Cpennee
3HaYeHUEe YpoBHsS BuTtaMuHa D B rpymme OGoiaeHbiXx ¢ BII  cocraBuio

22,28+1,37 ur/mi, B rpynie nanueaToB ¢ JICIT 20,84+1,52 Hr/mu, B TpyIile NarueHTOB
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¢ BIT — 18,53+1,41 ur/mi. DTU JaHHBIE COTIACYIOTCS C UCCIEOBAHUSIMU PsiJia AaBTOPOB,
KOTOpBIe cooOmuiu o 6oaee Huzkom ypoHe 250H-Vit D B chiBopoTKe 1 00s1ee BBICOKOM
4acToTe CyOONnTUMANIbHBIX YpoBHEH BuTamMuHa D y manuentos ¢ BII [118, 280]. Jlanusie
aBTOPHI MPUIILIK K BBIBOAY, YTO CBSI3aHHAs C 3TUM HEJAOCTAaTOYHOCTh BUTaMuHa D y
MalMeHTOB MOKET YCYryOWTh TeueHHe 3a00JeBaHUS TOCPEJICTBOM Pa3TUUYHBIX
MMMYHHBIX MEXaHU3MOB, YTO TaK>K€ COTJIACOBBIBAETCSA U C HAIIMMU BBIBOJAMU.

Hannbie o ypoBHto 250H-Vit D B chIBOpOTKE KpOBH NAIllUEHTOB B OOIIEH,

KOHTPOJIBHOM TPyIIIax U B 3aBUCUMOCTH OT HO30JIOTUH mipecTaBiieHbl B Tadmuie 30.

Tabmuna 30 — CpaBHenue ypoBHs 250H-Vit D (Hr/mi1) y mauueHTOB ¢ pa3iUyHbIMU
My3bIPHBIMU JIEPMATO3aMHU JI0 COMMyTCTBYIOIIEH Tepanuu nmpenapaToM ButamuHa D3

95% AU nas
Cpe/IHero 3HAYEeHHU

n Cpeanee | CKO COoC Min Max

Hwxnuas | Bepxuss

rpaHulia | TpaHULA
BII 49 22,28 9,62 1,37 19,52 25,04 826 | 53,10
BII 28 18,53 7,48 1,41 15,62 21,43 6,54 | 36,67
JICTI 24 20,84 7,44 1,52 17,70 23,98 | 10,60 | 42,85
Obmas 101 20,90 8,65 0,86 19,19 22,60 6,54 | 53,10

rpymnmna
Kontposb 100 30,07 7,81 0,78

Pacnpenenenue ypoHs 250H-Vit D y nanirieHTOB € My3bIpHBIMU J€PMATO3aMH HA
HAYaJIbHOM 3Tafne [0 TMOJYyYEHUs] COIMYTCTBYIOIIEH TEpanmuu TMPEACTABICHO Ha

Pucynke 62.

BII

BIT

JACII

O61mmas rpymma

KonrtponpHas

Pucynok 62 — Pacnpenenenue ypoHs 250H-Vit D y maiiueHToB ¢ My3bIpHBIMU
JlepMaTo3aMu J0 Hauajia COMyTCTBYIOIIEH Tepanuu BUTaMUHOM D
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B kauecTBe anaplOBaHTHOM Tepamuu ObLTa BbhIOpaHA JO3WPOBKA IIperapara
ButamuHa D 8000 EJl/cyt. Ilo gaHHBIM psiia aBTOpPOB, aAbIOBAHTHYIO TEpamuio
BUTaMUHOM D manueHTam, UMEIOUUM JIeQUIUT TaHHOTO BUTAMUHA U COCTOSIIHM B
rpynmne pucKa COMYTCTBYIOIIMX MATOJOTHM W C HEJOCTATOYHBIM YCBOEHHUEM:
1esiecoo0pasHo ocymecTBIsATh B Jo3upoBke 10 10 000 EMI/cyT [239, 288]. 151 KOHTpOIs
3a ypOBHEM KaJIbIIMEMHH J0 Hayaia Tepanuy BUTaMuHOM D 1 najiee exxekBapTaibHO BECh
Nepuoj aJbIOBAaHTHOM Tepanuu BUTAMUHOM D y MalnMeHTOB MNPOBEPSIIU YPOBEHb
KaJIbIUSI B KPOBH.

Cnoycrsa 12 mecsaneB mpuema npenapara ButamuHa D ero cpenHuii ypoBEHb B
CBIBOPOTKE KPOBH B TpYINE MNPUHUAMIOMIMX BUTAaMUH D OOJBHBIX MOBBICWICS M0
63,3041,07 ar/min. [1o u3ydaemMbIM HO30JIOTHSIM JaHHBIC PACTIPEICTUINCH CIIETYIOITIM
oOpazom: cpeanuii ypoBenb 250H-Vit D cnycta 12 mecsaueB mpuema mpemnapara
Buramun /I3 B no3uposke 8000 EJl/cyT y manmenToB ¢ BII cocraBui 62,76+1,87 Hr/mi;
y nanuentoB ¢ JICIT — 67,32+1,16 ur/mi; y nanueraToB ¢ BII — 59,77+1,86 ar/mi. o
Hayalia aIbIOBAHTHOW Te€paruu BUTAMUHOM D cpeqHnii ypOBEHb KAJIbIUA Y TALIMEHTOB C
nmy3bIpHBIMU JiepMaTo3aMu coctaBmi 2,08+0,01 mmonb/n, yepe3 6 MecsIieB Tepanuu
2,16£0,01 mmonw/n, gepe3 12 mecsueB nedeHus — 2,51+0,02 mmonw/n. CpenHue
MOKAa3aTeNd yPOBHS KaIbIINA HE BRIXOAMIIN 32 MPEENbl pePEePCHCHBIX 3HAYCHUH.

[Tony4yeHHsie AaHHBIE TIO W3MEHEHUIO YypoBHA mokaszarenerd 250H-Vit D mo

pe3yabpTaraMm 12-mecs4Hol Tepanuu npenacrasieHsl B Tadnuie 31.

Ta6muma 31 — Yposenb 250H-Vit D gepe3 12 MecsineB nedeHus, HI/MIT

95% AU nast

n | Cpemmee | CKO | COC [SROAMICIOHATCHUA | ppn | Max

Hwxnuas | Bepxuss

TpaHulla | TpaHuLa
BII 19 62.76 8,17 1,87 58.82 66,70 | 48,98 | 76,23
BII 13 59,77 6,69 1,86 55,73 63.82 | 4833 | 69,46
JICTI 14 67.32 432 1,16 64,82 69.82 | 59.42 | 7543
Obmas 46 63.30 726 1,07 61,14 65,46 | 4833 | 7623

rpynma
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[Ipn cpaBHEHMM [OAHHOW TpPyNIbl NAUWEHTOB C TPYIIIOH, HE IOJyYaBIINX
NOAJIEP)KKY BHUTaMHHOM D, ObUIM BBISIBIEHBI CIEAyHOIIME OCOOEHHOCTH. B rpynme
ITAIMEHTOB, IMOJy4aBIIMX BHTaMUH D Ha mpoTsokeHnn 12 mecsneB, OTMETHIIOCH
CHUKEHME uucia o0OoCTpeHui 3aboeBaHus (10 MOCTOSIHHOTO MpueMa BuTamuHa D B
BBILICYKA3aHHON JTO3UPOBKE CPEHEE YNCIIO PEUUAMBOB B TEUEHHE roja cocTasisuio 1,4
3a mocyeanue 3 roja; cnycTs roa npuema sutamuna D — 0,8). B rpymnne cpaBHeHUs yuciIo
o0ocTpeHuii 3a001eBaHusl B TEUEHHUE T'0Jla OCTAJI0Ch HEU3MEHHBIM: 1,5 peTpoCcreKTUBHO
u 1,4 B TeUeHHE N3y4aeMoro roja.

[Tonyuennsle naHHble pacnpeneneHus ypoBHa 250H-Vit D mo pesynbraram
12-MecssuHOM Tepanuu npenaparoM BUTaMuHa D y manmeHToB ¢ BBIIIENIEPEYNCIEHHBIMU

HO30JIOTHSIMU ITpeACTaBIIeHbl Ha Pucynkax 63 u 64.
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Pucynok 63 — Pacnpenenenue ypoHs 250H-Vit D y maiiueHToB ¢ My3bIpHBIMU
JepMaTo3amMu nocie 12 mecsanesB cConyTCTBYIOWIEW Tepanuy BUTaMUHOM D
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ITomyuaBmue Butamu D
Ha NpOTsHKEHUU 12
MecsueB. McxonHbli
YPOBEHb.

He nony4asmue
BuTamuH D, HO
Y4acTBOBABILIHE B
OIICHKE MHJIEKCa
kauectBa xu3Hu DLQI B
TeueHue 12 mecsIes.
HcxonHbIil ypOBEHbD.

ITomyuaBmue Butamu D
Ha NpOTsHKEHUU 12
mecsues. [loBropHas
OLICHKA YPOBHS
ButamuHa D crycerst 12

MECSILIEB TepaIu. | | | | | |

Pucynok 64 — Pacnipenenenue ypoHsi 250H-Vit D B cpaBHeHUU y MAIIUEHTOB,
MOJIYYaBIINX U HE OJYyYaBIIMX BUTaMUH D Ha npotsikennu 12 mecaies

o Hauana tepanuu ButamuHoM D y Bcex nanuentoB ¢ BIT u JICII Obu1 onpeeniex
HHIEKC cTereHn Tsbkect PDAL

B nponecce HaOm01eHUS TAIMEHTOB B T€UeHHE 12 MecsieB, BO BPeMs KaK]I0ro
obocTpeHust npousBoAmwIoch uaMepenne unjaekca PDAIL. Jlo Hauana comyTcTByromen
Tepanun BuUTaMMHOM D cpennee 3HaueHue PDAI coctaBuno y manuentoB ¢ BII
17,384+10,36, a y nauuentoB ¢ JCII 23,05+10,62. B teuenue 12 mecsueB tepanuu
BUTaMUHOM D mipu KakJ10M 000CTpEHHH Yy TTAIIUEHTOB cpeliHee 3HaueHue nnjaekca PDAI
coctaBuio s mamueHtoB ¢ BIT 16,09+10,32 (AU 12,66-22,10; JIB 95%); s
namuentoB ¢ JICIT 23,98+10,83 (AU 18,08-28,02; AB 95%). Pacuer xoaddunnenta
CrbloJIeHTa HE MoKa3all J0CTOBepHOU Koppesiiuu (p>0,05). CneayeT OTMETUTD, UTO 00€
rpynnbl nauueHToB ¢ BII mosyuanu moaiepKUBaONIyl0 TEPANUIO MPEIHU30JIOHOM B
MEXpeUUIuBHbIA niepuoa. CpegHsas NOAAECPKUBAIOIIAS E€XKEIHEBHAs JO3UPOBKA
coctaBuna 9,7+2.3 mr (AU 5,00-17,50; AB 95%) nns rpymnmbl HE MOTYYaroIINX

COMYTCTBYIOIIYIO Tepanuio npemnaparoM Butamuna D u 9,5+42.4 mr (AU 5,00-15,00;
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1B 95%) ans rpynnel nonydaroniux BuTtamMuH D. Takum oOpa3om, MOXHO CHAENaTh
BBIBOJ O TOM, YTO COINYTCTBYIOIIAsl Tepamus MpenapaToM BUTaMuHa D He OkasbiBaja
BIIMSIHUSI HA CPEIHIOK MOAAEPKUBAIOLIYIO JO3UPOBKY MPEAHU30JIOHA, YTO OJHAKO HE
CTOUT CUMTATh OJHO3HAYHBIM BBHUAY TOTO, YTO MAIMEHTHI CIIECIOBATU MPEANHCAHUIM
JIeHalluX Bpaveil, HA3HAYCHHBIM BHE KOHTEKCTa IpueMa Butamuna D.

AHaniorugHsiM 00pa3oM onieHuBascs unjaekc BPDAI y martuenTtos ¢ BII B Teuenue
12 mecsueB comyTcTByrOlIed Tepanuu BUTaMMHOM D. J[o Hawyana comyTCTBYROUIEH
Tepanun BUTaMMHOM D cpennee 3naueHne BPDAI cocraBmiio y manmentoB ¢ BII
33,61+4,68 (1AM 23,91-43,30; 1B 95%).

B Teuenue 12 mecdneB Tepanuu BUTaMHUHOM D mpu KaxjaoM 0OOOCTPEHHUH Y
nanueHToB ¢ bII m3mepsuics unaekc BPDAI cpennee 3Hauenue koroporo ¢ yuerom COC
coctaBuio 32,40+4,72 (AN 22,10-42,80; B 95%). Pacuetr koadpunmenta CThioieHTa
TaK)Ke HE ToKa3all JOCTOBEpHOU Koppemsauuu (p>0,05).

[Tonyuennsie unnekcel crenenu Tsxkectu PDAI/BPDAI y nanuentos ¢ BII, BII,

JCII npencrasnensl B Tabnuiie 32 u Ha Pucynke 65.

Tabmuua 32 — Jlannsle wuHnekcoB PDAI/BPDAI y mnanueHTOB € My3BIPHBIMHU
JIepMaTo3aMu

95% AU nas
n | Cpemnee | CKO | COC [SROAMCIOHAUCHUA | ppr | Moy

Hwxnuas | Bepxuss

TpaHHIld | TpaHMIA
BII 21 17,38 10,36 2,26 12,66 22,10 6 39
BI1 23 33,61 22,42 4,68 23,91 43,30 6 69
JCIT 20 23,05 10,62 2,37 18,08 28,02 6 45
Bcero 64 24,98 17,07 2,13 20,72 29,25 6 69

bII

BII

ACI

Pucynok 65 — Pacnipenenenue unnexcon creneHu Tsxectu PDAI/BPDAI y nanrienToB
¢ bII, BIT u JICII 1o Hayana Tepanuu BUTaMuHOM D
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Takum oOpazom, y mnamuentoB ¢ BII, JICII u BII He ObuIO BBHISBICHO
MOJIOKUTEIIBHOM KOPPEJSIUU MEXAy NpUeMoM BUTamMuHAa D U CHUKEHUEM CTEIECHU
TSOKECTH MATOJOTUYECKOro Mpolecca BO BpeMsi 000CcTpeHuil (1o pe3yiabTaTaM OLEHKH
CTEIEHU TSKECTH ¢ ucmoiib3oBanrueM uHAckcoB PDAI/BPDAI) na ¢gone nmpoBoaumon
Teparuu.

o nauana tepanuu ButaMmuHOM D 1 uepe3 12 MecsueB Tepanuu y BcexX MalueHTOB
OBbLJIO MPOBEJACHO AHKETUPOBAHHME [Jisi OMPEACIICHUS AEPMaTOJIOTMYECKOr0 HHJEKCa
kauecTBa xu3HU ([Ipunoxenne A).

N3yuenne pesdynpratoB DLQI mokasano, 4to my3bIpHBIE 1€pPMATO3bl OKA3bIBAIOT
OYEHb CHJIBHOE BIUSHHE Ha KAueCTBO >KM3HM MalMEHTOB. Tak, B 00mIeill Tpyrmre
MalMeHToB cpeanee 3Hadenue nuaexkca DLQI cocraBuno 14,26+0,81 (AN 12,65-15,88;
B 95%). JlanHbIi MHAEKC A0 COMYTCTBYIOIIEH Tepanuu BUTaMUHOM D y manneHToB ¢
BII cocraBun 12,31+1,08 (AN 10,13—-14,48; 1B 95%); y nauuentos ¢ JJCIT—-16,92+1,67
(A1 13,45-20,38; B 95%); y maumentoB ¢ BIl — 15,43+1,62 (A1 12,10-18,76;
1B 95%) (Tabmuust 33, 34).

Tabnuna 33 — 3nauenus DQLI y mannenToB 10 nedeHuss BuTaMuHom D

95% AU nast
n | Cpemmee | CKO | COC [SPOAMCTO JHAUCHUT | npey | Max
Hwxnsas | Bepxuss
rpaHulla | TpaHUIa
ITonyuasimue
putamiti Dm0 ys04 | 824 | 122 | 1349 | 1838 | 5 | 30
MPOTSKECHUH
12 mecsiieB
He  mnomywaBmue
ButamMuH D, HoO
y4acTBOBABIINE B
OlLIECHKE  MHJIEKCa 55 12,87 7,92 1,07 10,73 15,01 0 30
KadyecTBa  JKHM3HU
DLQI B Teuenue
12 mecsitieB
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Ta6nuna 34 — 3uauenuss DQLI y nanuentos ¢ BII, BII, JICII no nedenus Buramuuom D

95% AU nast

n | Cpemmee | CKO | COC [SROAMICIOHAUCHUA | ppr | oy

Hwxnuas | Bepxuss

IpaHuLd | TpaHHLA
BII 49 12,31 7,56 1,08 10,14 14,48 0,0 29,0
b1l 28 15,43 8,59 1,62 12,10 18,76 5,0 30,0
JCII 24 16,92 8,20 1,67 13,45 20,38 5,0 30,0
Ob6mas 101 14,27 8,17 0,81 12,65 15,88 0,0 30,0

Bce manuents! (n=101) Obun pa3neneHsl Ha 2 TPYIIIbL: NOJIyYaronue BUTaMud D
(n=46) u He nonyyaronue (n=48). Y octaBuuxcs 7 mareHTOB U3 00 IPyIIbl HHACKC
DLQI He ompepensicd, Tak Kak JaHHbIE MMalMEHTHl OOCIIEIOBAINCh 3a HECKOJIbKO
MECALIEB O OKOHYAHHS HCCIEJOBAaHUS M BO3MOYKHOCTH IOBTOPHO OINPEAEINUTh Yy HUX
JIEpMAaTOJIOTUYECKUA HMHAEKC KadecTBa KU3HM He Obwo. Ha Pucynke 66
IIPOEMOHCTpUPOBaHsbI nokazarean DLQI y manueHToB ¢ OMMChIBa€MBIMU ITY3BIPHBIMH
nepmaro3amMu. MOXHO CIENaTh BBIBOJ O TOM, YTO M3 BCEX MEPEUUCICHHBIX HO30J0TUI
Ka4eCTBO XWU3HU MakcUMaibHO cTpaaaeT y nauueHToB ¢ [CII, onHako 3T0 He Tak. B
JAHHOM ciiy4dae caMblid BeICOKHMM nHIeke DLQI monyunncs y nanuentos ¢ JICII, ckopee
BCEro, B pe3yjibTaTe TOrO, YTO B JAHHOW IpyMNIe NAauUMEeHTOB OBUIO MPEICTABICHO

MaKCUMAaJIbHOC KOJIUYCCTBO MMTAITMCHTOB C TAXCJIBIM O6OCTpCHI/IeM 3a00JIeBaHUS.

20

bymie3nbii
neM(puron

Bynbrapnas
IIy3bIpyaTKa

JloOpokadecTBeHHAS
CeMeiiHas my3bIpUaTKa

OnbITHAA

Pucynok 66 — 3nauenns nnnexca DLQI y manmenTtos ¢ BII, BII, JICII no neuenus
BUTaMUHOM D
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B Tteuenune 12 Mecsanes meppas Tpynia NanveHTOB nonydana Buramumu 13
8000 EJl/cyTku. Bropast rpyrna naliueHToOB He MoJiydyaia noAaep>kku ButaMmunom D. B
MEpBOI Ipynne MmanueHToB cpenHee 3HaueHne DLQI no Hawama tepanuu COCTaBUIIO
15,944+1,22 (AN 13,49-18,38; JIB 95%); BO BTOpO# TpyIne cpeaHee 3HaAYeHHE OBLIO
12,87+1,07 (AW 10,73-15,01; JAB 95%), 10CTOBEpHBIX OTIWYUNA TIO0 KPUTEPUIO
Crbronienta He Obu1o (p>0,05). Ilo pesynbTaram BbIIEYKa3aHHOW COMYTCTBYIOIIEH

Tepanuu ObUTH TOBTOPHO onpeaeneHsl nuaekcsl DLQI (Tabnuna 35).

Tabnuna 35 — 3naduenuss DQLI y nanuenToB uepe3 12 MecsneB JeueHruss BATAMUHOM D

95% AU nas
n | Cpemmee | CKO | COC [SROAMCTO JHAUCHUT | npey | Max
Hwxnsas | Bepxuss
rpaHulla | TpaHUIA
ITonyuasmue
prtaviit Dm0 7,87 615 | 091 | 6,04 9,7 1 28
MPOTSKECHUH
12 mecsiieB
He  mnomywasmue
ButamMuH D, HoO
y4acTBOBABIINE B
OlICHKEe  HHJeKca | 48 11,83 7,05 1,02 9,79 13,88 0 30
KauecTBa  JKU3HH
DLQI B Teuenue
12 mecsiieB

B mepBoii rpymnme mno pe3yibTaTaM COIMYTCTBYIOIIEH Tepanmuu MpenapaToM
Burtamun D3 8000 EJl/cyTku B Teuenue 12 mecsieB cpennee 3Hauenue DLQI cocraBuio
7,87£0,91 (AN 6,04-9,70). Bo BTOpO# Trpymnme depe3 12 MecsieB Ipu OTCYTCTBUHU
conytcTBytomier Tepanuu Butamun D3 8000 E/l/cytku cpennee 3nauenne DLQI crano
11,83+1,02 (AN 9,79-13,88). Ilonyuennsie 3nauenusi DLQI mo pe3ynbraram Tepanuu
WJIY TIOCJI€ OTCYTCTBUS €€ JOCTOBepHO oTiaudarotces (p=0,005).

N3menenne unHaekcoB DLQI y manueHTOB, MONy4YaBIIUX W HE MOJYYaBIIUX

BuTamMuH D3, HarnsigHO oToOpakeHsl Ha Pucynke 67.
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(o neyenus)
[onmy4aBuire BUTaMUH
D na nporsxennn 12
MECSLEB

(mo neuyenns) He
MOJTy4aBIIe BUTAMUH
D, Ho yuacTBOBaBILINE

B OLICHKE MHJEKCA
kadectBa xku3Hu DLQI
B TeueHue 12 mecsaieB

(aepe3 12 mec)
[ony4aBure BUTaMUH
D na nporsxennn 12
MecsILIEB

(uepes 12 mec) He
IOJTy4aBITNE BUTAMUH
D, Ho yuacTBOBaBILINE

B OLICHKE MHJECKCA
kadectBa xku3Hu DLQI
B TeueHue 12 MmecsaieB

Pucynok 67 — Pesynprarsl DLQI y manneHToB ¢ y3bIpHBIMH A1EpPMAaTO3aMHU
110 U TIOCJIE JIEYEHNUS MPEenapaToM BUTaMuHa D

Takxe ObLJIO MPOBEACHO CpaBHEHWE OTACIBHO B JAHHBIX TpyNIax A0 U MOcie
Tepanuu (uiau 0e3 Tepanuu) ¢ UCIOoJIb30BaHueM napHoro kputepust CterogeHTa. Paznuia
CpPEOHUX BEJIMYHH JI0 ¥ MOC)IE TO0CTOBEPHO oTanyaercs Ha 8,06: DLQI oo neuenus 15,93;
DLQI nocne neuenust 7,87 (p<0,001). Hampotus, He mnosyuaBmiue BuTamMuH D Ha
MPOTSKEHUU 12 MecsleB MalMEeHThl MPOJAEMOHCTPUPOBAIN MPAKTHUYECKOE OTCYTCTBHE
paszauisl cpennnx Bennuud DLQI: 0,5 (p=0,36).

Takum 06pa3oM, MOKHO C/I€JIaTh BBIBOJI O TOM, UTO IIPUEM Tpenapara BuramuHa D
MOJIOKUTENIBHO MOBJIMSII HA KAYECTBO JKU3HU MAIMEHTOB C My3bIPHBIMU JIEPMATO3aMU U
JAHHYIO TOJJEPKKY MOXHO HCIOJIb30BaTh B KaueCTBE AaJbIOBAHTHOW TEpamuu y
nauuenToB ¢ BII, JICII u BII.

Heobxonumo Takke oTMeTuTh, uTo uHAEKC DLQI Obln BhIlIE Yy MAllUEHTOB C

BIICPBBLIC AMATI'HOCTUPOBAHHBIMHU ITY3bIPHBIMHU JICPMATO3aMHU U C TABHOCTBIO 3a00JIeBaHHS
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a0 3-x JICT, HCIKCIIM Y MAIMMCHTOB C IMPOAOJIKUTCIIbHBIM aHAMHC30M 3a00JIeBaHus. ITO
roOBOpUT O TOM, YTO INAaIWMCHTBI HpI/ICHOC36J'II/IBaIOTC$I K 3200JI€BaHUIO U BOCIIPUHUMAIOT
YXyAUICHHUEC Ka4CCTBA )KU3HU B CBA3HU C 00JIE3HBIO C TCUCHUEM BpPpEMCHH HC CTOJIb OCTpPO,

KaK B IICPBEIC I'OJbI OT I[€6IOTa IMaTOJOTHYCCKOI'O IMpoLeccca.
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3AKIIOYEHHUE

HecmoTpss Ha TO, 4YTO My3BIpHBIE AEPMATO3bl SBISIIOTCS TETEPOrE€HHOW H
CpPaBHUTEIBHO PEIKO BCTPEUAIOIICHCS IPyNIion 3a00IeBaHUM, HACUMTHIBAIOIIECH OKOJIO
10 HO30JI0TMIA, 3HAUMMOCTh UX YPE3BBIYANHO BEJIMKA B BUY TOTO, UTO OHU OKAa3bIBAIOT
BBIPAKCHHOE BJIMAHUE HA KA4YECTBO >KM3HM MALHEHTOB, YacTO COMPOBOXKIAKOTCA
cynepuH(peKue, moTepeil KUIKOCTH, FNEKTPOJIUTHBIM JUCOaTaHCOM, OrpaHUYEHUEM
MOTPEOJICHUS] MUIIU, U3HYPSIONIEH KIMHUYECKOW KapTHUHOM, KOTOpas B psJE CIy4yaeB
MOXET HUMETh (aTajdbHbIE MOCIEACTBUSA. BOJNBIIMHCTBO IY3BIPHBIX JI€PMATO30B —
MMOTECHIMAJIBHO OITACHBIE I JKU3HH IMATOJIOTUYECKHUE IMPOLECCHl: U C TOYKU 3PCHUS
MaTOTeHe3a, U MPUCOSAUHSIONINXCS OCIOKHECHHM, M MOO0YHBIX 3(P(HEKTOB CHCTEMHOMN
TE€panuu, MOJABISIONIEH HIMMYHHUTET.

CoBpeMeHHbIE Hay4Hble pa3padOTKM B 3HAYUTEIBHOW CTENEHU IOMOIVIM B
MOHUMAHUU MaTO(U3UOIOTUYECKHUX MPOIIECCOB, JIKANTNX B OCHOBE TPYTIIBI ITy3bIPHBIX
JI€PMATO30B, IMPEIJI0KUIN HOBBIE METOJbl JUArHOCTUKUA W Tepanuu. Tem He MeHee,
OCTAaEeTCsl HEMAJIO BONPOCOB, KACAIOIINXCS JOCTYIHBIX METOAOB BBISIBJICHHUS, TOAX0I0B K
ONPENICIICHUIO CTETIEHH TSIKECTU MAaTOJIOTHUECKOTO MPoLecca, JOCTYIMHON U 0e301acHOM
TEpanmuy U CBOEBPEMEHHOW NPODUIAKTHKY JTAHHOW TSIKEIOW TPYNIbl 3a00JeBaHUM.
ITonck HOBBIX JIMAarHOCTUYECKHUX M TEPANEBTUYECKUX METOAMK Ui BO3MOKHOCTHU
WCIOJIb30BaHUsI B PYTUHHOW NPAaKTUKE, HE HAKJIAJbIBAsl CEPbE3HOI0 YKOHOMHUYECKOTO
OpeMeHM Ha mMalMeHTa W TOCYAAapCTBO, SBIAETCS BAKHOW, COBPEMEHHON U
CBOEBpEMEHHOU cTpareruent. [lonnmas To, 4To JIUTEIbHOE UCTOJIb30BAHUE CUCTEMHOM
HMMYHOCYIIPECCHH CBSI3aHO C CEPhE3HBIMH MOOOYHBIMU 3(deKTaMu, BKIFOYAIOIIUIMHU
OCTEOIOPO3, OCTEOHEKPO3, TUIIEPTOHUYECKYIO 00JI€3Hb, TUIIOKAIMEMHUIO U CBSI3aHHBIMHU
C HEW HapylmIeHUSAMH CEpPACYHOrO pPHUTMa, AUAOETOM, JKEIyJA0YHO-KUIICUHBIMU
KPOBOTCUCHUSMH,  MHUEJOCyIpeccueil, mpobieMaMu €O  3pEHHEM,  HMEETCs
HEOOXOIUMOCTh JanbHeumero wusydenuss mnaroreHeza All/l w HIIJ ¢ nensio
000OCHOBaHUSI M TIOMCKAa HOBBIX METOJIMK JICYEHUS, MPUHIMIHAIBHO YIyYIIAIOIMINX
Kau€eCTBO ’KM3HU MAI[MEHTOB, MUHUMU3UPYIOUIUX TIPOSIBICHUS ITy3bIPHBIX AEPMAaTO30B U

PHUCK OCJIOKHECHUU.
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B mocnenHune pecAaTuneTvs BOMPOCHI B3aMMOCBSI3M T'€HOB TJIABHOTO KOMIUIEKCA
ructocoBMecTumMocTd HLA 1 paznuyHbix 3a001€BaHUM SBIISIIOTCS TPEMETOM aKTUBHBIX
nucKyccuil. B mpoBeieHHOM HaMH HCCIIEIOBAHUU ObUIM TOJTBEPKICHBI JaHHBIE 00
accounanuu reHoB rucrtocopmectuMoctn HLA-II ¢ my3slpHBIME JIepMaTO3aMHu.
Comocraisisi  JaHHbIE, TOJYYEHHbIE KOJUIETaMH H3-3a pyOexa (aMepuKaHCKOM,
KUTaNCKOM, Opa3mibCKoi, 00ATapCKOil, U3PaUIIbCKON U IPYTUX MOMYJISAIHNI NallueHTOB)
OTHOCHUTENBLHO OOJBHBIX C MYy3bIPHBIMU JE€pPMATO3aMHU, MOKHO BBIACIHUTH CXOJIHbBIC
accolMalyy B MOMyJISINUK ManueHToB B Poccuiickoit @enepannn. OQHAKO, UMEIOTCA U
OTJINYUS, YTO BIOJHE 00BACHUMO. YacToTa BCTPEYAEMOCTH T€X MJIM MHBIX acCOLMaIui
¢ HocuTenbcTBOM reHoB HLA neMoHcTpupyeT uX HIIUPOKOE pa3zHOOOpa3ue B CBSI3U C
neMorpaduyeckumMu (pakTopaMmu, €CTECTBEHHBIM 0TOOpOM, Oropa3zHooOpazueM HLA nHa
pa3HbIx KoHTHHEHTax. B 2023 rony E. Arrieta-Bolafios et al. ony6iukoBanu pe3ynbTaTsl
COBMECTHOM pabOThI HEMEIIKUX U MEKCUKAHCKUX T'€HETUKOB, IJIe CPABHIIIM KapTy MHUpa
B 3aBUcUMOCTH OT ocobOeHHocTeil HLA B 200 MHpOBBIX NOMyJISUUSAX WU BBIIBUIU
pasnuyHble 3akOHOMEpHOCTH mnpucyTtcTBUs reHoB HLA kmaccoB I m II. BrisBieno
CUJIBHOE BIIMSIHUE NPEIACTABUTENIBCTBA HACEIICHUS HA pacOpeAesieHHUe TPyIN ajieieu
HLA. B nienom, oTMeU€HO MpOTpecCcUpyIoliee CoKpalleHue paznoodpasus renoB HLA
OoT apUKAHCKUX JO0 OKEAHWYECKMX M KOPEHHBIX AMEPUKAHCKUX MOMYJSAlHi. DTOT
aHanu3 yactoT reHoB HLA B yHuKanbHOM HaOOpe MOMyJslUi MUpa MOJITBEPKIAET
MpeAbIAyIMe BBIBOJBI O CXOJCTBE YacTOT TIeHOB Kiacca | ¢ reorpaduueckum
pacripe/ieJIeHueM HaceJIeHHUs, HO TaKXKe IOKa3bIBaeT 0oJiee CIIOKHOE pa3BUTUE A
kiacca I, nmeroiiee mocnencTBus Kak s UCCICAOBAHUN 3BOJIIOLIMHN YEIOBEKA, TAK U
TU1s1 OMOMETUITMHCKUX MCCIe0BaHuM [56].

AHanu3upys JaHHbIE, MOJYYEHHBIE B pa3HbIX cTpaHax o0 accoumanmu HLA c
My3bIPHBIMU JIEPMATO3aMH, BBISBISIIOTCS KaK CXOJHBIE 3aKOHOMEPHOCTH, TaK U
MOMYJIALIMOHHBIE PA3JIMYKS ISl POCCUICKON momyJisiuy. Tak, B HAlleM UCCIEAOBAHUU Y
nanueHToB ¢ BII B poccuiickod NOMyJsMM CTaTUCTUYECKHM JOCTOBEPHO Yalle
BBISIBJSUIACH T€ K€ CXOIHBIE AJUTEIH, 4TO U acconuupoBanHblie ¢ BII B apyrux ctpanax:
DRB1*04, DRB1*14 (Utanus, Capaunus, Ucmanus, CrnoBakus, ®panmus, bpazumus,
Bonrapus) [89, 94, 170]. ITo anmnensm DRB1*#04, DRB1*14, a Taxke mo DQB1*0302 u
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DQB1*0503 y nac copnanu maanusie, nomydeHHusie O.FO. OnucoBoil u coast. (2024) B
POCCHICKON MOMYJISIMA, a Takke Kojuieramu u3 bpaszunuu, CrnoBakuu u Uspawnns [33,
106, 158, 221]. B wuccnemoBanuu O.}0. OmnwucoBoit u coaBt. (2024), moMumo
BBIIIETIEPEYUCIECHHBIX JIAHHBIX, JIOMOJHUTEIBLHO OBbUIM BBIIEJIEHBl CXOJHBIE C
MHOCTpPAaHHBIMU KoJuieramu pesynbratsl o amienn DRB1*0402 (Urtanus, Capaunus,
Ucnanus, bpazunus, bonrapus) [33]. B Hamem uccienoBaHUU TaKyl acCOIUAIIMIO MBI
HE TOJIyYWJIU. JIOMOTHUTEIBHO B HAIIIEM MCCIIEIOBAaHUU Obla BBISIBIIEHA aCCOLUAIIMS C
amensmu HLA-DRB1*3, DRB1*16, kotopas noBsiiiana BeposiTHOCTh pa3utus BII B
20,5 u B 8,3 pa3 coorBeTcTBeHHO. M3 a3maTckux wucciegoBaTeiael HAMOOJBIIYIO
MHQOPMATUBHOCTh TMOKa3ajll0 KPYyMHOMACIITaOHOE WCCleOBaHUE B KUTaHCKOM
nonyysiuu. S.Y. Zhang et al. (2019) Obo oOGcnenoBano 365 manuentoB ¢ BII B
cpaBHeHuH ¢ 604 310poBbIMU JIOABMU. [loTydeHHBbIE TaHHBIE BBISIBUIA ACCOLMAIUU C
HLA-DRB1*1401 u DRB1*0406, a mpoTeKTHBHBIE CBOWCTBA IMPOAEMOHCTPHUPOBAIU
amutenu DQB1*0303 u DQB1*0302 [265]. B Hamiem ucclieIoBaHUM COBMAJIM JaHHBIE C
KUTAMCKOM MOMyJIsIUel 0 NPOTEeKTUBHBIM cBoMcTBaM ajuiens DQB1*0303.

I[To pmanaeiM  wmeTananmm3za R. Hesari et al. (2023), oxBatuBmero 5
KpyIHOMAcCIITa0HbIX HCCIEAOBAHUI C 00 YMCIEHHOCThbIO manueHToB Oonee 2500
yenoBek w3 bpasunum, Kwutas, I'epmannm, Hpana u Snonun, ObUIM BBISIBICHBI
cnenyromue acconmanun amwtened HLA ¢ BII. Pe3ynprarsl mokaszain NOBBIIEHHYIO
BepossTHOCTh g JIokycoB HLA-DQAT1*05:05 (otHomenue mancos=2,25; JIM1 1,80—
2,80) u cHIKEeHHYI0 BeposiTHOCTH Juist Jo0KycoB HLA-DQA1#02:01 (oTHOIIEHHE aHCOB
=0,50; JHN=0,36-0,70). Cratuctuueckas 3HauyuMocTh p<0,05, ¢ HU3KOHU
reTePOreHHOCTHI0. ITO TOBOPHUT 0 ToM, uTo HLA-DQA1*0505 cBs3aH ¢ MOBBIIIIEHHOU
BocnpuuMunBOCThIO K BII, Torma kak HLA-DQA1*0201 cBsizan ¢ 3amuroit ot BII [77].
[To nannbiM Hamrero uccienoBanus, bI1 vaie BoisBisUICS Yy HOocuTeneit reHoB DRB1*3
(puck yBenuyeH Oonee yem B 10 pa3), DQB1*301 (puck mnosmeimeH B 3,2 paza),
DQB1*304 (puck yBenuuusaercs B 20,3 pa3), DQB1*402 (puck yBenuunBaercs B 20,3
pa3). I'enst DRB1*15, DRB1*17, DQB1*602-8 u DQAI1*0103 wurparooT poJb

MPOTEKTOPOB B ILUIAHE PA3BUTHS JAHHOW HO30JIOTHH.
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YV wocurenenn amrenei HLA-DRB1*3, DRB1*4, DRBI1*14, DRBI1*16
BEpPOSITHOCTDH pa3BUTHUs My3bIpHBIX Aepmaro3os (BII, ACII, BII) ysenuuena B 26,3 2,1 5,7
u 5,2 pa3 COOTBETCTBEHHO. Y oOnaaareneid reHoB rucrocoBMectumoct DQBI1*304,
DQB1*502-4, DQB1*503 u DQB1*02 BeposSTHOCTH MOSBICHUS My3bIPHBIX AEPMATO30B
(BII, JCII, BII) Bospactraer B 11,9; 3,4; 8,8; m 26,6 pa3 COOTBETCTBEHHO.
[IpeBeHTUBHBIMU CBOMCTBaMH HpU (HOPMUPOBAHUU IMY3BIPHBIX JI€PMATO30B 00JIa1al0T
reasl DRB1*15, DRB1*17, DQB1*201, DQB1*303, DQB1*602-8. ITo n1oxycy DQAI B
oO11ieii rpyrrne OONBHBIX € My3bIPHBIMU J€PMATO3aMU BBISIBIICHO MTPE00IaJaHUe YACTOThI
BCTpEYaEMOCTH reHa rucrocopMectumoctt DQA1*0301.

B xoze Hamiero wuccienoBaHusi ObUIO BBISBIEHO, YTO BEPOSITHOCTh Pa3BUTHUSA
My3bIPHBIX JIEPMATO30B y MYykuuH-oOnanareneil amieneir DRBI1*3 u DRB1*14
noBbIaercs B 23,7 u 6,2 pa3a COOTBETCTBEHHO, a Y My )4nH-HOcuTenel rena DQB1*02
— B 40 pa3. B rpymmne kxeHIIMH pUCK BOBHUKHOBEHUS Mmy3bIpHOTO nepmaro3a (BII, JICII,
BbIl) accommmpyercs c¢ wnHammumem amreneii DRB1*3, DRBI*16, DQB1*502-4,
DQB1*503 u DQB1*02. Puck ¢hopMupoBaHus mMy3bIPHBIX I€PMATO30B MOBHIIICH B 3THX
ciay4dasx B 5,7,B 6,5, B4, B 8,5 u 21,9 pa3z coorBeTcTBEHHO. [ [pOTEKTUBHBIMH CBOMCTBaAMU
y s)keHImuH oonanaroT reabl DRB1*7, DRB1*15, DQB1*201, DQB1*303, DQB1*602-8.

Y nocuteneit reioB DRB1*; DRB1*4; DRB1*14 u DRB1*16 puck nosiBieHus
MHTpaduIepMalibHbIX My3bIpHbIX Aepmato3oB (BII, JICIT) nossimen B 23,3; 2,3; 7,5; 6,7
pa3 cooTBeTCcTBeHHO. Y oOmanmareneit rerop DQB1*0502-4, DQB1*503, u DQB1*02
BEPOSITHOCTh MHTPA3IHIEPMAJIbHBIX ITy3bIPHBIX I€pMaTO30B MnoBbilieHa B 4,1 11,3 u 34,2
pa3 coorBercTBeHHO. Hocurenu reroB DRB1*15, DRB1*17, DQB1*201, DQB1*303
pesuctenTHsl kK popmuposanuto BIT u JICIL.

Puck pa3BuTHS My3BIPHBIX IEPMATO30B C CyOSNUIEPMAIBLHBIM PACIONOKEHUEM
my3bIpel moBbIaercss B 38 pa3 y mammeHToB-HOocuTened reHa DRB1*3, B 3 paza y
obnagareneit DQB1*301, B 20 pa3 — y Hocuteneit DQB1*304, B 20 pa3 y oOGmanarenei
DQB1#402. [IlIporexktuBHas poib npuHamiexkur reHam DRBI*15, DRB1*17,
DQB1#602-8 u DQA1*0103 npu 1aHHOM PacCIONIOXKEHUH MTy3bIPEH.

BrepBrie B HaieM HCClIEJOBaHMM OBLIO JOKa3aHO, YTO Y HOCHUTENEH TE€HOB

DRB1*3, DRB1*13, DQB1*02 BepostHocTs popmupoBanusi JICII noseimena B 33,7,
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4,5 n 58,4 pa3 coorBerctBeHHO. Ien DRBI1*15 oTBewaeT 3a pe3nWCTEHTHOCTh K
Bo3HUKHOBeHUIO JICII. DTu naHHble mpUMeEYaTesibHbl TE€M, YTO B HACTOSIIEE BpeMs
MOsIBIsICTCST Bce Ooblle MHPOPMAIMU O B3aUMOCBSI3M MHOTHX HEAyTOMMMYHHBIX
3aboneBannii ¢ HLA. Jlokazana accounanuss HLA ¢ nuHexkuroHHbIMU 3a00JI€BaHUSMHU
(remarutet B, C, TtybOepkyne3, nempa, Jjaeimmanuo3, cudunuc, COVID-19),
HeaJUIepPruiecKoi OpOHXHATLHOW aCTMOM, MUTPEHBIO, aKHE, KPACHBIM IVIOCKHUM JIMIIIAeM
U MHOTMMHU JIPYTHUMH MaTOJIOTHYECKMMH MpoleccaMu. B 3Toi CBsI3M MOJyYEeHHBIE
JAHHBIE TIO3BOJISIOT MOJYYUTh HOBOE MPENICTABICHUE O MeXaHu3Max (PopMUpOBaHUS
narosnoruueckoro npouecca npu JICIL.

N3BectHo, uto psg amieneit HLA crnocoOGCTByeT BOCIPUMMYHMBOCTUA HIIH
3amuTHOMY 3G (}eKTy 0T OGakTepuanbHBIX U BUpYyCHbIX nHpekiuii [100, 204]. D10 MoxeT
OBITh CBSI3aHO C MMMYHOJIOTUYECKMMH MeXaHu3MaMu, jexamumu B ocHoBe JICIIL.
N3BecTHO, uTO B 0uarax marojiorudeckoro nporecca rnpu J{CII nabmtogaeTcs ckorieHne
OakTepuii 1 TpHOKOB, B yacTHOCTH S. aureus u C. albicans. VImerotcs onmyOIMKOBaHHBIC
JAHHBIE, T7I€ OMMCAHO, YTO CYNEPAHTUTEHBI S. aureus, TOKCUH-1 CHHIIpOMa TOKCHYECKOTO
II0Ka U YHTEPOTOKCHUH B, BbIAENsieMble S. aureus, ClIOCOOHBI CBS3BIBATHCS C MOJIEKYJIOM
HLA II kmacca HLA-DRI1 [148]. B HaOntonaTeIbHOM HCCIIEIOBAaHUU OOIIET€HOMHOIO
Ha0oOpa TEeHETUYECKUX BAPUAHTOB y PAa3HBIX IIOACH, MPOBEICHHOM ISl BBISBICHUS
cnenupUuecKuX TeHEeTUYECKUX BAPUAHTOB, JICKAIIUX B OCHOBE BOCIPUMMYUBOCTH K
WHOEKIUsAM, BBI3BAaHHBIM S. aureus y O€NbIX JIONEH, BBIABII AaCCOLHUAINIO C
OJTHOHYKJICOTUIHBIMU TroIMMopdusmMamu 154321864, pacnonoxeHHbiMu B reHe HLA-
DRA, rs115231074 u rs35079132, pacnionoxkennsiMu B reHax HLA-DRBI, kotopsie
cBsi3aHHBI ¢ mHpekuen S. aureus. JlaHHOE HCCIEOBaHUE TaKXKe OOHAPYKUIO CBA3b
mexnay ceporuniom HLA-DRBI1*04 u undexuuenr S. aureus [227]. Bo3aMoxHBbIN
Mexanm3M accormuanmuu HLA ¢ JICII Moxer OBITh CBS3aH B TOM 4YHCIIE H C
CYNEpAHTUT€HAMHU PA3JIMYHBIX MHKPOOPIaHU3MOB, BBISBISIEMBIX Ha IOBEPXHOCTHU
MAaTOJOTHYECKUX 0YaroB M aKTUBHO YYACTBYIOIIMX B ATOT€HE3€ JaHHOTO 3a001eBaHUsI.

BhlIsiBlIEeHHBIE B HAILIEM UCCJIEAOBAaHUU CTaTUCTUYECKHU JI0CTOBEPHBIE ACCOLMALUN

npeacTaBieHbl B Tabnuie 36.
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Tabnuua 36 — HLA 1, [I-annenu rucTocOBMECTUMOCTH MPU MY3bIPHBIX JIEPMATO3ax

I'pynnsl nanueHToB Ternr HLA
AcconMMpOBaHHbIE \ RR \ p IIporeKkTHBHBIE p
Oomas HLA-I
(my3BIpHBIE 1€pPMATO3bI) A10 491 <0,01
A2B35 5,33 <0,05
A9B35 7,06 0,001
A9B40 7,16 <0,01
HLA-II
DRB1*3 26,0 <0,001 DRBI1*15 <0,001
DRB1*14 5,7 <0,01 DRBI1*17 <0,001
DRB1*16 5,0 <0,01
DRB1*4 2,0 <0,05
DQBI1*02 26,6 <0,001 DQB1%*201 <0,05
DQBI1*304 11,9 <0,05 DQB1*303 DQB1*602-8 | <0,01
DQB1*503 8,8 <0,01 <0,05
DQBI1*502-4 34 <0,05
My>K4uHbBI HLA-I
(Ly3BIpHBIE 1€pMAaTO3bl) A10 \ 10,04 \ 0,01
HLA-II
DRB1*3 23,7 <0,01
DRB1*14 6,2 <0,05
DQBI1*02 40,0 <0,01
KenmuHuel DRB1*3 29,1 <0,001 DRB1*17 <0,001
(TIy3BIpHBIE 1€PMATO3bI) DRB1*4 2,1 <0,05 DRB1*7 <0,05
DRB1*14 5,7 <0,05 DRBI1*15 <0,001
DRB1*16 6,5 <0,01
DQBI1*02 21,9 <0,01 DQB1*201, DQB1*303 <0,05
DQBI1*502-4 4,0 <0,05 DQB1*602-8 <0,05
DQB1*503 8,5 <0,01 <0,05
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I'pynnsl nanueHToB Ternr HLA
Py AcconMMpOBaHHbIE \ RR \ p IIporeKkTHBHBIE p
NHTtpasnuaepmaibHbie HLA-I
ITy3BbIPHBIE J€PMATO3bI A10 5,80 0,01
B16 3,54 <0,05
HLA-II
DRB1*3 233 <0,01 DRBI1*15 <0,01
DRB1*4 2,3 <0,05 DRBI1*17 <0,001
DRB1*14 7,5 <0,01
DRB1*16 6,7 <0,01
DQBI1*0502-4 4,1 <0,001 DQB1%*201 <0,01
DQBI1*503 11,3 <0,001 DQB1#*303 <0,05
DQBI1*02 12,5 <0,01
CyOsnunepmanbHble HLA-I
My3BIPHbIE IEPMATO3bI Al9 3,68 0,01
B21 6,41 <0,01
B40 3,21 <0,5
HLA-II
DRB1*3 38,0 <0,01 DRBI1*15 0,01
DRB1*17 <0,05
DQBI1*301 3,2 <0,05 DQB1*602-8 <0,01
DQB1*304 20,3 <0,05 DQA1*0103 <0,01
DQBI1*402 20,3 <0,05
BII DRB1*3 20,5 <0,01 DRBI1*17 <0,01
DRB1*4 4,0 <0,001 DRBI1*15 <0,01
DRB1*14 12,1 <0,001
DRB1*16 8.3 <0,01
DQBI1%*302 3.3 <0,01 DQB1*201 DQB1*303 <0,001
DQA1*0301 2,5 <0,01 DQA1*0201 <0,01
<0,05
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I'pynnsl nanueHToB Tener HLA
AccouMMpoOBaHHBIE RR p IIpoTeKTHBHBIE
bII DRB1*3 38,0 <0,01 DRBI1*15 0,01
DRB1*17 <0,05
DQBI1*301 3,2 0,01 DQB1*602-8 <0,01
DQBI1*304 20,0 <0,05 DQA1*0103 <0,01
DQBI1*402 20,3 <0,05
JCIT DRB1*3 33,7 <0,01 DRBI1*15 <0,05
DRB1*13 4,5 <0,01
DQBI1*02 58,4 <0,001
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Takum 00pa3om, paHHEE BBISIBJIEHUE Y MALIMEHTOB C OTATOLIEHHBIM MO MTy3bIPHBIM
IepMaTo3aM HAaCJIEACTBEHHBIM aHAMHE30M IPEIUKTOPOB Pa3BUTHUS JaHHOM I1ATOJIOTUU
IIOCPEACTBOM  MCHOJIb30BaHUs HLA-AMarHoCTMKM NO3BOJIMT JIEYAllEMy Bpady
pa3paboTath KOMIUIEKC NPO(PHIAKTHYECKUX PpPEKOMEHJIaluui, BepuHUIHPOBATH
NpaBWIbHBIM JIMAarHO3 Ha PAaHHHUX CTaAUSAX 3a00J€BaHHUS U MHUHHMH3UPOBATh PHUCKHU
TPUITEPHOTO BIMSIHUS IKCIIOCOM-(PaKTOPOB.

Hayunas nuckyccus o poiu IgE B ayTOMMMYHHBIX IPOLIECCAaX B HACTOSIIEE BpEMS
BEJIETCSA JIOCTATOYHO AKTHMBHO HE TOJIBKO B JI€pMaTOJIOrM4yeckoM coobmiectBe. Kaxk
[IOKa3aJI1 MHOTOYHCIIEHHBIE UCCIIEAOBAaHMA, [IOBBIICHHAS KOHLIeHTpauus IgE He cBsa3ana
c Oosiee BBICOKON pacHpOCTPAHEHHOCThIO AaTONMM W QJUIEPTHMH y TMAalHEeHTOB C
ayTOMMMYHHBbIMU 3a0oneBanusiMu. WM3BectHo, uTo IgE-omocpenoBaHHble MeXaHU3MBbI
CIIOCOOCTBYIOT JIETPAHYJISIIUM TYYHBIX KIETOK M 0a30puioB U CTUMYJIUPYIOT
Th2-ummynuter. [Ipy ayTOMMMyHHBIX pEAKUUSAX MATOJOTMYECKUEe MexaHu3Mmbl IgE
BKJIIOYAIOT NPSIMOE MOBPEXKICHHE TKaHEH, aKTUBALMIO M MHUrpanuio 0a3o(uiaoB B
nuM@aTUYeCKHe y3ibl U UHIYKIIUI0 UHTEPPEPOHOBBIX peakiuii 1 Tuma [265, 293].

Hanportus, rene3 noseimenus: oouiero IgE npu JICII umeeT coBepiiieHHO HHOM
xapakrtep. B otnnune ot BII u BII, JICII He siBisieTcst ayTOMMMYHHBIM 3a00JI€BaHUEM.
OnHako, aHATOMHUYECKAs JIOKAIU3alMs MaTOJIOTHYECKOrO IPOLECCa, MPUYPOUYCHHAS K
KOXHBIM CKJIaJKaM, NEepUaHAJIbHOW W MEPUTC€HUTAIBHOW 00JIaCTH, CKIOHHOCTh K
ITOSIBJICHUIO TPEUIVH, MOKHYIIHX YPO3UBHBIX TOBEPXHOCTEMN, OBBIIIEHHAS BIAKHOCTD U
TeMIlepaTypa, OTpaHUYEHHAs a’palus B JAHHBIX JIOKALUAX CO3JAIOT OJaronmpusITHbIE
YCIOBUSL JUIsl TPUCOCIUHEHHUS BTOPUYHOW HWH(PEKIMH B BHUAEC OaKTEpUATbHOU H
rpuOKOBOM  KOJOHM3alUMU.  MHOrOYMCIEHHbIE  TOKCHHBI,  BbIpaOaTbIBaeMble
Pa3MHOXXAIOIHUMUCS B OYarax MUKpOOPraHU3MaMHU, aKTUBHO BCACBIBAIOTCSA B KPOBSHOE
PYCJ0 U BBI3BIBAIOT | THII HUMMYHHBIX pe€akuuid B BUAE noBbieHus IgE u ypoBHS TydHBIX
KJIETOK.

B Hacrosmee Bpems cumraerca, 4ro IgE-omocpenoBaHHbBIE —peakIuu
OCYILEeCTBIISIIOTCS myTeM B3aumoiecTBus IgE ¢ Boicokoaddpunnbsim FceRI-penenropom,
B pE3yJbTaTe Yero 3aIlyCKAaeTCsl KAaCcKajl ajuiepruyeckux peakuui. CesssiBanue IgE ¢

FceRI B psape ciiydaeB BbI3BIBAET HU3KO-YPOBHEBYIO PELENTOPHYIO AKTUBALUIO U
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aHTureH-HezaBucumsbie 3¢ dextsl [ 132, 145]. Ha ceroansniHuii IeHb OMUCAHbI U U3y4YEHBI
JIBa pa3IMYHBIX IMyTU CUTHANIHM3aKUK ¢ yyactueM FceRI v uHrubupyrommx perenTopos,
YTO MMO3BOJISIET PA3BUBATH HOBBIE MTOAXO0/bI K JIEYEHHUIO AJUIEPTHYECKUX U Ay TOUMMYHHBIX
3aboneBanuii. MoHokIoHaNbHBIE aHTUTENA K [gE 3pdekTuBHBI B Tepanuu KpanuBHUIIGI,
OpOHXMATBLHON aCTMBI, AJNIEPIUYECKOT0 PUHUTA U MUILEBON ajiepruu K apaxucy [124].
Hcnonb30oBaHWe TakWX aHTUTENl TMO3BOJSET CHHU3UTh KOHIIEHTPALMIO CBOOOHBIX
monekyn IgE B ceiBopoTke kpoBH U ypoBeHb FceRI Ha 6azoduiiax, TydHbIX KIE€TKax U
JNEHIPUTUYECKUX KIIEeTKaX. DTH 3()PEKThl CHUNKAIOT BEPOATHOCTH CBs3biBaHUs IgE c
FceRIl m konrtakta IgE ¢ ammeprenom [82, 254]. JlaHHBIA MOJIXOJ HAIpaBJ€H Ha
cBsi3biBanre Mosekyn IgE pasznuuHoll cnienuduyHOCTH, YTO pacuIupsieT BO3MOXKHOCTHU
NIPUMEHEHUS MPENAPATOB, CBA3bIBaOIINX [gE.

B Hamem uccnegoBanuu ObLIO ONPEACICHO CTATUCTUYECKU 3HAYMMOE TOBBIIICHHE
ypoBHsi obmiero IgE y mammentoB c¢ JCII u BII, mpuyem paHHBIN mMoKa3aTenb
KOPPEIUPYET CO CTENEHBIO TKECTH MATOJIOTHYECKOr0 MpoLecca.

Cpennee 3HaueHue ypoBHs oOmero IgE B rpynme OOJIBHBIX € Iy3bIPHBIMU
nepMaTo3aMu Bo BpeMst oboctpenusi coctaBmiio 301,25+87,52 ME/mi (n=64). [1pu 3Tom,
B TpyNIe MalMeHTOB ¢ TsxeabiM obocTpenuem mpoiecca (PDAI>25; BPDAI > 30)
ob6muii IgE Obi1 paBen 606,64+£227,98 (n=23; Me=171,20); B rpymnmne namueHTOB ¢
yMepeHHO-TsbKenbIM obocTpernueM (PDAI 11-24; BPDAI 20-29) o6uwmii IgE cocraBun
147,79+£34,54 (n=22; Me=86,13) u 109,26+44,35 ME/Ma (n=19; Me=39,84) B rpymnme
OOJIbHBIX C JIETKOM cTernenbio Tsxectu oboctpenus (PDAI < 10; BPDAI < 19). B oOmieit
rpyIie NalUeHTOB C peMuccueit cpeaHee 3HaueHue oOuiero IgE cocraBuio nuiib
78,394+24,58 ME/Mmn (n=37; Me=17,64). Hanpotus, npu CpaBHEHHWU MAIMCHTOB C
My3bIPHBIMU JEPMATO3aMHU B TEPUOJ PEMHUCCUM U KOHTPOJIBHOW TPYIIbI, OTINYUSA
BbIsiBJIEHBI He Oblu (p=0,918). Takxke HEOOXOIAMMO OTMETHTh, YTO MAaKCUMAaJIbHBIC
3HaueHus obuiero IgE BeiaBmsuinch B Hamem uccinenoBanuu y 6onbHbix JICII n BII ¢
CaMbIM TSKEJIBIM T€YEHHUEM MaTOJIOrMYECKOro Mpollecca BO BpeMsi 000CTPEHHUS.

B rpynne mnamumentoB ¢ BII cpennee 3Hauenue oo6mero IgE cocraBumio
57,56+11,41 ME/Mn (n=49); ¢ TskensiMm oboctpenuem 122,40+29.49 ME/mMn (n=6;
Me=105,46); c ymepeHHO-TsKeIbIM obOocTpennem 102,57+49,55 ME/mn  (n=7;
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Me=68,86); ¢ nerkum oboctpenuem — 31,70+13,94 ME/mMn (n=8; Me=18,41); ¢
pemuccuet 39,89+12.21 ME/mMn (n=28; Me=13,78). Takum oOpazomM, Koppemsuus
ypoBus o61iero IgE ¢ BII u ee crenenbio TSHKECTH BhIsIBIICHA HE ObLia.

OManuzymab mOpOJAEMOHCTPUPOBANI XOPOIIMM TepaneBTHUECKU 3PDEeKT y
MalKUEeHTOB, pePpPaKTEPHBIX K PETJIaMEHTHUPOBAHHBIM B KIMHUYECKUX PEKOMEHALIUSIX
CTaHJAPTHBIM METOJUKaM JICUCHUs KpamuBHUIBI U OpoHxuaidbHOM acTmbl. [Ipemapar
uMeeT  OnmarompusTHbIA ~ TpoQuiab  MOJIb3a-PUCK. OT0  peKOMOUWHAHTHOE
T'yMaHH3UPOBAHHOE MOHOKJIOHAJIbHOE aHTUTENO nojiknacca [gG1, koTopoe cBsA3bIBaeTCSA
¢ IgE-cnenuduueckumu snuronamu B npeaenax obiactu C3 (FceRI-cBsasbiBaroiiein)
Monekyisl IgE, Takum 00pa3oM MPOUCXOIUT CHUXKEHHUE KoiaudecTBa cBoOomHoro IgE.
[IpumeHnenHas B HameMm ucciaegoBanuu Meronuka jgedenus CII myTteM moaKoKHOTO
BBeZieHUs oManu3ymada B 1o3e 300 mr B Teuenue Henenu 0, 4; 8; 12; 16; 20; 24; 28; 32;
36; 42 nmaumentam c [[CII ¢ ypoBHeM oOmiero IgE Bbilie pedepeHCHBIX 3HAYEHUI,
MPOAEMOHCTPUPOBaa JauTenbHy0 pemuccuro CII.

NMMmyHHas cucTteMa, BOCIAJIEHUE M CHCTEMA KOAryJsILIMM MOTYT OJTHOBPEMEHHO
aKTUBUPOBATHCS MPU ayTOUMMYHHBIX U UMMYHOOIIOCPEIOBAHHBIX JEPMATOJIOTHYECKUX
3aboneBanusix. M3MeHeHHe mMmokazareyiedl KoaryJsiud OMHUCHIBAETCS, HANpPUMEDP, MpPU
TaKUX HO30JIOTUSIX, KaK XPOHHYECKasi CIIOHTAHHAsI KPANMBHUIIA, AaHTUOHEBPOTUUYECKUI
otek, CKB [2, 43, 180, 236]. B nuteparype MEIOTCS JaHHBIE O BBISIBIICHHON KOPPEIALUU
MEXIYy MOKa3aTessiMu Koaryssiuuu v bIl.

[Tony4yeHHBIE PE3yJIbTaThl HAIIETO UCCIEAOBAHUS IEMOHCTPUPYIOT TOCTOBEPHYIO
KOPPEJSIUIO B 00IIEH TpyIIIie MAlMEeHTOB C My3bIPHBIMU JIEPMATO3aMU 110 CPABHEHUIO C
KOHTPOJIBHON TPyNmoi mo moBbillIeHHOMY ypoBHIO D-mumepa (p=0,008). B nepuon
obocTpeHust o KpuTeputo MaHHAa-YUTHM TOBBINIEHHBIH ypoBeHb D-numepa Takke
JIOCTOBEPHO OTIWYAETCS Y OOJIbHBIX C IMY3BIPHBIMH JIEPMATO3aMU IO CPABHEHUIO C
rpynnoi koHTpossa (p=0,002). B nmepuoa pemuccun Takyro KOPPENSIIUIO MOJIYYUTh HE
YAaJI0Ch.

Kpurepuu cpaBHenus CThrofieHTa U MaHHAa-YUTHU HE BBISIBIIIM KOPPEISALHUHU CO
3HAQYEHUSIMU TPOTPOMOUHA U GPUOPUHOTEHA HUA TTPU OOOCTPEHUU ITY3BIPHBIX IEPMATO30B,

HU NPU PEMUCCUU B CPABHEHUH C TPYNNON KOHTPOJA. [0 MOBBIIEHHOMY MTOKA3aTENto
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D-numMep, HampoTuB, OblIa BBISIBJICHA JOCTOBEpPHAS KOPPEIALUS C IMY3bIPHBIMU
JepMaTo3aMH Kak B 0OOIIeil rpymre, Tak U B TPYIINE MAllMEHTOB BO BpeMsi 000CTpeHUs
IIaTOJIOTUYECKOT0 IIpoLecca.

[IpuMeHUTENBHO K Pa3IMYHBIM HO30JIOTHSIM TOJYyUYECHHBIE JTaHHBIE HE BBISBHIIN
JIOCTOBEPHON KOPPENALMU MEXIy NpOoTpoMOMHOM, GuOpuHOreHoM U D-aumepom y
nauuentoB ¢ BII u JICII, torma xak mnpu BIl ngoctoBepHas koppensiuus ObuLia
YCTaHOBJICHA C MOBBIIIEHHBIM YPOBHEM PuOpuHOreHa u D-aumepa.

Takum oOpazom, U3 MoOKazaTeNaed Koaryysiiud HauOojee YyBCTBUTEIbHBIM IMpHU
My3bIPHBIX  J€pMaro3ax oOkaszaics D-auMep, KOTOpbIM  MOPOJEMOHCTPUPOBAI
JOCTOBEPHYIO CBSI3b C NATOJIOTMYECKUMU MPOLIECCAMH, POUCXOIAINMU MPHU MYy3bIPHBIX
IepMaTo3ax B mesnoM u BO BpeMs oOoctpeHus Ha npumepe BII, JICII u BII. Takxe
BAXKHOE JMArHOCTMYECKOE 3HAYCHUE HMMEIOT MOBBIINICHHBIE YpOBHM (DHOpUHOTEHA U
D-numepa y nauuenTtos ¢ bII.

HccnenoBanus MOCIEIHNUX JIET MOKA3aJIu, YTO B PAJIE KIETOK HMMYHHON CUCTEMBI
CoJiepKaTcsl peuentTopbl K BUTAaMUHY D, a HEKOTOpble M3 3TUX KIETOK CIIOCOOHBI
MPOU3BOJNUTh |O-TUIPOKCUIA3Y W CHHTE3UPOBATH 1,25-guruapokcuBuramMuH D w3
25-rupokcukanbidepona, UYTO TMO3BOJUIO BBIABUHYTH MPEIANOJIONKEHHE, YTO
BUTaMMH D 00/1ajaéT HMMMYHOpPEryJIsSTOpHBIMU cBoiicTBamu [69, 83, 295]. B
ABTOPUTETHBIX UCTOYHUKAX OMYyOIMKOBAHBI JAHHBIE O TOM, YTO HU3KHE YPOBHU JAHHOTO
BUTaMUHA B CBHIBOPOTKE KPOBU OOJIbHBIX CBSI3aHBI C MOBBIIMIEHHBIM PUCKOM Pa3BUTHUS
TakuX 3a00J€BaHUM Kak mcopuas, aronudeckuit nepmatut, CKB, OponxuanbHas acTMa,
PEBMaTOUIHBIN apTPUT, caxapHbIi AuadeT 1 Tuma, paccesHHbINA CKiepo3 u ap. [271, 276,
290, 297]. Pa3nuyHble KIMHUYECKHE WCCIEAOBAaHUS OMUCKHIBAIOT 3(P(EKTUBHOCTD
n06aBok BUTaMuHa D 1 ero MeTaboIuTOB ISl JICUSHHS ITUX 3a00JI€BaHUM.

Bo3MOXHOCTH Ji€4eHUs BIMSIOT HAa NPOTHO3 M KAYECTBO JKU3HU IMAIUEHTOB C
ayTOMMMYHHBIMU 3a00JIEBaHUAMH, a UMMYyHOMoayiaupywomme 3pdektsl BuTamuHa D
MPEACTABIAIOT COO0OM  MOTEHIMAJIbHYIO  aJbIOBAHTHYI0  TEpaIluio, MOCKOJbKY
HEJIOCTATOYHOCTh U JedunuT BuTamMuHa D Hepenko HaOI0IaeTcss y NalMeHTOB,

CTpaJaloluX ayTOUMMYyHHbIMU 3aboneBanusimu [244, 289]. Buramun D oOnanaer
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MIEHOTPONHBIMU  d(PdeKkTaMu, O YeM CBUIETEIbCTBYET JKCIPECCUSl PEIENTOPOB
BuTamuHa D B mumdonuTax u AeHIPUTHBIX KIETKaX.

CornacHo HamuM BbIBoAaM, ypoBeHb 250H-Vit D B ChIBOpOTKE HCCIIETyEMBIX
nanueHToB ¢ my3bipHbiMu JepMarozamu (BII, JICII, BIT) Obln 3HAYUTENBHO HIMKE
pedepeHcHBIX 3HaYeHUM (oTMeuasncs AepUUUT BUTaMHHA D CO CpelHHM 3HAYeHUEM
20,89£8,65 Hr/mi) MO CpaBHEHUIO C KOHTPOJBHOW TPYyNIOH, TIJe OMNpeaessiach
HEIOCTaTOYHOCTh BUTamMuHa D (cpegnee 3Hauenue 30,07+7.81 nr/mm). Cpennee
3HaueHue ypoBHs BuTamuHa D B rpynmne 6onbnbix ¢ BII coctaBuio 22,28+1,37 Hr/mi,
B rpynne mnanuentoB c¢ JCIT 20,844+1,52 wur/mn, B rpynmne namueHToB ¢ BII —
18,53+1,41 ur/mi.

Coyctst 12 mecsaneB npuema mnpemnapara ButamuHa D (8000 EJl/cyT) cpennuit
ypoBeHb 250H-Vit D B cbiBOpoTKe KpoBU B 0011€i rpynmne OOJIbHBIX MOBBICHICS 0
63,30+1,07 ur/mn. Ilpum cpaBHEHUM MAAHHOW TIpPYIIBI NAlMEHTOB C TPYIIOH, HE
MOJTY4YaBIINX MOJACPKKY BUTAMUHOM D, ObUIM BBISBICHBI CIEAYIONIHNE OCOOCHHOCTH.
B rpynne mnaiueHToB, MNOMy4aBIIMX BUTaMUH D Ha mnpoTsbkeHun 12 Mecsles,
OTMETWJIOCh CHHIKEHHE dYHcia oO0OCTpeHHi 3abojieBaHUS (10 IMOCTOSHHOTO IIpHeMa
BUTamMuHa D B BbIlIeyKa3aHHON JTO3UPOBKE CPEHEE YKCIIO PEIUAMBOB B TEUEHHUE T0jia
coctaBisiio 1,4 3a mocnenuue 3 rona; cmycts roj npuema sutamuna D — 0,8). B rpynime
CpaBHEHHS YUCIO 000CTpeHUM 3a00JieBaHUsl B TEUEHUE T'0Jla OCTATOCh HEU3MEHHBIM —
1,5 perpocniektuBHO U 1,4 B TeUeHUE U3y4aeMOro roja.

[To pe3ynbTaTaM uccie0BaHUs CPABHUTENbHBIA CTATUCTUYECKUM aHAJIU3 JaHHBIX
MOKa3aJj, YTO COMyTCTBYIOIIAs Teparus mpenapaTomM BuTaMuna D He oka3bIBasia BIUSHUS
Ha CTEMEHb TSHKECTH MATOJIOTMYECKOro IMpollecca BO BpeMsi OOOCTPEHUN IMy3bIPHBIX
nepmatosoB (BII, BII, JICIT). HanmpoTtus, npueM npemnapara BuTaMuHa D Moa0XXUTEIbHO
MOBJIMSAJI HA KAu€CTBO >KU3HU MAlMEHTOB C IY3BIPHBIMH JIEpMATO3aMU U ObLI CHENIaH
CTATUCTUYECKU JIOCTOBEPHBIM BBIBOJ O TOM, YTO JAaHHYK MOJJEPKKY MOXKHO
MCIIOJIB30BaTh B KAYECTBE CONyTCTBYOMEN Tepanuu y nanuentos ¢ BII, /ICII u BII.

HeoOxonumo Takxke oTMeTUTh, 4TO MHAEKC DLQI ObUT BBINIE y MAIMEHTOB C
BIIEPBBIE TUATHOCTUPOBAHHBIMU MTy3bIPHBIMU JIEPMATO3aMU U C JaBHOCTHIO 3a00JI€BaHUS

a0 3-x JICT, HCIKCIIM Y MAIMMCHTOB C IMPOAOJIKUTCIIbHBIM aHAMHC30M 3a00JIeBaHus. ITO
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TOBOPUT O TOM, YTO MAIlMEHThI IPUCIOCAOINBAIOTCS K 3a00J€BAHUIO U BOCIPUHUMAIOT
YXYILICHHE Ka4eCTBA KU3HU B CBSI3H C O0JIE3HBIO C TEUEHUEM BPEMEHHU HE CTOJIb OCTPO,
KaK B IIEPBBIE r0/ibl 1€0I0Ta MATOJIOTUYECKOT0 MpoLiecca.

Butamun D moxer mpenoTBpaliath ayTOMMMYHHBIE 3a00J€BaHUs, UHTHOUPYS
uutokuHel Thl (IL-2, ®HOo u UOH-y) [112, 291], ctumynupys uutokunsl Th2 (IL-4 u
IL-10), momaBnss Th-17 m npomykumio IL-17 [170] m MoxkeT HHAYUHPOBATH
perynstopuble T-KIeTKU AJi1 MOYJIALMK/OCIa0IeHHs HUMMYHHBIX OTBeTOB [112, 243].
ITocKONMIBKY HENaBHME MCCIENOBAHMS IOKA3bIBAIOT, YTO KOHTPOJb JE€CMOTJIEUH-3-
PEaKTUBHBIX JTUM(POIUTOB C TOMOLIBIO T-peryiasiTOpHBIX KIETOK MOKET NMPEAOTBPATUTD
passutue BII, Butamun D MO0XKHO paccMaTpuBaTh KakK COIYTCTBYIOLYIO TE€paANUIO IS
oOJier4yeHusi TeYEHHUs MaTOJIOTHUECKOTo Mpollecca y marueHToB [55, 118, 172, 226, 292].
Kpome Toro, cymecrByer TecHas CBA3b MEXAy BUTaMHHOM D U  KOXeWH.
[IpenmecTBeHHUK BUTaMHHA D BbIpabaThIBaeTCs KIETKAMU KOXH M UTPAET KIHOYEBYIO
poJib B €€ 310poBbe. OH MOXKET CTUMYJIHUPOBATh AUP(HEPEHIUPOBKY KEPATUHOLUTOB U
nHayuupoBatb TLR2, KOTOpblE WHHUIMHUPYIOT BPOXIACHHBIA HMMMYHHBIM OTBET Ha
BO3JICCTBHE MH(PEKIMOHHBIX areHTOB M CIIOCOOCTBYIOT 3a)KMBJIEHUIO paH U
BoccTaHOBIICHUIO TKaHel [188]. Huskuii ypoBeHp BuUTamMuHa D B CBIBOPOTKE KPOBHU
HaOJroAaeTcsl IpU HEKOTOPBIX ayTOMMMYHHBIX 3a0oJjieBaHMsX, Takux kak CKB [118,
280], uHCYNIMHO3aBUCUMBIN caxapHblii quaber [177], peBmaTouaHbii apTput [41] u
paccessHHbI ckiepo3 [40]. MoOXHO NOpPeANONOXKUTh, YTO ONTHUMAJbHBIA YpPOBEHb
BUTaMHHA D HEOOX0UM /JIs IPEeIOTBPAILEHHs] 000CTPEHUS psAJla KOKHBIX 3a001€BaHUM,
B TOM YHCJIE U IIy3bIPHBIX J1€PMATO30B.

Kpowme Toro, Helb3s1 HCKIOYUTh TUIoTe3y popMupoBaHus aeduiura BuramuHa D
KAaK CJIeCTBUE NATOMOP(OIOTrHUECKUX U3MEHEHUH, IPOUCXOIAIINX B KOKHBIX TOKPOBAX
IIPU ITy3BIPHBIX Aepmaro3ax. ONHO M3 BO3MOKHBIX IPEIIIONIOKEHUM BO3HUKHOBEHUS
TaKOr0 COCTOSIHUS SIBJIIETCS CHUKEHHE CIIOCOOHOCTH KOKH BbIpaOaThIBaTh BUTaAaMUH D,
KakK 3TO MPOUCXOJHUT Yy MAMEeHTOB ¢ oxoramu [183, 229]. KpomMe TOro, 3T manueHTsl
MOTYT MEHbIIE MOABEPrarbcs BO3ACHCTBUIO YyibTpaduosiera, 4YTOObl 3alUTUTh
MOBPEXICHHYIO KOXKY. B HEKOTOPBIX HCCIIeJOBaHUAX COOOLIANIOCH O BEIPaOOTKE AaHTUTEN

NPOTHUB BUTaMuHa D npu ayTOMMMYHHBIX KOKHBIX 3a00J€eBaHusX, Takux kak CKB [251,
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255]. OnHako HEOOXOIUMBI IOTIOJHUTEIbHBIC UCCIIEA0OBAHMS, YTOOBI BBISICHUTD, €CTh JIU
TaKue aHTUTEJIAa Y TAIUEHTOB C MYy3bIPHBIMU JIEPMATO3aMHU.

PaccmaTtpuBas mepcreKTUBBl JaJbHEUIIMX KCCIIENOBAHUN BIMSHUSA YPOBHS
BUTamMuHa D Ha TeueHue My3bIPHBIX IEPMATO30B, YACTOTY PEIIUAUBOB U CTEIIEHb TXKECTH
o0OCTpeHHUi, a TaKXke JIO3UPOBKM TMOJJECPKUBAIOIIEH Tepanuu CUCTEMHBIMU
[IIOKOKOPTUKOCTEPOUIAMU, HEOOXOAUMBI TOJITOCPOUHBIE UCCIEOBAHUS C Pa3/IeICHUEM
MalMeHTOB Ha TPYNNbl B 3aBUCUMOCTH OT CTEMEHM TSKECTH, Ha Pa3HbIX
TUCTOMOP(OJIOTHYECKUX CTaAUsIX 3a00JieBaHUs, Y MAIlMEHTOB, MPUHUMAIOIINX Ha
MOCTOSTHHOM OCHOBE pa3JIMuHble CUCTEMHbIe TpenapaThl. LlemecooOpa3sHo mpoBecTH
MHTEPBEHIIMOHHBIE MCIBITAHUS C TUTPOBAHUEM J03bl BUTaMHHA D B 3aBUCUMOCTU OT
YPOBHSI MEAMATOPOB BOCHAJEHUS M MapKepOB MATOJOTMYECKOro Ipoliecca.
UccnenoBanus, olieHUBAIONME BIUSHUE A00aBOK BUTamMuHa D Ha mnomgydaembie
MalKUEeHTOM MOJJIEPKUBAIOIINE J103bl KOPTUKOCTEPOUIAOB, TAK:Ke ObLITN OBl MOJIE3HBI AJISI
CHUKEHHUS pUCKOB MO00UHBIX 3 PekToB cuctemuon ['KC-tepanumu.

BonbuinHcTBO 3(PheKTOB BO3AEHCTBUS PA3TUYHBIX KIMHUKO-UMMYHOJIOTUUECKUX
MoKa3aTtesiel Mpu My3bIPHBIX JepMaTo3ax MaJou3y4yeHbl B HacTosilee Bpems. HecmoTps
Ha TO, YTO OHHU OO0JAJAIOT MEHbIIEH CcneruUUHOCTBbIO, YeM ayTOaHTUTENa, Hallle
HCCIIeIOBaHKUE TOKA3aj0, YTO OHU MMEIOT BaXKHOE 3HAUEHHE B MATOr€HE3€ IMy3bIPHBIX
JIEPMATO30B U OMpPEACICHUE UX B PyTUHHOMN MPAKTUKE OTKPHIBAET HOBBIE BO3MOKHOCTH
JUTsl YCTAHOBJICHUSI CTETIEHU TSKECTH Tpoliecca, npoduiaktuku u geuenus BII, JICII u

BII.
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BbBIBO/bI

l. BrisiBnieHO0, 4TO y OOJIBHBIX C Iy3bIPHBIMU JIepMaTO3aMu (ByJIbIapHasi My3blpyaTKa,
no0poKauecTBEHHAsl ceMeilHas My3bIpuaTka, Oysuie3Hbld meM(Urou]) CTaTUCTUYECKU
3HAYMMO IOBBIIIEHA YaCTOTA BBISBISIEMOCTH aHTUTeHa ructocoBMectumoctd HLA-AT0.
BeposaTHoCcTh pa3BUTHS My3BIPHBIX JIEPMATO30B Y HOCUTEJEH TaHHOTO T'eHa MOBBIIIAETCS
B 5 pa3, a B rpynne Mmyx4urH — B 10 pa3. PuUCK BO3HUKHOBEHUS My3bIPHBIX J€PMATO30B Y
HOCHUTEJIeN MEeXJIOKYCHBIX coueTanuii A2-B35, A9-B35 u A9-B40 ysenuuuBaercs B 5,3,
7,1 u B 7,2 pa3 COOTBETCTBEHHO.

2. YcranosineHo, yto y Hocutenei amieneit HLA-DRB1*3 u DQB1*02 BeposTHOCTh
pa3BUTHS IY3BIPHBIX JEPMATO30B (ByJbrapHasi Iy3bIpuaTka, J0OpOKadeCTBEHHAs
ceMelHas Iy3bIpuarka, OyJuIe3Hbl memdurona) mMmoBbImaercs B 26,3 u 26,6 pa3
cooTBeTcTBeHHO. [IpoTekTHBHBIME CcBO¥McTBamMH oOjamaroT renbl DRB1*15, DRB1*17.
JlocToBepHO ompeneneHa MPEeapacloI0oKeHHOCTh K (OPMHUPOBAHUIO BYJIBIapHOUN
ny3bipuatku 'y Hocutenedr DRB1*4 u DRB1*14. BeposaTHOCTh MOSBICHHS JaHHOTO
nepmaTto3a y Hux nosbiiieHa B 4,0 u B 12,1 pa3 coorBercTBeHHO. [IpoTekTHBHAsA pOib B
dbopMHpOBaHUM BYJIBrapHOW IMy3bIpuaTKu MpuHAIIeKUT reny DQB1*201. Brisinena
acCOIMAaTHBHAsI CBs3b JIOOPOKAYECTBEHHOW CEMEHHOW TMy3bIpUYaTKu C TeHaMHu
ructocoBMectumoctd DRB1*#3, DRB1*13 u DQB1*02. BepostHocTs hopmupoBanus
N00pOKAUYECTBEHHON CEMENHOM My3bIPpUaTKU Y HOCUTENIEH JAaHHBIX T€HOB MOBBIIIEHA B
33,7; 4,5 u 58,4 pa3 cooTBeTcTBeHHO. [IpenpacnonokeHHOCTh K Pa3BUTHIO OYJLIE3HOTO
neMmdurona BeIsIBICHA y HocuTelnel rena DRB1*3, mpu aTom puck yBennuuBaercs B 38
pa3s. I'ers1 DQB1*602-8 1 DQA1*0103 uMeroT 1pu 3TOM POJib MPOTEKTOPOB.

3. VY cTaHOBIEHO, YTO CTATUCTUYECKU 3HAYUMOE TMOBBIIIIEHHE YpoBHs oOmiero IgE y
MAIMEHTOB C JOOPOKAYECTBEHHONW CEMEMHOM IMy3hIpYaTKON 1 OYJIIIC3HBIM MTeM(PUTONIOM
COOTHOCHUTCSI CO CTENEHBI0 TXKECTH MNAaTOJIOTMYECKOro mpouecca. B To ke Bpems
OTCYTCTBYET B3aMMOCBS3b ypoBHs oOmiero IgE ¢ BynbrapHoil my3pIpyaTKOd U ee
CTEIEHbBIO TSKECTH.

4. BrisiBieHa B3aMMOCBSI3b  MEXIY IOBBILICEHHBIM YpOoBHEM D-numepa

00OCTPEHMSIMU ITY3bIPHBIX JEPMATO30B (BYyJIbrapHas Iy3bIpuaTka, J00pOoKaueCTBEeHHAs
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ceMeifHas my3blpyaTka, Oysie3Hbld nemdurona). BaxHoe quarHoCTUYECKOE 3HAUEHUE
MMEIOT MOBBINIEHHBIE YPOBHU (pubpuHoreHa u D-gumepa y mainueHTOB ¢ OYJUIC3HBIM
nemdurongomMm. [lomydeHHbIE MaHHBIE I1€J1€COO0PA3HO YUYUTHIBATH MPU HA3HAYECHUU
COINYTCTBYIOIIEHN TEPANIUK PU JAHHBIX ITy3bIPHBIX JE€PMATO3aX.
5. Y mnanmueHToB C BYJbrapHOM My3bIpYATKOW, JTOOPOKAYECTBEHHOM CEMEMHOM
My3bIpYaTKOM, OyJIe3HbIM eM(GUTrOUI0M BbIsBICH Ae(UIUT BUTaMuHA D B CHIBOPOTKE
kpoBu. [Ipuem npemnapara ButamuHa D B 03¢ 8000 EJI / cyTku B ciiydae BBISIBICHHOTO
nedulmnTa y 1aHHOM KaTeropuil MalMeHTOB MOJOKUTENIBHO BIUSET HA KAYECTBO KU3HU
U CHIKAET CpeJlHee KOJIMYECTBO PEUUANBOB 3a00J€BaHUSI B TEUEHHE Toja.
BcroMmorarenbHass Tepanus mpenaparoM BUTaMuMHa D He OKa3blBaeT BIUSHUS Ha
CPEOHIOI NOAAECPKUBAIOIIYIO JO3UPOBKY MPEIHU30JIOHA Y MAMEHTOB C BYJIbapHOU
My3bIPYATKON, CHUKECHHE CTEIIEHW TSHKECTH MATOJIOTMYECKOro ITpolecca BO BpeMs
obocTpennii Ha (OHE OCHOBHOW Tepanmuyd TMPUMEHUTEIBLHO K TMAIHEeHTaM C
BBIIICYKa3aHHBIMU ITy3bIPHBIMU JEPMATO3AMH.
6. Pa3paboranHplii  MmOAXox ~ K~ MAaTOrEHETUYECKOM — Tepamuu  OOJBHBIX
N00pOKaYeCTBEHHOU CEeMENHOU My3bIpYaTKOM  HA  OCHOBE  INPUMEHEHUS
T€HHO-UHXEHEPHOTO OMOJIOTMYECKOrO0 IMpernapara oMainnzyMad, HaneneHHoro Ha FeeRI
IgE, moBbimaer 3¢h()EKTUBHOCTH, MPOBOAMMOTO JICYCHHS W TO3BOJIIET PACIIUPUTH
MOTEHIIMAIBHBIC BO3MOXKHOCTH JICUCHUSI TAIMEHTOB C JTOOPOKAUYECTBEHHOW CEMEWHOMN
IIy3bIPYATKOM.
7. [IpumMeHeHne TeHHO-WHKEHEPHOTO OHMOJOTHYECKOTO Mpernapara pUTyKCUMald y
MAIMEHTOB C BYJIbFapHOW IMy3bIPUATKOW JEMOHCTPUPYET BBICOKYIO 3((PEKTUBHOCTH U

CTOMKYIO PEMHUCCHIO BYJIbI'APHOM My3bIpYATKH HE MEHEE, YEM B T€UECHHE 6 MECSIIEB.
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NPAKTUYECKHUE PEKOMEHJALIUAN

1. VY mnanueHToB € HACIEICTBEHHBIM aHAMHE30M, OTSATOIIEHHOM IO MYy3bIPHBIM
JIepMaTo3aM,  I1eJIecoO00pa3HO  OMpEeNeNiaTh T'€HETUYECKH  JEeTEPMUHHUPOBAHHBIC
npeapacnoiaramne  (akTopel  JaHHOM — marojoruud.  Hocurtenmewt — ammenei
ructocoBMectumoctd HLA-A10, DRB1*3, DQB1*02 cneayer onpeaenuts B rpymimy
pUCKa 1O Ppa3BUTHIO BYJbIAPHOW TYy3bIPUATKH, JTOOPOKAYECTBEHHOW ceMeilHOM
my3blpyaTku, OyiiesHoro nemduronaa. Haubonbiiee BHUMaHuE ciaeayeT oOpaTUTh HA
nanueHToB-obnanareneit renos DRB1*3, DQB1*02, prck BO3HUKHOBEHHUSI My3bIPHBIX
JI€pPMaTO30B B JIAaHHOM CJly4ae TMOBBIIMIAeTCs Oosiee yeM B 26 pas3. Y >KEHIIUH
JOTIOJIHUTENIbHOE 3HaYeHue uMeeT HocuTenbcTBOo reHa DQBI1*503, puck pas3Butus
My3BbIPHBIX JIEPMATO30B BO3pPAcTaeT B JaHHOM ciydae B 8,5 pa3. IloBwlieHHOU
YCTOMYMBOCTBIO K  BBIIIEYKA3aHHBIM  MYy3bIPHBIM  JepMmaTo3aM  00JIaaioT
MalMeHThI-HOCHUTENIN reHoB rucrocoBMectuMoctd HLA-DRB1*15, DRB1*17.

2. Haubonee mnoaBepxeHbl puUCKYy (OPMUPOBAHUS BYJIbrapHOM My3bIPUYATKU
naruenTel-Hocutenn HLA-DRB1*3 u DRB1*14, puck y aux noBeimaercs B 20,5 u
12 pa3 COOTBETCTBEHHO. Y TAIMEHTOB C CEMEWHBIM aHAMHE30M TO0OpPOKAaYECTBEHHOMN
CEMEWHON My3bIpYaTKH CTOUT OOpPATUTh BHHMAHUE HA IMPEACTABUTEIHLCTBO TI'€HOB
DRB1*3 u DQB1*02. Puck dhopmupoBanus 100pOKaueCTBEHHONW CEMEHOM My3bIPYaTKH
y HUX noBbIIaeTcs B 33 u 17 pa3 COOTBETCTBEHHO.

3. Ocoboe  BHUMaHuWE CTOUT  YJEIUTh  MAIMEHTaM-00JanareisiM  TEHOB
HLA-DQB1*304 u DQB1*402. Puck BO3HUKHOBEHHS OyJuIe3HOrO memMpurounaa mnpu
BBISIBIICHUU XOTS ObI OJTHOTO M3 ABYX JaHHBIX TE€HOB MOBhITIaeTcs B 20 pas.

4. Pannee BbIsiBIEHME TeHETUYECKH OOYCIIOBIEHHBIX (DaKTOPOB pHUCKA Pa3BUTHS
My3bIPHBIX J€PMATO30B MTOCPEACTBOM UCIIOIb30BaHUs TEHOB rucrocoBMectuMoct HLA
y TAlUEHTOB C OTATOIIEHHBIM HACJEACTBEHHBIM AHAMHE30M MO JAaHHOW MaTOJOTHUH
MO3BOJIUT JieHalleMy Bpady pa3paboTaTh KOMILIEKC MPOPMIAKTHIECKUX PEKOMEH AN,
Bepu(UIIMPOBATh TMPABWJIBHBIM JIWAarHO3 Ha paHHUX CTagusx 3a00JIeBaHUS U

MUHHUMU3UPOBATH PUCKH TPUTTEPHOTO BIUSHUS IKCTIOCOM-(PaKTOPOB.
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5. Cnenyet onpeaensTh ypoBeHb oOuiero IgE y mamuentoB ¢ qo0pokaduecTBEHHOU
CEMEMHOM My3bIpyaTKON U OyJUIe3HbIM TeMpuronoM. JlaHHbIN MapKep KOPPEIUpyeT Co
CTEIEHbIO TSXKECTU 3a00JIE€BaHUs, U HA €r0 YPOBEHb MOKHO MOJIaraThCsl MPU MPUHATUU
pelieHrs o BBIOOpE albTEPHATUBHOW Tepanu T€HHO-UHXKEHEPHBIM OHOJIOTMYECKUM
npenapatoM omaiauzymad nmnpu  OTcyTcTBUM d3(dexta oT Oa3uCHOW Tepanuu
N0OpOKAUYECTBEHHOM CEMEHHOM IMy3BIpYAaTKM C  HCHOJb30BAHUEM  TOMUYECKHUX
KOMOMHUPOBAHHBIX JIEKAPCTBEHHBIX CPEJICTB, CHUCTEMHBIX AaHTUOAKTEPUANIbBHBIX W
IIOKOKOPTUKOCTEPOUIHBIX MTPEMapaToB.
6. [TaniieHTsl € BYJbrapHOW My3bIPUYATKOM, JOOPOKAYECTBEHHOM CEMEUHOM
My3bIpYaTKON U OYJIIIE3HBIM NEM(PUTOUIOM HAXOATCS B IPYMIE PUCKA MO MOBBIIICHUIO
pslla ToKaszaTeJed KoaryJsiiiud, OCOO€HHO B mepuoja o0ocTpeHusi. PekoMmeHaoBaHO
ompeneniaTb ypoBeHb D-numepa, a y MalMEHTOB C OYJIJIE3HBIM MEeMQPUTOUIOM
JOTIOJIHUTENIbHO (PMOPUHOTEH B epro]l 000CcTpeHus. B ciiyuae BbIsIBIEHNS TOBBIIIIEHHBIX
3HaYeHUH HEOOXOJUMO paccMaTPUBATh BOMPOC O HA3HAYEHUU COMYTCTBYIOIIEH Tepanuu
AHTUKOATYyJISIHTaMH HEMPSIMOTO IEUCTBUSI.
7. [{enecooOpa3Ho onpeAessITh ypOBEHb BUTaMUHA D B CHIBOPOTKE KPOBU MAIUEHTOB
C ByJbrapHOM Ty3bIpYATKON, JOOPOKAYECTBEHHOW CEMEHHOM TMy3bIpUYaTKOM U
Oymie3nsiM nemburonoM. C MeNbl0 ONTUMH3AIUN TIPOTHO3a JATBHEUIIEr0 TCYCHUS
JAHHBIX MTy3bIPHBIX J€PMATO30B U YJIYyUIICHUS TTOKa3aTelel KaueCcTBa KU3HU NallueHTaM
PEKOMEHJOBaHa aJbIOBAHTHAsl Tepamusl MpemnaparamMud BuUTaMHHa D Ha MOCTOSHHOM
OCHOBE C KOHTPOJIbHBIMH MMOKA3aTeNIMU 25-TuApOKCUBUTAMUHA D B CHIBOPOTKE KPOBHU
Ha ypoBHE HE MeHee 60 HT/MI.
8. VY nanueHToB co CpeHE-TIKENBIM U TAKEJIBIM TEUEHUEM BYJIbIapHOU My3bIpYATKH,
TOPOUAHBIM K TIPOBOJMMOM TEpanuh CHCTEMHBIMU TIIFOKOKOPTUKOCTEPOUIAMHU H
MMMYHOCYTIPECCAaHTAMH,  I1eJIeCO00pa3HO  MPOBOAUTH  AIBTEPHATUBYIO  TEPAIHIO
TeHHO-WH)KEHEPHBIM OMOJIOTHYECKUM MTPEnapaToM PUTYKCHUMAO.
0. [Tpu BBIOOpE TEpanuu COMyTCTBYIONIUX 3a00JIEBAHUM Y MAIIUEHTOB C MMy3bIPHBIMH
JIepMaTro3amMu  cieAyeT C 0co0Ol OCTOPOKHOCTBIO TMOJXOAUTh K Ha3HAYCHHUIO

UHTHOUTOPOB AMMEHTHINENTUIA3bI-4, AUypeTUKOB ((pypocemum), TUMOTECH3UBHBIX
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CpeACTB (KanTOMPHII), HEKOTOPHIX AHTUOUOTHUKOB (AMIUIUIUIMH) BBUAY BO3MOXKHOTO

IIPOBOIMPOBAHHA I[G6IOTa IMY3bIPHBIX JC€CPMATO30B JaHHBIMU IIPpCIIapaTaMu.
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NEPCHEKTHUBBI JAJbHEHIIENA PASPABOTKHA TEMBI

N3ydyeHne BBISBICHHOM accolMaluh TeHOB TucTtocoBMectumoct HLA wu
My3bIPHBIX AEPMATO30B IUKTYET HEOOXOIUMOCTh ITOMCKA aHAJIOTMYHBIX ACCOLMAIUN TPH
Ipyrux 3a00J€BaHMSIX JIEPMATOJIOTMYECKOTO TMpoduias B LEIIX pa3pabOTKH
nepcoHaibHbix HLA-KapT mporHo3upoBaHus pa3BUTUSA MOTEHLIHAIbHBIX OOJIE3HEH Yy
KOHKPETHOTO MallkeHTa.

JlanpHelmee UW3yd4eHUE paclpenesieHus BbIABICHHbIX ayutened HLA  mpum
My3bIPHBIX JIEPMATO3aX M UX B3aUMOCBSI3b C TSKECTHIO MPOSBICHUN MATOJIOTHYECKOTO
MpoI1iecca JacT BO3MOKHOCTh IPOTHO3UPOBATH MPOCTIEKTUBHO T€UEHUE 3a00I€BaAHMUS.

Heobxonumo panbHelee n3ydyeHne U3MEHEHUs ypOBHS HE TOIbKO oOmrero IgE,
Ho wu crnemuduueckux IgE y mamuenTtoB ¢ OymnesnsiM  neMdurouaoMm u
N00pOKAUYECTBEHHON CEMEHWHOM Iy3bIpUaTKOM, ONpe/eIeHHe MX 3HAYECHHS U MECTa B
MaTOreHe3€ IaHHBIX My3bIPHBIX I€PMAaTO30B.

Heobxomumo  manbHeiimiee  u3ydeHne  IG(EKTUBHOCTH  MPUMEHEHUS
T€HHO-UHXEHEPHOTO OMOJIOTMYECKOr0 IMpernapara omadu3ymMad y MalueHTOB C
OyJIIe3HbIM MEM(UTrOUI0OM U JOOPOKAUYECTBEHHON CEMEMHOM My3hIpUaTKOM Ha OOIBIINX
BBIOOpPKAX MAIMEHTOB.

IlenecooOpa3Ho manpHEWIIEe U3yYEHHE MOKa3aTeled KoaryJsiud, B TOM YHCIE

ponu D-nuMepa B maToreHese my3bIpHbIX JEPMATO30B.
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CIIUCOK COKPAIIIEHU U YCJIOBHBIX OBO3HAUEHUI

AJIT — ananmnamuHOTpaHchepasza

AIIJl — ayTOMMMYyHHBIE ITy3BIPHBIE 1EPMATO3BI
ACT — acnapraramuHoTpaHcdepasa

BII — Oynne3Hblil nempurons

BII — BynbrapHas mysslpyaTka

BTD — BeHo3nast Tpom603MO0THst

I'KC — rtoKOKOPTHKOCTEPOUTHBIE TOPMOHBI

JIB — noBepuTesibHast BEPOSITHOCTh

JAN — noBepUTENBHBIA HHTEPBAII

JTHK — ne30xkcupuOOHyKIENnHOBas KMUCIOTA
JCII — no6pokauecTBeHHasi ceMeiiHas my3bIpyaTKa
N®DA — ummyHOpEpMEHTHBIN aHAN3

N®H — unrepdepon

JII1 — nucToBUAHAs Iy3bIpyaTKa

HU® — nenpsamas uMMyHO]IIIOOpECIICHITUS
HII/Il — HeayTOMMMYyHHBIE ITY3BbIPHBIE AE€PMATO3BI
[MN®D — npsimast UMMYHODITIIOOpECIICHITUS

[TI[P — monumepa3Has uenHas peamnkus

PHK — puboHykiienHOBas KMCIOTa

CKB — cucremHas kpacHas BOJYaHKA

CKO — cpennee KkBapaTHIECKOE OTKJIOHEHUE
COC — cpennsist ommOKa cpeiHero

T® — TkaHeBoOM hakTop

®HOo — dhakTop HEKpO3a OMyXoJu aabda

XCII — xpoHHn4YecKas ClIOHTaHHAs! KpalvuBHUIIA
250H-Vit D — 25-ruapokcuButaMun D

ABQOL — Autoimmune Bullous Disease Quality of Life / kauecTBO K13HU NAIIUEHTOB C

AYTOMMMYHHBIMHU ACPMATO3aMUN
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ABSIS — Autoimmune Bullous Skin Disorder Intensity Score / HHIEKC HHTEHCHUBHOCTH
MOpaXeHUsI KOKU MPU ayTOUMMYHHBIX OYJIJIE3HBIX 3a00JI€BAHUSIX
BPA — anturen OysiesHoro nemguronia
BPDAI — The Bullous Pemphigoid Disease Area Index / unmexc cTeneHu TSIKECTH U
IJIOIIA/IM TIOPAXKEHUsSI pU OyJIe3HOM MeMpUrounse
BSA — Body Surface Area / yauduuupoBaHHbIN sl BCEX KOKHBIX 3a00J€BaHUIN UHACKC
TJIOIIAIA TIOPAXKEHUS
cen — eHTpoMepa
CXCL — xemokuH
DLQI — Dermatology Life Quality Index / nepmaTtosiornueckuii HHAEKC Ka4eCTBa )KU3HU
Dsg — necmornenn
EF — stnonorunyeckue dppakiuu
FceRI — Bricokoad puHHBIN perienTop 11 UMMYHOT100yuHa E
GHQ-28 — General Health Questionnaire / ankeTa 00IIIer0 COCTOSHHS 3I0POBbBS
HLA — Human Leukocyte Antigens / neiikonuTapHble aHTUT€Hbl Y€JIOBEKA, TJIABHBIN
KOMIUIEKC TUCTOCOBMECTUMOCTH
Ig — ummyHOr00YIMH
IL — unTepnenkrH
NCCLS — National Committee for Clinical Laboratory Standards
P — KOPOTKOE TJIEY0 XPOMOCOMBI
PAAS — Pemphigus Area and Activity Score / uHAEKC IJIOIIAIN TOPAXKEHHS U TAKECTH
My3bIpYaTKU
PAS — Pemphigus activity score / UHIEKC aKTUBHOCTH IIPU My3bIpUaTKe
PDAI — Pemphigus Disease Area Index / unaexc miaomaan mopaxeHust mpu my3blpyaTke
PF — npodunaktuyeckue dppakiuu
PGA — Physician's Global Assessment / mikana oO1ieid OlleHKH Bpauom
PSS — Pemphigus Severity Score / mHAEKC CTENEHU TSKECTH MPHU MMy3bIpUATKE
PVAS — Pemphigus Vulgaris Activity Score / UHIEKC aKTUBHOCTH NPHU BYJIbrapHOM

My3bIpUaTKe
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PVLSS — Pemphigus vulgaris lesion severity score / HHIEKC TSXKECTH MOPAKEHUSI IIPU
BYJIbrapHOM My3bIpuaTKe
q — JUITMHHOE TJIEY0 XPOMOCOMBI
QOL — Quality of Life index / unaekc kauecTBa >XHU3HU
RR — oTHOCHTENBHBIN PUCK
SF-36 — Short Form-36 / necnieniudpuueckuit OMpOCHUK Ka4eCTBA KU3HU
TABQOL — Treatment Autoimmune Bullous Disease Quality of Life / kauecTBo xu3uu
MalMEeHTOB C ayTOUMMYHHBIMU JIEpPMaTO3aMHU, MOJyYarOUMHU JICUCHHUE
ter — TeJI0MephI
Th — T-xenmnepsl
TLR — Tonn-moao0HbIe perenTophl

VDR — peuenrtop Butamuna D
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AHKETa, HCIOJb30BaHHAA B UCCJICA0BAHHUHA IJd OIIPECACTCHUA

Dermatology Life Quality Index
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xu3Hb. [loxanyiicTta, maiite OTBET Ha Kax bl Borpoc. [Ipu oTBeTe yunrtsiBalite Bare

COCTOAHHUC HA IMPOTAXKCHHUN npomenmeﬁ HEACIN.

1. UcneithiBaniu v Bel 3y, sKkeHHe win 00J€3HEHHOCTh Ha MPOLLION Hepaene?

e (OdYeHb CUIBHO

e JlocTaTOYHO CHIIBHO

e HesnauutenbHBIM 00pa3oM

e Her
2. UcneiThiBasiv 1 BBl oliylieHre HETOBKOCTH WM CMYIIEHUE B CBSI3U C COCTOSTHUEM
Bameit koxu?

e (OdYeHb CUJIBHO

e JlocTaTOYHO CHIIBHO

e HesnauutenbHbIM 00pa3oM

e Her
3. Kak cunbHo Bamu npo6iiemsl ¢ koxel memain Bam 3anumatbest yOOpKOW 1oMa WIIH
MTOKyIIKaMu?

e (OdYeHb CUJIBHO

e JlocTaTOYHO CHIIBHO

e HesnauutenbHbIM 00pa3oM

e Her
4. HackoibKo CHIIBHO cocTOssHUE Barmeii koxu Biusiiio Ha BeIOOp Bamrero rapaepo6a Ha
pouuion Heaene?

e (OdYeHb CUJIBHO

e JlocTaTOYHO CHIIBHO
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e HesnauutenbHbIM 00pa3oM

e Her
5. Kak cunpHO BIMsIO cocTossHME Bamedl koxu Ha Bam gocyr u conManbHYIO
AKTUBHOCTH Ha MPOLLION Henele?

e (OueHb CUJIBHO

e JlocTaTOYHO CHIIBHO

e HesnauutenbHbIM 00pa3oM

e Her
6. Ha mponunoit Henene cocrostHue Bameit koxu memano Bam 3anumarsca cnoptom?

e (OueHb CUIIBHO

e JlocTaTOYHO CHIIBHO

e He3nauutenbHbIM 00pa3oM

e Hert

7. llponyckanu au Bel yueOy, 0OTCyTCTBOBaJIM Ha paboTe u3-3a cocTosiHus Bameit koxu?

° I[a
e Her

8. Eciim Bl oTBeTHIIN «HET», TO HACKOJILKO CHIILHO Bac Oecmokomiio cocrostaue Bamiei
KOH, KOTJIa BB HAXOAWINCh Ha padoTe niu yuede?

e (CuipHO

e Hes3nauutensHO

e He Oecriokomio

9. Bmusno nu cocrosHue Bamiel koxku Ha Bamm OTHOMIEHHS C POJCTBEHHUKAMU,
MapTHEPaMU, IPY3bsIMHU Ha MIPOULION Heaemne?

e (OueHb CUIIBHO

e JlocTaTOYHO CHIIBHO

e HesnauutenbHbIM 00pa3oM

e Hert
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10. Hackonbko cuibHO Bamu mpoOiemsl ¢ Kokeil Biausiau Ha Bamry cekcyaiabHyro
KU3HB?

e (OueHb CUIIBHO

e JlocTaTOYHO CHIIBHO

e He3nauutenbHbIM 00pa3oM

e Her
11. Ha npouuioil Henene HACKOIBKO CUJIBHO JIeU€HHE 3a00J€BaHUSI KOXKU MPUUHUHSIO
Bawm Heyno0cTBa, OTHUMAJIO BpeMsi, CO3/1aBajio MPOOIeMbI?

e (OueHb CUIBHO

e JlocTaTOYHO CHIIBHO

e HesnauutenbHBIM 00pa3oM

e Hert

NuTepnperanus pe3yJbTaToB

Kaxxnplii Borpoc orieHuBaeTcs 1o mkaine ot 0 1o 3 6amios:

° OYeHb CHJIBHO — 3 OaJuia;

° JIOCTAaTOYHO CHJILHO — 2 Oania;

o HE3HAYUTEIbHBIM 00pa3om — 1 Oa;
° Het — 0.

[Ipu otBete Ha Bompoc No7 otBet «/la» onenuBaercs kak 3 6amia, «Her» — 0.

NHnekc paccuuThIBaETCA MyTEM CYMMHPOBAHUSI 0alJIOB MO KaXKJIOMY BOIIPOCY.
Pe3ynbTaT Moxet BapbupoBaThes oT 0 10 30 6amioB. MakcuManbHOE 3HAaUEHUE UHIEKCA
— 30. Yem Onmrke mokaszareiib K 3TOM OTMETKE — TeM Oojiee HeraTMBHO 3a00JieBaHUE

CKa3bIBACTCA HAa KAQYCCTBC XXM3HU IMallUCHTA:

° 0—1 6amx — KoKHOE 3a00JI€BaHNE HE BIIMICT HA KU3Hb ITAlIUEHTA;
° 2-5 OamwtoB — 3a00JieBaHHWE OKA3bIBAET HE3HAUUTEIILHOE BIUAHHE HA KU3HD
MMaIMEHTa;

° 6—10 OanoB — 3a00JieBaHUE OKA3bIBAET YMEPEHHOE BIUSIHUE HA )KU3Hb MAI[UEHTA;
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° 11-20 OamioB — 3a0oJieBaHHE OKAa3bIBAET OUYEHb CIJIBHOE BIUAHUE HA XKU3HD
MMaIMEHTa;
o 21-10 OamnoB — 3a00JieBaHHE OKa3bIBAET UPE3BBIYANHO CHJIBHOE BIUSHUE HA

KHN3Hb IMMalluCHTA.



