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A.b. PaxmaTos

PecnyBANKAHCKMA CMELMAANINPOBAHHBIN HOYYHO-NPAKTUYECKUIA MEAVNLIMHCKUN LLEHTD
AEPMATOBEHEPOAOTUM N KOCMETOAOTMM MUHUCTEPCTBA 3APABOOXPAHEHMS
PecnyBAnkn Y36eKNCTAH, TaLKEHT

BYAAE3HbBIV SNNAEPMOANS;
ANATHOCTUKQ, AeYEHWME N MPOPUATKTUNKO

BposxaeHnbIil OyJITe3HBII 9IUIEPMOIIN3 PACCMATPUBAETCS KaK (PEHOTUIINYIECKN W TeHETHYECKH TeTepOreHHast TPyIIa
FeHOJIEPMATO30B, 00YCJIOBICHHBIX PA3JIUYHBIMI My TAIIUSIME B T€HAX, KOTOPbIE KOHTPOJIUPYIOT CUHTE3 CTPYKTYPHBIX OCIKOB
KOKH, OCYIIECTBJISIONINX 31U/I€PMAIbHO-/IePMaJIbHbIE CBA3H.

B aroii ctatbe MBI cTaBUM 1eJb — yKa3aTb HOJIPIMOp(l)I/ISM KIIMHUYECKHX HpOHBJIeIII/Iﬁ 6y]IJIeSIIOFO IMUJAEePMOJInN3a, IJIsA
HOATBEPIKACHUA KOTOPBIX JOJIKHBI ITPOBOIUTH UMMYHOTUCTOXUMHWYECKUE NCCTAECIOBaAHNA.

Vciosb30BaHbl MHOTOUKCIIEHHBIE JINTEPATYPHbIE JaHHbIE [0 KIMHUYECKUM BapuaHTaM OYJIJIE3HOTO 3MUIEPMOJIN3a, IIe
paccMaTpUBalOT He TOJBKO 4 Kiaaccuueckue (Gopmbl 3ab6oseBanust (IpocTast, orpaHudHast, AUCTPOGUIECKasd U CUHIPOM
Kuniepa), Ho u noarumbl ka0 hopmbl reHogepmaToda. OTIebHO 06CYKAAI0TCST BOIIPOCHI, CBSI3aHHbIE C TIPOBEIEHUEM
MMMYHOTUCTOJIOTHYECKUX HCCJAEOBAHUI TIPU PA3InvHbiX (hopMax OyJJIe3HOrO AMUAEPMOJIN3a, KOT[a € MOMOIIBIO
CTIECIMABHBIX AHTHCHIBOPOTOK OMPEEIISETCS IOKATM3AINS TAKUX GETKOBBIX KOMIIOHEHTOB, Kak KoJutareH [V tuma, jamu-
HUH U gipyrre. Bblio 0TMEUeHO, 4TO 30JI0THIM CTAaHAAPTOM [IPU TUCTOJIOTMYECKOM UCCIEJOBAHUY Y OOJIbHBIX ¢ OYJIIe3HBIMU
JIEPMATO3aMU SIBJISIOTCST UMMYHOTHCTOJIOTYECKUE METOIbI, TO3BOJISTIONINE OIPEAEIISATh OTJIOKEHIE UMMYHOTJIO0YIHHOB
U KOMIIOHEHTOB KOMILJIEMEHTA B KOKE € MTOMOIIBI0O UMMYHOMIIIO0PECIIEHTHOTO METOJIA.

Kaskast Hozosmornueckast hopma OyJie3HOro anmuIepMonsa IMeeT reHeTHYecKie (M3yJYeHre TeHeaTornIecKuX KapT) 0Co-
GEeHHOCTH HACJIEMOBAHIS 1 MMMYHOTHCTOJOTHYECKYIO XapaKTEePUCTHKY, YTO TMO3BOJISIET MTPOBOAUTH MM depeHIInaTbHY 0
JIMATHOCTHKY C JIPYTHUMU PasHOBUAHOCTSIMU OYJIJIE3HBIX IEPMATO30B.

He Bo BCeEx CJIyd4adax KJIIMHUYECKHE ITPOABJICHUA 6yHJIe3HOFO JlepMaTo3a IMO3BOJIAIOT BbICTaAaBUTDH HpaBI/IJIbeIf/i JINardo3
1 OIIPpE/IEJNTb KOHKPETHYIO q)OpMy 6y]1]163110r0 IIUJIEPpMOJIn3a. B cBs13u ¢ aTM BasKHbBI JIOIIOJTHUTE/IbHbIE METO/IbI UCCJIE-

JA0BaHUs, BKJIIOYadA reHETUYECKUE, IIPOBO/IMMbBIE B IIPOIlecce a]leKBaTHOIL/'I CUMTITOMAaTHYECKOMI Tepalmnm.

Kmouesblie cioBa

Bynnesnsiii anugepMosins, KIMHIYECKTE BADUAHTHI, TUATHOCTUKA, JieueHne, TPO(PUIaKTUKA.

POKIEHHDII OyJIIE3HbII JMUAEPMOJIN3 pac-
cMaTpUBaeTcs Kak (heHOTUITMYECKU U TeHETH-
4eCKU reTeporeHHast TPyIIa FeHoepPMaTo30B, 00yc-
JIOBJICHHBIX PA3JIMUHBIMU MYTallUsIMU B T€HAX, KO-
TOpbIE KOHTPOJUPYIOT CHHTE3 CTPYKTYPHBIX OeJi-
KOB KOKU, OCYIIECTBJISIONIUX IMUIEPMAIbHO-/IEP-
MaJibHble CBsI3U. 3aboJieBaHe, KaK MMPaBUIIO, BO3-
HUKAET y’Ke Tocje POKIAeHus1 pedeHKa, B CBSA3H
¢ 4eM HeOGXOMMO €ro Ha3BaTh HACJEIACTBEHHBIM
Oysutestbiv amaepmoszom (HBI) [1, 2, 4—6, §,
11, 14, 15, 35, 37].
B nacrosmee spems HBD Brimouaer B cebs
4 ocHoBHbIe 1 0K0J10 30 KTUHMYeCKUX (PopM, KOTO-
pbie 0OOBEANHSIOTCS OJHUM KJIMHUYECKUM MTPU3Ha-
KOM — BO3HMKHOBEHWEM BBICBHITTAHWI Ha MecTax
TpaBMaTusanuu Koxku. K OCHOBHBIM TpyIIam

HB3 orHocsaT npoctoii OyJ/ie3Hblil 91uaepMoI3
(11B3), morpaHWyHBIi OYJLIE3HbII IMUIAEPMOTIII
(ITorB3), aucTtpodudecknii OyIIE3HBIN dIUAEP-
mosnz ([IBJ) u cunapom Kunnmnepa [2, 4, 5, 24,
41, 49].

[To tumy macaenoBanua rpynmna HbBO mompas-
nessietcst caenyionum oobpasom: 1163 — ayrocom-
Ho-nmomMuHanTHBIN Tull; [lorbd — ayTocomuo-pe-
neccuBHBIN; /IBD — ayTocOMHO-TOMUHAHTHBIN,
I ayTOcOMHO-perieccuBubill Tut. HBI aBmsercsa
MOHOTEHHBIM 3a00JIEBAHUEM, T.€. MEHIETUPYIOTIM
reHO/IEPMATO30M, CJIEJI0BATENbHO, JIJIsI Pa3BUTHS
JTOMWHAHTHOHW (DOPMBI IOCTATOYHO WMETHh OJNH
MYTAHTHBIN TE€H, [JId PEIeCCUBHOW — /iBa TeHA.
B aT0i1 cBsI3M TIpy JOMUHAHTHON (hopMme 3aboeBa-
HUS CIydan 3a00JIeBaHUST BCTPEYAIOTCS B KasKIOM
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MTOKOJIEHUH, TIPU PEIIECCUBHON — TAITUEHT MTOTyda-
eT MyTaHTHBIE TeHbI OT 060X POAUTENEH, HE UMe-
OMUX (HEHOTUITMYECKUX TIPU3HAKOB 3a00JI€BaHNUST
[4—6]. TIpu Bcex dopmax 3ab0JIeBaHUS UMEIOTCS
reHeTUYeCKIe CTPYKTYPHbIE HAPYTIECHUS Ha YPOBHE
6asabHOI MeOpaHbl. ITHOJOTHYECKU BCe (POPMBI
HDBS onpenengiorcss MHOTOUNCIEHHBIMYI TEHHBIMU
MyTalUsIMU B Pa3jIMYHbIX Xpomocomax. [lpu
[TorBd u [IBD obuapysxeno Gosee 18 myranmii
B TeHaX, KOAupyomux cuare3 mouexya VII tuna
kosutarena [17, 19, 34, 42, 47, 51]. BoabmmHCTBO
9TUX MYTalldii 10 CBOEMY MEXaHU3MY OTHOCSITCS
K MHUCCEHC- W HOHCEHC-MyTanugaMm. MucceHnc-my-
TaIUU BEJLyT K CUHTE3y AHOMAJIbHOTO MOJIUTIENI TH/IA
MoJieKyJIbl KosimareHa VII Ttuma, B pesyJsibraTe yero
cTabUIIBHOCTh MOJIEKYJI KOJITareHa CHUJKAeTCsT W
Kpernsiue GUOPUIIBI CTAHOBATCS (DYHKIIMOHAb-
HO HenoJiHollenubiMU. Honcenc-myraiuu mpuBo-
IT K 3HaunTerbHoi penykinn MPHK, cienctuem
Yero SIBJISIETCS MIPAKTUUECKU TI0JIHOE TIPEKPaIieHIe
cuHTe3a noaunenTunos. Jomunantubtii [[BD 00yc-
JoBJieH nenenueii ak3ona B COL7A1 [42]. ABTopsl
YCTAaHOBUJIN, 4yTO reHoMuas aeseriss COL7A1 ipu
pomunanTaHoM JIBD obycioBiuBaer Hapyiienue
MOCJIEZIOBATETHHOCTH 9K30HOB B KOHTPOJIE CTLIAi-
cunra npePHK COL7A1, B pesyabrare 4ero xKepa-
TUHOIUTBI CUHTE3UPYIOT YKOPOUEHHBIH TTOJUTIET -
T VII Thma KoJsrarena, 4To B CBOIO O4epe/ib BEJET
K HapyIIeHuIo 06pasoBaHus KPEnsIuX (hubpuiii
u pazsutuio /J[Bb3D pazHoii cTeneHn BEIPA)KEHHOCTH.
[Tepuoanyecku B 3apyOesKHOIT TUTEPATYPE MOSTBIISI-
10TCST COOOIIEHIsST 00 OTKPBITUM HOBBIX MYyTalluii,
MPUBOAAIINX K Pa3BUTHIO Te€X WMJIW WHBIX (opM
OyJutesnoro amugepmosnsa [48, 53, 54].

TakuM 00pasoM, pasBUTHE BPOKICHHOTO OyII-
sesnoro armgaepmosusa (BBD) obyciosieno myrta-
IIUSIMU T€HOB, KOJIMPYIOMINX CTPYKTYPHbIE OeJKH
KOKH, KOTOPbIE 00ECIIEYMBAIOT CBSI3b MEKIY JITH-
JepMUCOM U JepMoii (tabsmia). B 15 renax cTrpyk-
TYPHBIX OJIKOB KOKU BbIsiBIEHO Oosiee 1000 myTa-
I, CIIOCOOHBIX TIPUBOIUTD K PA3BUTHIO PA3JIy-
HBIX KnHuYeckux tunoB BB [45, 46]. C myTaru-
SIMU CBsI3aHbBI HApPYIIEHUsT CHHTe3a OeJIKOB: OTCYT-
crBue Oesika, CHHTE3 (DYHKIMOHATBHO HEMOJIHO-
IeHHOTO Gesika, CHHTE3 OeJiKa ¢ HapyIlleHUsMU
CTPYKTYPBI, 00JIETYAIOINUME JOCTYI K GEJKY Mpo-
Teas, YTO MPHUBOIKT K €ro OBICTPOMY Pa3pyIleHUIO
[18]. Beskamu, ¢ KOTOPBIMU CBSI3aHO 3a00JI€BaHNE,
SABJIAIOTCS] KePAaTUHbI 5 U 14, 1ecMOTJIaKuH, MIaKo-
pummH-1, TJIEKTUH, THTETPUH, JJAMUHUH 332, KOJI-
garennpl VII u XVII tunos, kummmi. It Oeaku
UMEIOT Pa3/InYHYIO JIOKAIU3AIUIO B KOXKE: B Kepa-
THHOIUTAX JIOKATU3YIOTCSA KepaTubl 5 u 14, BHy-
Tpu cBeTIoN tactuHku (lamina lucida) 6azanbHOi
MeMOpaHbl — MHTErpuH abP4, tamunun 332, Kouia-
red VII tuma, mox temuoil maactuukoi (lamina

densa) 6azanbHoit MeMOpanbl — KoJutarer VII tuia,
Ha Pa3HbIX YPOBHSIX aMHUaepMuca — KUHIIUH [16,
22,28, 30, 31, 52].

W3BecTHBI nanuble 0 pacnpocTpanerHoct BHO
Ha Teppuropun 70 usz 85 cybnexToB Poccuiickoit
Depeparuu: ot 0 1o 19,73 cayuas na 1 M Hace-
Jenus, B cpexneMm 3,64 ciaydag ma 1 mum [9].
[Honmynsammonnas yactora BB B Poccun cocras-
asier 1 : 50000 — 1 : 300000, a mporHo3upyeMoe
eKerojHoe KoJauuectBo OosbHbix BBY — 14—
34 cnyyad wa 1,7 MaIH HOBOPOXKIAEHHBIX |2, 3, 9].

B OGosabmumcrse crpan Mupa mpeoOiagaet
B CTpyKType 3aboseBanus mnpoctoii BB, B psme
ctpad — /Ib3, peske nuarnoctupyiot [lorbd [2, 11,
26, 35]. lenzpepubie pasnnuus ajiss BBO He xapak-
tepHbl. Cpein 3aperucTpupOBaHHBIX OOJIBHBIX MTpe-
006J1a/1aI0T HECOBEPIIIEHHOJIETHIE, YTO 00YCIIOBJIEHO
CMEPTHOCTHIO TMAIUEHTOB C TSIKEJIbIMU (hopMaMu
BB o noctmkenus coBepIIeHHONIETHS U OTCYT-
CTBHEM 0OPAIaeMOCTH 32 MEAUITUTHCKOM TTOMOIIBIO
COBEPIIEHHOJETHUX OOJNBHBIX C JIETKUM T€UYCHUEM
3a00JIeBaHUSI.

JI1s IMarHoCTUKN OYJIIEe3HbIX IepMaTo30B |16,
20, 32, 38, 40, 43] BaskHOE 3HAUEHIE UMEIOT TUCTO-
JIOTUYECKUE WCCIeI0OBAaHUSA, KOTOPBIE ITO3BOJIAIOT
YCTaHOBUTH (haKT 0OPa3OBaHMsI ITy3bIPsi, HO TOYHYIO
JIOKAJIM3AIMIO 9TUX 00Pa3oBaHUN MOKHO OITpejie-
JIUTb TOJBKO C IOMOIIbI0 UMMYHOTUCTOXUMUYEC-
KUX MCCJIE/IOBAHNI, KOT/[A TTPOBOAUTCA WMMYHO-
KapTUpOBaHUe My3bIpell (ompeneseHre MecTa UxX
BO3HMKHOBEHUSI B 30HE IMUEPMATbHON 6a3aabHO
MeMOpaHbl) ¢ MPUMEHEHUEM TO0JIH- U MOHOKJIO-
HAJTBbHBIX AaHTUTEJI, PEArupyIoluX C aHTUTEHAMU
30HBI BIUAEPMaIbHOM OasaibHoil MeMmOpanbl [11,
22,28, 29, 50, 54].

Jlraruo3 6yJIJIe3HOTO IMUAEPMOJI3a BbICTABJISI-
€TCsl Ha OCHOBAHWW aHAIN3a KITMHUIECKUX TTPOSIB-
JIEHUH, IIUTOJIOTUYECKUX U TMCTOJIOTMYECKUX UC-
CJTIeIOBaHUM, a TaKkke UMMYHOMII00PECIEHTHOTO
metoza (oTokeHne ubprUHa U UMMYHOTJIO0Y K-
HnoB) [28—31].

BuornratHbiil MaTepuas 3a6UpalOT XUPYPruyec-
KuM MetofoM. [ist ananmsa GUOTICHIO TIPOBOJAT U3
oyara MmopakeHust ¢ 3aXBaTOM Y4aCTKa BUIUMO 3]10-
poBoii Koku. OOpasIpl cenapupoBaHHOW KOXKM
JIOJBKHBL TpoekpatHo rnpombiBath B MCH (pH = 7,2).
Ham mpencraBisieTcss onpaBiaHHBIM HMCIIOTH30BA-
HUE KOMILJIEKCOB CTPENTABUINHA, KOHBIOTUPOBAH-
HOTO C TIEPOKCHIA301i M COOTBETCTBYIONIETO AHTHIM-
MYHOTJIOOYJIMHA B KAueCTBE COEIMHSIIONIETO aHTHU-
tena [29]. UccnenoBanns HeoOXOAUMO MPOBOANUTD
Ha 3aMOPOKEHHBIX B KPHOCTATE CPE3ax, U MOPSIIOK
MIPOBE/IEHUS METO/TUKY 3aKTI0YAETCS B CIIEYIOIEM:
1. DHporennyio mepokcuaady GJIOKUPYIOT B PacT-

Bope 0,6% Tepokcuaa BOAOpPOJA B MeTaHoJe

B Teuenue 30 MUH.
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TabAnuQ. feHbl, noABepratomecs MyTaumm npu pasHeix ¢opmax BbD

Ipymma B9

IedexTbiii 6e10K

Ten, koqupyomuii 6eI0K

Ipocmoii B3

CymnpabasaibHblii:

— JIeTaJbHbIN aKaHTOJUTHYECKII JlecMoriakH DSP
— OTCyTCTBHUE MJIaKo(uInHA [Tnakodummn-1 PKP-1
— TIOBEPXHOCTHBIN JlanHble OTCYTCTBYIOT —

bBazanbublii:
— JIOKaJIN30BAHHBII Kepartun 5 u 14 KRT5, KRT14
— repreTruOPMHbBII Kepartun 5 u 14 KRT5, KRT14
— IpyTHe TeHepaTn30BaHHbIe Kepatun 5 u 14 KRT5, KRT14
— C IISITHUCTON MUTMeHTaluen Keparun 5 KRT5
— C MBIIIEYHON nucTpodueit [TnexTia PLEC

— ¢ arpesuel MpUBpaTHUKA
— ayTOCOMHO-PEIeCCUBHBII

[Tnektun, naTerpun abp4
Keparun 14

PLEK, ITGA6, ITGB4
KRT14

Orna [Inextun PLEC
Kosbruesunbiit Kepatua 5 KRT5
THoepanuunoiii B3

OcTpblil JTeTaNbHBIN: Jlammunun-332 LAMA3

— TeHepaJIN30BaHHBII

— JIOKQJIN30BAHHBII Kosnaren XVII
— C arpesneli MpUBpaTHUKA Wwarerpun abB4
— UHBEPCHbIN Jlamunun 332

— ¢ mo3HeH MaHudecTarei

Jlammunn-332, kownared XVII tuma  LAMA3, LAMB3, LAMC2, COL17A1

COL17A1
ITGAS6, ITGB4
LAMA3, LAMB3, LAMC2

Jlanmbie oTCyTCTBYIOT —

Hucmpodpuuecxuii b3
Bcee dopmbr Kosnaren VII COL7A1
Cunnpom Kunzrepa Kunapmn 1 KIND 1

2. Cpesbl, npombiB 2 pasa 8 @CH (pH = 7,2),
30 MUH UHKYOUPYIOT TIPH KOMHATHOM TeMIIepa-
Type C COOTBETCTBYIOIMMU aHTtutesamu. [lis
onpenesnenuss (HUOPOHEKTHHA W  KOJJIAreHa
IV tumna npumeHsann Kpoandbu aHTuTeNa hup-
Mbl «UHM®APM» (Poccust), a Takke MOHOKJIO-
HasbHble antuTesna ¢Gupmbl Biogenex (CIIIA)
st pukcanyy GuOPOHEKTHHA, JaMUHUHA U
koJutareta I'V tuna.

3. Ilocne TpoekparHnoii npombiBku B OCH (pH =
= 7,2) cpesbl 30 MuH UHKYOMPOBAJIK C COOTBET-
CTBYIOIIMM OMOTUHUJIOBAHHBIM ~aHTHUTEJIOM,
MpUYeM KOHBIOTAT UCTIOJIb30BAJN B Pa3Be/leHUN
1:100 B OCB.

4. Cpesbl 30 MUH HHKYOHUPOBAJIN CO CTPENTaBUIN-
HOM, KOHBIOTUPOBAHHBIM C TIEPOKCU/IA30M, ITPO-
mbeiB 3 paza B MCH (pH = 7,2). PasBenenue
konbiorata coctasssier 1 : 100 B DCB.

5. Iloce Ttpoekparnoir mpombiBku B DCDH
(pH =7,2) cpe3bl 10JKHBI HHKYOUPOBATH C XPO-
MOTeHOM 3,3-THaMUHOOEH3UINHOM TETPArH/IPO-
xjaopugoM B Kounenrpamuu Imr/mia B OCD.
HernocpenctBenHo mepen nHKyOamueil cpe3os
B PacTBOP XPOMOTreHa A00ABJISIOT TEPOKCH]L
Bozopoza 10 KoHueHrpaiuuu 0,03 %. Peakmms
CPE30B C PACTBOPOM XPOMOTEHA HACTYIIAET Yepe3

5—10 MuH, TIOCJIE Y€TO CPE3BI TIEPEHOCAT B HOJIb-

moe kosimuectBo MCD.

6. B xayecTBe KOHTPACTHOTO BEIIECTBA UCITIOJIb3Y-
0TS METUJICHOBBIM CUHUN WJU TeMaTOKCUJINH
o Maiiepy.

Brauasie HabuparoT KOHTPOJIbHYIO IpyIiny (10-
HOPBI — 3/I0POBBIE JIUIA W HE CTPA/IAIONTIE KOKHBI-
MU ¥ 2y TOUMMYHHBIME 3a00JIEBAaHUSIMU ) JIJIsT OTIPe-
JIeJIEHNs PeakIMi aHTUCHIBOPOTOK (TIOJTUKIOHAIh-
HBIX aHTUTEJ ). AHTUCBIBOPOTKA TIPOTUB KOJLIareHa
IV Tuna paet moJIOKUTENBHYIO pEaKIUio B BHJE
JIMHUY 110 BCEH J/IMHe SIUAepMaIbHOi Ga3aabHon
MeMOpaHbl U 6GasaJbHOH MeMOpaHbl TPUAATKOB
koxu. [TomokuTENIbHYIO PEaKINIo MOKHO OIIpeie-
JIATH ¥ Ha CTEHKAX JIePMAJILHBIX cocynoB. Ha cpesax
OT JIOHOPOB AHTHUCBIBOPOTKA TPOTUB (DUOPOHEKTH-
Ha BBI3BIBAET MAJOBBIPAKEHHYIO PEAKIIHAIO B ZIEPME,
B COCOYKOBOM cJioe oHa ycuiaubaercst. CBsi3blBaHue
(bubpoHeKTHHA B J€PMATIBHBIX COCY/AaX 3110POBOIL
KOKM He HabJromaercst. Peakiinst aHTHCBIBOPOTKH
MPOTUB JIAMUHWHA TPOSABISETCS B BUIE JUHUU
B 30HE BNHIEPMAIbHOI OasajibHOW MeMOpaHbI W
MPU/IATKOB KOKH, TIPUYEM CBS3bIBAHUS JIAMUHUHA
B CTEHKAX COCY/IOB He oT™euaetcs |7, 30, 33, 43].

Y 6osbHBIX OysIe3HbIM TieMburongoM Jleepa
C TOMOIIBI0 MMMYHOTMCTOXUMUYECKUX PeAKIUI
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MOJKHO OTIpeziesiaTh KosiareH IV tumna, pubpoHek-
tiH 1 JamuaUH. Kostaren IV Tuma onpenesnsiercst
B BUjIe JIMHWH Ha J{HE My3bIPEH, 4TO YKa3bIBAET HA
JIOKaJTM3aInI0 06pasoBaHMs TIOJIOCTHBIX 9JIEMEHTOB
Hajl 6a3aIbHOM TIACTUHKOI. JIAMUHWH [TPOSIBIISIET-
cs1 B BUJIE JIMHUU HA JIHE TTy3bIPEil U yKa3blBaeT Ha
BO3HMKHOBEHUE TTY3bIPEH B CTEKJIOBUIHON TIIac-
THHKe 0a3ajbHOrO cJ10s1 anugepmuca. OubpoHek-
THH 0OHAPY/KUBAETCS B BUJIE JIMHUY Ha JIHE y3bIPS,
rre oH GOPMUPYET CeTh U CBSI3aH CO CTEKJIOBUIHOM
TJIACTUHKOM [44].

[Ipu OGysIe3HOM BIUAECPMOJIM3E KOJIIareH
IV tuna ornpenensieTcs B BUie IMHAN HA TOKPBITITKE
my3sbipeit B 100 % ciyuaeB. OuOGpOHEKTHH BBISBJISI-
IOT TaK’Ke Ha MOKPBIIITKE ITy3bIPEii, a TaKKe B BUJIE
CETH B COJIEPKIUMOM ITy3bIPei. ITO CBUIETEIbCTBY-
€T O BO3HUKHOBEHWH ITy3BbIPEH TIPU JAHHOM TEHO-
nepMarose Huke 6a3aabHON TIACTHHKY [45].

30JI0TBIM CTaHAAPTOM TpH OYJIIIE3HOM JlepMa-
TO3€ SIBJISIETCS. UMMYHOTHUCTOJIOTUYECKOE UCCIIE/I0-
BaHMe, TIO3BOJIAIONIEE OTPEIEISITh OTJI0KEHNE M-
MYHOTJIOOYJIMHOB M KOMITOHEHTOB KOMILIEMEHTA
B KO)KE€ C TIOMOIIBI0O UMMYHOMIIOOPECIICHTHOTO
meroza [2, 10, 22, 28, 31, 33, 53]. Paspaborasn auar-
HOCTUYECKUI aJITOPUTM NUMMYHOMII0O0PECIIEHTHO-
rO MCCJEJOBAHUS ITUX MMMYHOPEAKTAHTOB, IS
KOTOPBIX MEXAyKJIeTouHoe orpezenenue 1gG n
KOMIIOHEHTOB KOMILJIEMEHTA B AIUJIEPMUCE COBIIA-
JIaeT C OTPeIeIEHHBIM THarHO30M OYJLIE3HOTO JIep-
maroza: Hammure [gG B GaszaibHoll MemOpane —
C IMAarHO30M TIapaHEeOIJIACTUYECKOTO TTeMQUTyCa;
[gG B MEXIYKICTOUHOM TIPOCTPAHCTBE — meMbu-
ryca; orsokerre IgG B 3one anuaepManbHOi Oa-
3aJbHOI MeMOpanbl — eMuronga Jlesepa u GyJi-
JIE3HOTO 3MUIEPMON3a; oTioxenue IgA B nep-
MaJIbHBIX COCOUKAX — repreTu(OPMHOro IePMaTH-
ta liopunra—bpoxka [44].

N3ydenne OTIOKEHUIT UMMYHOTJIOOYJIMHOB 1
KOMITOHEHTOB KOMTIJIEMEHTA MOKET MMETh OTPaHU-
YyeHue, TMOCKOJBKY HecOOJ0IeHuEe MPaBIl Oy -
YEHUS aleKBATHOM GUOIICHU KOXKK MOKET TIPUBEC-
TU K OTCYTCTBUIO OTJIOKEHUI UMMYHOPEAKTAHTOB
M3-32 UX Pa3pelnieHns BCJEACTBYUE TTOTJIONIEHUS
(haroruTHUpyoONMMYU KJIETKAMU BOCHAIUTEIHHOTO
MHUIbTPATa W BO3/IEMCTBUSA PACHIETIIIEHUS TTPO-
TeazamMu. B ciyyae Meronma HeEpAMOH MMMYHO-
(hIIIOOpECIIEHITNI U UMMYHOOJIOTTHHTA MOXKET He
OBITH IMMPKYJIUPYIOMIUX ayTOAHTUTE, YTO TaKKe
Ba)XHO JJII yCTaHOBJeHUs pauarnosa [22, 28].
C y4eToM 3TUX JAHHBIX MPeJIaraioT UCI0JIb30Ba-
HUE WMMYHOTHCTOJOTUYECKOTO WCCIEA0OBAHUS
MecTa (OPMUPOBAHUS TY3bIPSI B 30HE 3IUJEP-
MasibHOU OasasibHOoil MeMOpaHbl U HoA0a3aIbHOI
30HE C MOMOIIbIO U3YUEHUST PACpe/le/IeHUsT AaHTH-
reHOB 30HbBI 0a3aabHON MeMOpaHbI AMUAEPMUCA
[16, 31, 45].

AnTureHbl 6GazajbHON MeMOPaHBI AIHIAEPMUCA
UCCJICAYIOT TJIaBHBIM 00pPasoM Jiist THATHOCTUKH
Bb39, mpu koTopoM cumTaeTcs, 4YTO ITOT METO[
MOJKET 3aMEHUTDH 3JEKTPOHHOMUKDPOCKOITUYECKUE
uccienoBanus [36], HoToMy uTO HanGobIIAs KOH-
tenTtpanus kojutarena IV tuna naxoaurces B 6a3aib-
HOH IJTAaCTUHKE, JAMUHUHA 1 aHTUTEHOB OYJITIE3HO-
ro meM(uronia — B CTEKJIOBUAHON, KoJmarena VII
tuna — B noxbasanbuoi [17, 19, 34, 47, 51].
O6Hapy:keHre aHTUTeHOB OyJIIe3HOT0 meMburon-
7la Ha JiHe My3bIpd 1pu mpoctoM BBO mo3Bosger
otnuddepeHInpoBaTh 3Ty TPYIIY OT MTOTPAHUY-
HBIX (hOpM OyJIIIE3HOTO MUAEPMOJIN3A, TIPH KOTO-
PBIX AaHTUTEHBI OYJIJIE3HOTO TIEM(UTON/IA BBISIBIISTIOT
Ha TOKPBITIKe Ty3bipeii. Onpesesienne KoJarena
IV Tuma, TaMUHIHA, AaHTUTEHOB OYJUIE3HOTO TIeM-
(urona Ha OKPHITIKE TTy3bIPEH TTO3BOJIIET OTJIH-
YUTh JUCTpOodrUecKre hopMbl OYIIIE3HOTO SITUIEP-
MOJIN3a OT MOTPAHUYHBIX €ro (hOpM, ITPU KOTOPBIX
kostared 1V Tuma u raMuHuH 0OGHAPYKUBAIOT Ha
JTHE TTy3bIpeil, a TaKKe OT MPOCTHIX (HOpM OYJIIe3HO-
TO MUIEPMOJIN3A, TIPU KOTOPBIX KoJuareH [V tuma,
JIAMUHUH W aHTUTEHbI OYJIJIE3HOTO BIUAEPMOJIN3A
HaXOJSATCS HA JIHE 1y3bIpeit [45].

PesysisraTel onpejenenusa koJareHa IV tuna
Ha JiHe Ty3bIpeil pu OyJe3HoM neMpurone cos-
MajlaloT ¢ MECTOM BO3HMKHOBEHWS ITy3bIPeil Mpu
JAHHOM 3a00JieBaHUU BbIIIe 6a3abHON TJIaCTUH-
KW, TTOKa3aTeseM KOTOPO B UMMYHOTHUCTOJIOTHYE-
CKOM HCCJIeZIOBAaHUU SABJACTCS Koyiared [V tuma.
JlamwHUH ompezesnsgeTcd Ha HE Iy3bIpEd TIpu
OyJIE3HOM TIeM(DHUTOU/IE, YTO COOTBETCTBYET JIOKa-
JIN3AIUY ITy3bIPEii B BEPXHUX CIOSIX CTEKJIOBUIHON
IJIACTUHKY BBIIIE PACIOJOKEHUST JAMUHUHA B
obsacTu camoii OOJIBIION KOHIIEHTPAIMK aHTHUTe-
HOB OyJiesHoro nemduronga. GubpoHekTHH 00-
Hapy’KeH Ha J[HE Ty3bIpeil B BUjIE JIUHUK IPU OYJI-
JIe3HOM TeMuronjie, a TakKe B COAEPKUMOM
nysbipeil B Buge cern. Hammuwe ¢hubGpoHeKkTHHA
B BUJE JIMHUU Ha JHE Iy3bIpell TpU OyJIIe3HOM
neMdUTON/IE COBIIAIAET C €T0 JIOKAIU3aIeN B CTe-
KJaoBuaHON mactunke. MopmupoBanue ceTKu
B COJIEP’KMMOM ITy3bIPEl ABJISAETCS, BEPOSITHO, hOp-
MUPOBAHUEM [TEPBUYHOTO MATPUKCA B IEJISIX peria-
pUpOBaHUS TOBPEXKAEHHOTO 3MUIEPMUCA U €TO
6azanproit memOpansr [30].

Ob6uapyskenne (puOPOHEKTHHA HA MOKPBIIIKE
My3bIPsi B BUJIE JIMHUU U B COJEPKUMOM Iy3bIpeit
B BHUJIE CETKU TP TIPOCTOM OYJIJIE3HOM BIUAEPMO-
Jin3e, BO3MOKHO, COBIIAJIAET C MOBBIIIEHHBIM KOJIH-
yecTBOM (huOpOHEKTHHA B M0A0A3aIbHON 30HE B
cJydae ee TIOBPEXK/IEHUS BCIAEACTBUE ayTOUMMYH-
HBIX peakiuii npotuB KoJuiarena VII tuma u BO3-
HUKHOBEHMST (DOPOHEKTUHOBOIO MaTpUKCa B Iie-
JIIX 3a’KUBJICHUS TTOBPEKICHHOTO BHEKJIETOUHOTO
Matpukca [28—31].
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Takum 00pa3oM, MOJHOCTBIO OIPaBAAHO ¥C-
H0JIb30BaHKE METO/Ia Onpe/iesieHrst GuOPOHEKTHHA,
JIaMUHIHA, KoJistarena [V Tumna B MMMYHOTHCTOJIO-
THYECKUX HCCIeMOBaHUSIX OyJIIe3HbIX 3aboJeBa-
HUiA, BKIIOYas W OyJUIesHblii snugepmosns. Ha
[pakTUKe ObIBaeT TPYAHO PACIIO3HATD TY UM HHYTO
dhopmy OyJIIE3HOTO AIUAEPMOJIH3A, OCOOEHHO TIO-
rpaHnyHbie (OPMbI JIepMaTo3a, U 3/1eCh BaKHYIO
POJIb UTPAIOT UMMYHOTHCTOXUMHUYECKIE HCCIIe/I0-
BaHsI, MTO3BOJISIIONINE TOYHO yKasaTh (hopmy OyJI-
JIE3HOTO JIepMaTo3a.

Cormacao pexkomengarnuaMm 111 Mexmgynapon-
HOTO COTJIACUTEHLHOTO COBETaHUS 110 IMarHOCTUKE
U Kjaccuduranuu OyJIe3HOTO SIHUAEPMOIN3a
(2008) m ux mepecmorpy B 2014 1., pasamgaior
JeThIpe OCHOBHBIX THIA U 1iecTh cyoTuno BB,
0OBEIMHEHHBIX OJTHUM OOIINM TIPU3HAKOM — MeXa-
HUYECKOH €1ab0CThI0 MU XPYIKOCTBIO MUTEIH-
AJIbHBIX CTPYKTYP KOKU. BHYTPH OCHOBHBIX CyOTH-
OB BBIIEJIEHO 0K0J10 30 KimHrYecKux hopm 3a60-
nesanus [1, 2, 24, 27, 41, 49].

OCHOBHBIM KJIUHUYECKUM TTpusHakoM BBO aB-
JiieTcsl TOSBJICHUE Iy3bIpe u/Wiau 9po3uil Ha
KOJKE U CJIUBUCTHIX 060J0UYKAX BCICACTBUE CHIKE-
HUS UX PE3UCTEHTHOCTH K MEXAaHMYECKUM BO3JIEii-
CTBUSIM, JIa’KE MUHUMAJIbHBIM. JIIUTEIU3AIHS IPO-
3UBHBIX JIePEKTOB TIPH Pa3JINIHBIX (hOpMax Mmorpa-
HUYHOTO U IUCTPO(MUIECKOTr0 OYIIIE3HOTO AIIUIEP-
MOJTH3a MTPOUCXOAUT ¢ (hOpMUPOBaHUEM PyOIIOBOIT
TKaHu (4amie atpodudeckoil) u Muanymos. Kiu-
HUYECKUM [TPU3HAKOM MOTPAHIMYHOTO OYJLIE3HOTO
amMAepMosIi3a lepauTia sBiasieTcss M30BITOYHAS
TPaHyJISAIMOHHAS TKAaHb B MECTaX, TIOBEPTatONNX-
€I MEXaHUYeCKOMY BO3AEUCTBUIO (IIPEUMYIIECT-
BEHHO BOKDYT PTa U Ha HOTTEBBIX BAJINKAX).

B mguarnoctuke BBO mmeror 3nademnume Taxue
MPU3HAKH, KaK OHUXOAUCTPOdUs, KepaTo3 JTaJoHel
U TIOJIONIB, TUIIO- U JIEMIUTMEHTAIIUS KOKU, AaHEMUSL.
KoHTpaxTypsl, ICeBIOCUHIAKTUINA U OTCYTCTBUE
HOrTeil — HauboJjiee YacTO PErucCTPUpyeMbie MPo-
apyienust Tsokensix opm BBI. K npyrum, pexe
BcTpevatomumMcest npusHakam BB, otHocarces ano-
eI, TUTIEP- WJTH TUTIOTUPO3, Kapuec, YacTuIHas
WJIW TIOJIHAST a[ICHTHST, MUKPOCTOMUSI, 3aTPYyIHEHUE
[JIOTaHUS, 3a10p, auapes [2, 4—6, 25, 46, 49].

Hekoropbie KiuHWYECKHE MPU3HAKK OOJIC3HH
MPOABISAIOTCA CpPa3y TOCJe POKICHUS, IPYTHE JKe
MOTYT pas3BUBaThCst B GoJiee CTapiieM BO3pacTe.
Hanpumep, dopmuposatue pyO61oBoii aTpodumu,
MUJIMYMBbI, TICEBJOCUHAKTUINU, KOHTPAKTYPHI,
AUCTPOGUY HOTTEH MU TIPHOOPETEHHAST aHOHUXUST
Pa3BUBAIOTCSI Yepe3 HEKOTOpoe BpeMsi (MecsIlbl,
TO/Ibl), TPU3HAKN TIOPAKEHUST OPTAHOB THTI[EBAPE-
HUSI TTOSIBJISIFOTCS TIPY TIepeBojie pebeHKa Ha TBep-
nyito niunry. OTCyTCTBUE 9TUX TPU3HAKOB B ITEPBbIE
MECSIIIbI JKU3HU HE TOJIbKO HE TIO3BOJISIIOT KJIMHU-

YecKM ycTanaBiauBath hopmy BB, Ho u 3atpynns-
eT TipoBezicHre auddepeHagibHON UarHOCTUKA
C APYTUMU I1y3bIPHBIMU 3200/1€BAHUSIMU.

ITpocroit BB 6bin onmcan B 1886 . T. Keb-
HepoM. 3abosieBaHie XapaKTePU3yeTCs ayTOCOMHO-
JOMMHAHTHBIM THUIIOM HACJIELOBAHUSA C 4YaCTOTOM
1:50000. MmetoTcs HAOIIOIEHYS O TIepeiadye 3TOr0
JepMaTosa B 8 IMOKOJIECHUAX HoApsA. 3aboeBanue
HAYMHAETCS ¢ POKAEHUS MO0 BCKOPE MOCJIe HETO.
Ha mecrax, nojiBepraiomumxcsi MEXaHu4eCKOMY pas-
IpaxkeHnio (TpeHue, gaBaeHue, yimo ), BOSHUKAIOT
TOHKOCTEHHBIE TTy3bIPU BEJIUYMHON OT TOPOIIUHBI
JI0 TPEITKOTO OPeXa C CEPO3HBIM COEP;KUMBIM. Boc-
MAJTUTENbHBIX N3MEHEHUH B OKPYKHOCTH My3bIpeit
HetT. Yalme BCero BBICHITIAHUS JIOKAJIU3YIOTCS B
00JIaCTH KOJICHHBIX, JIOKTEBBIX M TOJICHOCTOITHBIX
CyCTaBOB, KUCTEW 1 BOJIOCUCTON YacTH roJioBbl. /175
HOBOPOXK/JICHHBIX ¢ JIT000H (hopmoit BB xapaxrep-
Ha JIOKAJTU3aITUsI BBICBITIAHUI Ha MeCTaX, IMOJIBEPT-
HIMXCST MEXaHUYeCKOMY BO3/IEHCTBUIO BO BpeMsi
MPOXOsKAenns PoAoBeIX TyTeil. Ilocie camocTosi-
TEJNbHOTO (MU UCKYCCTBEHHOTO) BCKPBITUS ITy3bI-
peil IIPOUCXOAUT OBICTPOE 3aKUBJIEHIE 0OPA30BaB-
muxcst aposuii 6e3 arpoduu u pyobIOB, HO C Bpe-
MenHoi nurMmentaruein. Cumnrom Hwukosbkoro,
KaK IpaBUJIoO, Bceraa oTpuiarebubiii. CIns3ucToie
000JIOYKH ITOJIOCTH PTa TIOPAKAIOTCS KpaitHe peaKko
(1—2%). HorreBble TIACTUHKNA HE U3MEHSIOTCS.
VY yeTBepTH GONBHBIX MOKET HabOJII0AAThCS JIaJT0H-
HO-IOAOIIBEHHBIN runeprugpos. Obiiee cocToss e
He HapyuieHo. Tedenue 3abojieBaHue Jierkoe, 0CO-
Gernto y meBouek. B ymcrBenHom 1 (husnueckom
passuTun pebeHok e orcraer. ObocTpenue 3a60-
JieBaHus HAOJI0AAETCS B IEPUO/bI, KOIa OH HAUM-
HaeT I0JI3aTh, a 3aTEM XO/UTb, a TaKKe B JIeTHee
BpeMs rofia. PeMuccenn HacTymaioT 3MMOM 1 ydaria-
ioTcst K myOepraTubiii nepuoxa. CyliecTByer Tak
Ha3bIBaeMasl JIOKAJIU30BaHHAs WJIH JIeTHssS hopMma
153 — cunapom Bebepa—Kokkeitra, koTopast Ha-
YUHAETCS Ha I[EPBOM WJIM BTOPOM TONY >KU3HHU,
MHOT/Ia B IOHOIIIECKOM BO3PACTe, TEPENAETCS I10
ayTOCOMHO-JIOMUHAHTHOMY Tuity. Ily3sipu Joka-
JIU3YIOTCST UCKJIIOYUTEBHO Ha JAMOHSIX U TOMOIII-
Bax, MOKPLIMIKU UX 0O0Jiee TOJICTBIE, COAEPKUMOE
ceposHoe. B panueM gercTse y 60JIbHBIX MOSBIISIOT-
CsI TUIIEPKEPATOTUYECKHUE YIACTKU HA MMO/I0IIBAX U
TUTIEPKEPATO3 JTAIOHEH U MTOIOIIIB, COXPAHSIOTIIECS
1 BO B3POCJOM Bo3pacte. B mepuosa 1moaoBoro
cOo3peBaHusl ¥ KIMMaKca HaOIo1aeTcs yaydiieHue
KOKHOT'O TIPOIecca.

Cunzpom BeGepa—Kokkeiina nmpossisiercs Imy-
3BIPSIMUA Ha CTOMAX M aCCOIMMPOBAH C HAYAIOM
XOAbOBL. DIUTENU3AIMUA [y3bIPell POUCXOAUT C
obpasoBaHueM MUIyMOB. IIporpeccupoBanue 3a-
GoseBanus HabMIOAAETCA 10 4—5-JIETHETO BO3Pac-
ta. [unepkeparos mogoms pazsuBaetcs 10 10-yet-
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HETO BO3PacTa, BO BPEMs TOJOBOTO CO3PEBAHUS
MOSIBJISIIOTCST WU YCUJIMBAIOTCS TUIIEPTUIPO3 U
YTOJITIIEHNE HOTTeH Ha CTOTax.

[IpocToii repnetudopmusiii b3 (cunapom [loy-
auHr—Meapa) ObIBaeT TpecTaBieH MHOKECTBEH-
HBIMM TEHEPAJN30BAHHBIMU IY3bIPSIMHU Ha KOXKE
U CIM3KUCTON 000J10uKe 1010cTh pTa. CKIOHHOCTD
K TPyNIUpoBKe (TepreTu(MOPMHOCTD) M BTOPUYHAS
runeprnurMenTaiys HabsoaaoTces ¢ 3—6 mec. [Tpo-
rpeccupyetT 3a00JieBaHUE B BO3PACTHOI TIEPUOL /10
1 roza, 3aTeM XapakTepHa CTaOUIM3AINS TTPoTiecca
U TIOCTENEHHOEe YJydlIeHWe BILIOTh 0 TIOJHOTO
MpeKpalieHus MOSBIEHUS TY3bIpeil WM PEeKOro
WX TOSBJIEHUS B CBI3W ¢ MEXaHMYECKON TPABMOM.
[Tocyre paspemnieHnst 37IeMEHTOB Ha KOKE OCTAETCS
cTolKas murMeHTanusa. KpoMe KOKHBIX TTPOSBIIE-
HUIA, MOTYT OBITH 3aIl0pP, aHAJbHbIC TPEIIUHbI, 3a-
TPYAHEHUE JIbIXaHUsl, OJIEHOCTh, aHEMUSs, a y
B3POCJIBIX MOKET BOSHUKHYTH Ga3albHOKICTOUHbII
pPaK KOXHU.

[TorpanuyHblii TeHEPAJIM30BAHHDBINA TSKEJbIN
BB3 (tun IepsmTia) xapakTepnusyeTcs MOsIBJICHN-
€M MHO’KECTBEHHBIX, BSJIBIX U OBICTPO BCKPHIBAIO-
IIUXCST My3bIPE Ha KOJKe M CIIM3UCTBIX 000JI09Kax
¢ 06pa3oBaHeM TPaHyJISIIIUU BOKPYT HOITEll U pTa.
3akMBJICHIE 9PO3UN TPOUCXOAUT ¢ PyOIIOBOI aT-
podueii, koTopas MpU JOKATUIAINN HA CIAUIUCTOMN
000JI0YKE TIOJIOCTH PTa TPUBOAUT K MUKPOCTOMIH
n ankuzioraoccun. Co BpeMeHeM pa3BuBaeTcst 1ud-
(ysnag amomenus. JleTaabHBINT MCXOA B IMEPBbIE
MeCSIIbI M TOJbI JKU3HU CBSA3aH C JIbIXaTeJIbHOMN
HEZI0CTAaTOYHOCTBHIO.

[Torpanuunblii TeHepaIU30BaHHBIN CpeEIHETA-
skesbiii BBO mpencTaBiien my3pipsamu, TpeuMyIiie-
CTBEHHO PACTIOJIATAIONIMMHICS HA KUCTSIX U CTOTIAX.
B mocieayronieM apo3un aMUTETU3UPYIOTCS ¢ 00-
paszoBaHueM MOBEPXHOCTHOH aTpodun Koxu. OT-
JIMYUTEBHBIM TIPU3HAKOM 3a00JIeBaHUSI OT HETSI-
JKeJTBIX  perteccuBHBIX ToaTunoB /[bD saBnsercs
TUTIOTIA3HST 3yOHON AOMATK 1 yriIyOJeHus B Heil.

[Torpanmunsiit Bb3 ¢ mosaneit manudecrarueit
XapaKTepu3yeTcs TMOSIBJIEHNEM My3bIpell U 9pO3uit
B OCHOBHOM Ha KO)K€ KUCTEH W CTON B JETCKOM
U MOJIOZIOM Bo3pacte. MHOrIa 0TMeYaroTCsT OTCyT-
CTBUE HOTTEH, TUIEPTU/IPO3, aMesoreHes3, ToTepst
nepMaTorauduKu.

Jomunantuerit auctpodudeckuit Bb3 mpo-
SIBJISIETCSI C TIEPBBIX MecsiiieB kusuu. [1y3nipu, kak
MPaBUJIO, PACIIONATAOTCS HA MeCTaX JaBJCHUS U
TPEHUs KOXKHU, HO MOTYT BO3HUKATH CIIOHTAHHO HA
J00bIX yuacTkax Koxku. C 4—5-j1eTHEro Bo3pacra
MTy3bIPU BO3HUKAIOT TOJTBKO TIOCTE 3aMETHOI TPaB-
MBI KOJKH U [OBTOPHO PacriojiaraloTcst Ha pyouax
B MecTaX 3aKUBJICHUS MPENNIeCTBYIOMNX 3PO3UT.
B enqunnunbIX ciryvasx mosiBJaeHue My3bIpeit mpe-
kpamaetrcs Kk 12—13 rogam. Co cTOPOHBI HOTTEM

OTMEYaIoTCs SIBJICHUS MUKPOHUXUU U OHUXOTPU-
($h0o3a, HOrTH IPUOOPETAIOT CEPOBATO-KEITOBATHII
IBET.

PenieccuBnblii iucTpodruecKuil TSKEbIN reHe-
panuzoBanueiii Bb3 (Annono—Cumenca) naunna-
eTcsl ¢ pokeHus (MHOTUE TIAIIMEHThI POKIAIOTCS
6e3 sruiepMIica Ha pyKax,/HOrax, Peske — C MepBbIX
nHel sku3an. Ha Koske OSIBISIOTCS BJIbIE ITy3bIPU
U 9PO3UHU, KOTOPbIE OBICTPO YBETUIMBAIOTCS B Pa3-
Mepax. Cumntom HuKOIBCKOTO Bcerza MOJIOKH-
tespHbiid. HanbGosee Tsokesno 3abosieBanue mpoTe-
KaeT B epBbie TO/Ibl JKu3HM peberka. [Toce 3askus-
JIeHUsT oTMedaeTcst pybIoBast arpodust KOKH, TIPU
9TOM PyOIIbI B CKJIa/[KaX OTPAHUYUBAIOT [BKEHIE,
[IceBmocMHAAKTUINNT 1 KOHTPAKTYPBI TTAJIBIEB Pa3-
BUBAIOTCSI C IIEPBBIX MECSIIIEB U JIET JKU3HU, UX TIPO-
rpeccupoBaHue TPENATCTBYET POCTY W Pa3BUTHIO
KHUCTEH W CTOII, 3aTPYIAHSIET CaMOOOCTyKUBAHME,
nepeaBrzKeHre. B 1ieprosi 1mMoJoBOro co3peBaHus
OTMeYaeTCst CTabUIM3anust KOKHBIX MPOSIBJICHUI.
C TepBBIX [HEH KU3HW TTOPAKAOTCA CJIU3UCTBIE
000JIOUKN: 3aKMBJICHIE IPO3UI BO PTY 3aBEpIIIacT-
cs1 pyOlieBaHueM ¢ pa3BUTHEM MUKPOCTOMUH, 3apa-
IEHUEM BeCTUOYJISIPHBIX CKJIA/IOK, aHKUJIOTIOCCHEN,
cBoeoOpa3HbIM eeKTOM peun. Y GOIbHBIX OTMeE-
YalOTCsT aHOMAJIMK PACHOJIOKeHUsT 3y0OB, TOpa-
JKEHUS KOCTHO-MBITIIEYHON crucTeMbl (fedopmalium
KUCTEH U CTOII).

PerteccuBmnbrii auctpodpuueckuit BbD (unBepc-
HBII ) XapaKTepu3ayeTcst 0OpazoBaHUEM ITy3bIpeil Ha
KOJKE U CJIU3UCTBIX 000JI0YKaX € MEePBON HEIEsH
JKN3HH, a ¢ 2—6 J1eT OHM JIOKJIN3YIOTCS TIPeuMyTie-
CTBEHHO B 06JIacTH CKJIamoK Koku. C BO3pacToM
pasBuBaetcs Anhby3HAST ATOTEIHS BILIOTh /10 TI0JI-
HOTO 00GJIBICEHUS. DPO3UHU B TIOJIOCTH PTa 3a5KUBAIOT
¢ obpasoBanuem pyo6IoB. IlopakeHue Kucrteil u
CTOIl MUHUMAJIBHO, XOTS YaCTh HOTTEH yTpaunBaeT-
Cs1 ellle B JIETCKOM BO3pacTe.

[ucrtpodpuueckuit Bb3 (mpypuruHo3musbIii) mpo-
SIBJISIETCSI, KaK MPABUJIO, C POXKAECHUS UJIN PAHHETO
JIETCKOTO BO3PACTa, MPUYEM XapaKTepU3yeTcs yMe-
PEHHO BBIPAYKEHHBIMY TY3bIPSIMU TTPEUMYTIECTBEH-
HO B aKpaJbHBIX 30HaX. Y B3POCJBIX HA TOJEHAX
06pa3yI0TCst IMXEHOU/IHBIE TIAITYJIBI 1 OJISIIIKY, HaO-
Jofiaetca oHuUXoaucTpodusd. MydnTeabHbIl 3y
KOXKHU IPOBOIUPYET MOSIBJIEHUE HOBBIX IY3bIPEH,
9KCKOpHUAIUI U MUJTUYMOB.

[Ipu cunnpome Kunmiepa ¢ camoro poskmeHus
HOSABJISIIOTCS TTY3bIPU HA KOJKE W CJIU3UCTBIX 000-
JIOUKaX ¢ TOCJeAYIONMM pyOiieBaHueM u (hopMupo-
BaHMWEM KOHTPAKTYP, TICEBIOCUHIAKTUIIH, MUKPO-
CTOMUH, TIporpeccupyioliell molkuiogaepmMu, ho-
TOUYBCTBUTEIBHOCTHIO, CTEHO3UPYIONTUMU MTPOIIEC-
caMU B OpraHax MUIEBAPEHUs] ¥ MOUYEIOJIOBBIX.
Hepenxo pasBuBaercst onmxomuctpodus B BHje
JIOPCAJIBHOTO TITEPUTHYMa, aTPODUU U JIp.
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[Ipu muorux popmax BB oxnmm u3 ocoxme-
HUI SBJISIETCS TIIOCKOKJIETOYHBIN PaK KOKH, MTPH-
4eM Ha 00JTy9aeMbIX COJTHIIEM Y4aCTKaX KOKH.

Hunarnoctuka BBO ocHoBana Ha aHamHecTude-
CKUX JIaHHBIX, KIMHUYECKON KapTuHe 3a60JIeBaHUs
U pesyJibratax JabopaTopHbIX HccaemroBanuii. [Ipu
TUCTOJIOTUYECKOM HCCJIEI0BAHUK OHONTATa KOXKH
BBISIBJISIETCST CyOanuepMasibHast TI0JI0CTh, a st
ycranoBienus Tuna BbBO mpumensior meron He-
IpsMOlT MMMYHODITIOOpectieHInu (711 oTipejiesie-
HUS 30HBI JIEPMO-3TTH/ICPMATTHHBIX COCTMTHEHUI 9KC-
[PECCUM CTPYKTYPHBIX GENKOB KOXKI) VI TPAHC-
MUCCHOHHO 3IEKTPOHHON MUKPOCKOTIHIH (OTpesie-
JieHue ypoBHst oOpa3oBaHus 1my3bipsi). Kpome Toro,
C TIOMOTIBIO TPAHCMUCCUOHHOM 3JIEKTPOHHON MUK-
POCKOIUU BO3MOKHO OIEHUTH COCTOSIHUE KJIETOY-
HBIX W BHYTPUKJETOYHBIX CTPYKTYP JECMOCOMBI,
KepaTHHOBbIe (humamenTsl, GuOpusIbl U ap. [36].
B mpemarambhoit auarnoctuke BB kiiodeByio
POJIb UTPAET TEHETUIECKU aHAN3, TaK KaK y’Ke Ha
CTaJIN¥ TUTAHUPOBAHMS CEMbH, HAXO/ATIEHCS B TPYTI-
1le prCKa HaCJEMOBAHUST JAHHON TaTOJIOTHH, He0O-
XOZIMIMO YYUTBIBATh PE3YJIBTAThI TPEHATAIBLHOM /T1a-
rHoctuku 7, 13, 23, 48]. B nanekom 1980 r. 6bim
MIPE/ICTABJIEHBI TIEPBBIE MaTEPUABI TI0 TTPEHATAIb-
HOM JIMArHOCTUKe OJHON M3 HamboJiee TIKeIbIX
hopm BBO — renepanm3oBaHHOTO TOTPAHUYHOTO
OyJiesHoro anuaepmosnsa lepsmria. Bour ncmnosb-
30BaH OUOITAT KOXKK ILJIOJA, TOJYYEHHBIH Mpu
(dheTocKonMMu BO BTOPOU TPUMECTP OEPEMEHHOCTH.
EcrecTBenno, Takoii moixoz BecbMa onaceH pasJiiny-
HBIMU OCJIO}KHEHUSIMU, BKJIIOUAs U PUCK TTPEKIIEB-
peMeHHOTO TIpepbiBanust OGepemennoctu. [lanee
METOJIMKU YCOBEPIIEHCTBOBAJINCH, KOT/IA JIJIsl aHa-
Jin3a y)Ke HCIOJIb30BATU aMHUOTHYECKYIO >KUJI-
KoCThb. Jlopo/ioBasi muarHoCTHUKA IMO3BOJIIET YCTa-
HABJINBATh TeHeTUYecKuil gedert y 6GoJerIero
YJIeHa CeMbU M MPHU HEOOXOAUMOCTH B JIOCTYITHBIE
CPOKH TpepbiBaTh OepeMeHHOCTh. CyIecTByOT U
GoJiee CJI0KHbIE TEHETUIECKIE METO/IbI, B YaCTHOCTH
MPENMITJIAHTAIIMOHHAS TeHEeTUYeCKast IMarHOCTHKA,
paspaboratHas puMepHo B 1990 r. [ 13]. Metoauka
MO3BOJISIET B HECKOJBKO Pa3 COKPATUTh BPEMS [Ha-
FHOCTUKU KOHKPETHOTO MYTAaHTHOTO I'eHa, a TaKKe
YMEHBITUTH (DMHAHCOBBIE PACXOBI TIO CPABHEHUIO
C IPYTUMHU TeHeTnYecKuMu Metonamiu [12, 23, 48].

Heo6xom1uMo Ha3BaTh U HEMHBA3UBHBIE METOIbI
MPEeHATATbHON AMATHOCTUKU C WMCIOJIb30BAaHUEM
YABTPA3BYKOBOH armapatypbl, KOT/Ia BBIIEISIOT
HEKOTOpbIe (heHOTUITHYECKHE OCOOEHHOCTH Opra-
HI3Ma, a UMEHHO: pa3Mepbl HOCOBOI KOCTH, BOPOT-
HUKOBOIT 06JsacTu, skentounoro mMemika [ 1, 11, 29].

[lo nHavyama ncrosb30BaHUSA B TPAKTUKE UMMY-
HO(JIIOOPECIIEHTHOTO aHAIU3a TPAHCMUCCUOHHAS
anexTponHasg Mukpockonusg (TOM) aBignach «30-
JIOTBIM» CTaH/IAPTOM B AuarHoctuke BbBO, tak kak

M03BOJIsIJIA YCTaHABIUBATh YPOBEHb 00pa3OBaHUS
MIOJIOCTHOTO 9JIEMEHTA 1 BBISIBJISITH HETIOCPEICTBEH-
HbIe TIOBPEXK/IEHUS B KOJIJIATEHOBBIX CTPYKTYpax
(punamentst, necmocomsr) [36]. TOM asngerca
€/IMHCTBEHHBIM METO/IOM, TIO3BOJISAIONINM JTUATHOC-
TUPOBATh HA PAHHUX ATANaX MPOCTOU TepIeTH-
dopmMHbIiT Oy/IesHbIil anuaepmoans JloyanHra—
Meapa [36].

B 1981 r. Pohla-Gubo G. u coasr. [45] npezio-
KU UMMYHO(JTI0OPECIIEHTHOE aHTUTEHHOE Kap-
tuposanue (M1AK), ocHoBanHOe Ha 109TaIHOI 00-
paboTKe OMONTATOB KOKHU CIEIHATbHBIMI aHTHTE-
JIAMU K CTPYKTYPHBIM OesikaM Koxku. JlarHast meTo-
JIMKa BecbMa TPY/IOEMKA, U OJHUM W3 YCJIOBUIL
SABJIAETCA HAJTMYME CBEXKUX MMy3bipeit. Cienyer oT-
MeTuTh, uTo MAK — momyKkonmiecTBeHHBIN METOI,
B CBS3W C YeM BO3MOJKHBI JIOJKHOTIOJIOKUTETbHBIE
pe3yJIBTaThl HCCIeIoBaHmiA. B aTHx ciydasx oOsiza-
TebHO MpuberaioT K moctaHoBke TOM.

lenetnyecknit ananus (JAHK-amarnocrnxa)
HanboJIee ONTUMAJICH JIJIsl YCTAHOBJICHUS THITA Ha-
CJIeIOBAHUST JIEPMATO3a, €ro KJAMHUYeCKuX (hopm.
WccnepoBanns O3BOJSAIOT BBISBJAATH ONPEETEH-
Hble MYTaIllUK C UCIIOJIb30BAHUEM CEKBEHUPOBAHUS
PHK-nedexTusix reros [ 18, 30, 32, 34].

Ciieqryer yKasatb, 4TO B TeX CJIy4asix KOTr/la He
[PEICTABIISICTCST BO3MOKHOCTH TIPOBECTH OMOTICHIO
KOKM (HOBOPOKIEHHBIN U [IP.), OCHOBHBIM METO-
JIOM ocTaeTcsd TeHeTHdeckuil. VccaenoBanme cok-
paiaeTcsi B CJIyyae BO3MOKHOCTU YCTAHOBJIEHUS
reHeTUYecKoro fehexra y pojicTBeHHUKOB | cTere-
Hu pozctsa [13]. Tenernuecknii ananans mo3BosseT
paccMarpuBaTh METOAMKY KOHKPETHOTO JIEUEHUH,
TeM OoJiee ¢ pa3pabOTKON TEHHOI Teparuu, OCHO-
BOI KOTOPOT SIBJISIETCS OIpeieIeHre crenuduyec-
KUX MyTaluil mpu pa3anaabix hopmax Bba.

[uddepentmanbuasg auarnoctuka BBO nan-
GoJiee TPyiHA B MJIaIEHYECKOM BO3PACTE, €€ TIPOBO-
JAT € JIPYTUMU TY3BIPHBIMHU JI€PMATO3aMHU HOBO-
POKIEHHBIX (9KCchOoJMATUBHBIN AepMaTuT Putte-
pa, repriec HOBOPOK/IEHHBIX, He/lepsKaHme MUTMEH-
Ta, nXTHo3udopMuas aputpoaepmusd). Eciu BeichI-
HaHUs TOSBJISIIOTCS B GoJiee Mo3Hue CPOKH, HE0O-
XOJIMMO TIOMHUTD O TaKUX JiepMaTO3aX, Kak repie-
TUHOPMHBIH gepMaTuT J[fopuHra, 6yIIe3HbIH TTeM-
¢uroun Jlesepa, MmHOTOOPMHASA IKCCYTATUBHAS
aputema u ip. Cungpom Kunpmepa nmeeT KIMHM-
YecKoe CXOJCTBO € HACJIECTBEHHON MOWKHUIIOIED-
mueit Pormynnia—TomMcoHa, Hac/ie/ICTBEHHON akpo-
KepaToTU4YeCcKOn molKuaoaepmueii Bepu.

Jleuenne GosbHbix BB mpecienyer ciemyio-
e 1esu:

— J06UTBCS perpecca My3bIPHBIX ¥ 9PO3UBHO-5I3-

BEHHDBIX 00pa3oBaHuii;

— mpodusakTUKa BO3HUKHOBEHUS HOBBIX BBICHI-

MMaHu;
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— ycTpaHeHWe WJI yMEHbBIIEHUE BBIPAKECHHOCTH

HEKOKHBIX TTPOSBICHNM;

— TIOBBINNIEHUE KAYeCTBA KM3HU MAIMEHTOB.

Ha ceropusamuuii n1eHb He CyIIecTBYeT 9TUOIA-
ToreHetndeckoil Tepanuu BB3. Teparus 601bHBIX
BB Briodaer B cebst yXOj1 32 MOPasKEHHOI U He-
MOPaKEHHON KOKeH, JTeKapCTBEHHYIO TEPATTHIO TT0-
PKEHUN KOXKKM M CJIUBUCTBIX 000JIOUEK, a TaKKe
JIeUeHKEe OCJIOKHEHUI 3aboJieBanust (aHeMUH, OC-
Teoroposa u zip.) [3, 10, 25, 39].

¥Yxo/1 3a MOpa’KeHHOW KOXKeW 3aKJIo4aeTcd B
06paboTKe My3bIpeii, 9pO3Uil U I3BEHHBIX 00pa3oBa-
uuii. 1ly3sipu mepen BCKPBITUEM, 3PO3UHM U S3BBI
nepesl mepeBsi3koit 00padaThiBalOT BOAHBIMU PaCT-
BOpaMM aHTUCENTUKOB. [Ipu BbipakeHHON O0JIe3-
HEHHOCTH B OOJIACTH IY3BIPSI €r0 COAEPKIMOE
MO’KHO acIUpHUpoBaTh MIIpuIloM. /Iy mepeBsaskn
HCIIOJIb3YIOT HEA/re3UBHbIE U KOJJIATEHOBbBIE I10-
pHUCTBIE TIOKPBITHS, a 3aTeM YiKe (PUKCHUPYIOIIHe
MOBsI3KU. [ MIporesieBbIe MOBSI3KYU MEHSTIOT €3Ke/IHEB-
HO TT0 M€pPe BBICHITIAHNS, OCTATbHbIE BU/IBI — KaK/[bIe
3—4 mHs, 9TO CO3/JA€T ONTUMAJIBHBIN PEXKUM JIJIsT
snuresnusanuu. [Ipu cyGheKTHBHBIX OIYIIEHHUSX Ha
ovarax MOPaKEHUI HA3HAYAIOT aHTUTMCTAMUHHbBIE
HperapaThbl, COCOOHbIE OKa3bIBATH U TIPOTHBOBOC-
namutenbHbIi adekt. st yydiiernst 6GapbepHbIX
CBOICTB KOJKM PEKOMEH/TYIOT Ma3u 1 KPEMBI, COZIEP-
JKalle BUTAMUH A, a TAKAKE YBIKHSIONIE KPEMBbI,
KOTOpbIEe HAHOCSAT HA CyXHUe YUYACTKU KOXKH.

Bosbiiioe BHUMAHUE YAENSIOT HEMEIMKAMEH-
TO3HOH Teparui, Kyja BKJIoJaoT peskuM (u3bera-
Hue (QU3UIECKUX HATPY30K, TPABMOOIIACHBIX CUTY-
anuii u ap.), auery (boratyro OeJKaMu, yrieBoja-
MU, JKUPAMU U 1IP.), pa3audabie BuTaMunsbl (A, C),
KYPCBI KOTOPBIX TIOBTOPSIOT Kaxk/ble 3—4 Mec.
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A.B. PoxmaTtos

Pecnybrikancokuil cneyianizosanuil HayKoo-npakmuunuil MeOUUHUL uenmp 0epmMamosenepoiozii i KocmMemonozii
Minicmepcmea oxoponu 300pos’s. Pecnybaixu Yab6exucman, Tawxenm

BYAbO3HMI ENIAEPMOAI3; AIATHOCTUKA, AiKYBOHHST TA MPOPIAAKTUKA

Bpomkennii 6yIbo3HUIA enmifepMoJIi3 po3rasaaacThess AK (PeHOTUITHO i TEHETHYHO TeTeporeHHa rpyla TeHOAepMaTosiB,
3YMOBJICHUX PI3HIUMU MYTallisIMU B F€Hax, siKi KOHTPOJIIOIOTh CUHTE3 CTPYKTYPHUX GLJIKIB IIKIpH, 110 3AiHCHIOIOTH erigep-
MaJIbHO-/IePMAJIbHI 3B I3KH.

VY wiii ctaTTi MM CTAaBUJIM 32 METY BKa3aTh 1oJ1iMOP(i3M KJIHIYHUX BUSIBIB 6y]IbOSHOI‘O €TIiIepMOJTi3Y, IS MATBEP/KeHHS
AKUX NOBUHHI IIPOBOAUTHU IMYyHOTICTOXIMIUHI {OC/II/IKEHHS.

Bukopuctano dncseHHi JiTepaTypHi JaHi po KJIIHIYHI BapiaHTH 6YJIbO3HOTO eMifIepMOJIi3y, e PO3TIANAIOTh He TiJIbKH
4 xmacwyHi popMU 3aXBOpIOBaHHS (TIpocTa, MesKOBa, AucTpodiuna i cunapom Kinamepa), ame i miatunm KoxxHOi hopMu
reroziepMarody. OKpeMo 00TrOBOPIOIOTLCST TUTAHHS, OB'SI3aHi 3 MPOBEACHHIM IMYHOTICTOIOTTYHNX IOCITIKEHD TPU PI3HUX
dhopmax GyJIbO3HOTO eMifepMOJIi3y, KOJIU 3a JOIIOMOIOI0 Clelia/IbHUX aHTUCUPOBATOK BU3HAYAETHCS JIOKAJIZAIlS TAKIX
GIJIKOBMX KOMIIOHEHTIB, siK KoJsiareH [V Tuiry, iamiHin Ta iH. ByJio Bifi3HaueHO, 1110 30JI0TUM CTAHAAPTOM IIPH TiCTOJOTTYHO-
MY JOCJIZKEHH] Y XBOPUX 3 6YJIbO3HUMHU JePMATO3aMU € IMyHOTICTOJIOTIUHI METOIHM, IO AAI0Th 3MOTY BU3HAYATH BiAK/Ia-
JIEHHS IMyHOTJIOOYJTiHIB i KOMIIOHEHTIB KOMIIJIEMEHTY B MIKiPi 32 IOTIOMOTO0 iMyHO(DIIOOPECIIEHTHOTO METO/LY.

Koskna Hozos0riuHa (hopma 6yIbO3HOTO eIiIepMOoIIi3y Mae reHeTUYHI (BUBYEHHS TeHeaIOrYHIX KapT) 0COOIMBOCTI ycna-
KyBaHHS i IMyHOTICTOJIOTIYHY XapaKTEePUCTHKY, IO A€ 3MOTY MPOBOAUTU IU(MEPEHIIHY IarHOCTUKY 3 IHITMMU Pi3HO-
BuziamMu OyJIbO3HUX J€PMATO31B.

He y Bcix Bumaakax KIiHIYHI BUABH OYJIHO3HOTO IEPMATO3y JAIOTh 3MOTY BUCTABUTH TIPABUJIBHUN iarHo3 i BUSHAYNTH
KOHKpeTHY (hopMy OyJIbOZHOTO emiepMostisy. Y 3B’S3Ky 3 [MM BaKJIMBI J0AaTKOBI METOAM NOCJIIPKEHHS, BKIIOUAIOUN
TEHETUYHI, IO TTPOBOISATHCS B TIPOIIEC] aJIeKBATHOI CUMITTOMAaTUYHO1 Tepartii.

Kiouosi cioBa: Oy ib03H1il eniziepMosiis, KIiHIYHI BapianTH, 1iarHOCTHKa, JIKYBaHHs, POo(iTakTHKa.

A.B. Rokhmatov

Republican Specialized Scientific and Practical Medical Center of Dermatology and Venereology of the Ministry of Health
of the Republic of Uzbekistan, Tashkent

Epidermolysis bullosa: tfreatment and prevention

Congenital epidermolysis bullosa is considered as a phenotypically and genetically heterogeneous group of genodermatoses
caused by various mutations in the genes that control the synthesis of structural proteins of the skin, carrying out epider-
mal-dermal bonds.

In this article, we aimed to indicate the polymorphism of clinical manifestations of epidermolysis bullosa, which must be
confirmed by immunohistochemical studies.

Numerous literature data were used on the clinical variants of epidermolysis bullosa, which consider not only 4 classical
forms of the disease (simple, boundary, dystrophic and Kindlers syndrome), but also subtypes of each form of genoderma-
tosis. Separately we discussed issues related to conducting immunohistological research in various forms of epidermolysis
bullosa, when the localization of such protein components as collagen type IV, laminin and others was determined with the
help of special antiserums. It was noted that the gold standard for histological examination in patients with epidermolysis
bullosa is immunohistological methods that allow determining the deposition of immunoglobulins and complement
components in the skin by means of the immunofluorescence method.

Each nosological form of epidermolysis bullosa has genetic (study of genealogical charts) features of inheritance and an
immunohistologic characteristic, which makes it possible to conduct differential diagnostics with other varieties of
epidermolysis bullosa.

Not in all cases, the clinical findings of epidermolysis bullosa can help to make the correct diagnosis and determine the
specific form of epidermolysis bullosa. In this regard, additional research methods are important, including genetic ones,
conducted in the process of adequate symptomatic therapy.

Key words: epidermolysis bullosa, clinical variants, diagnostics, treatment, prophylaxis.

/JlaHi npo aBTopa:

PaxmaroB Axpam Bapatosuy, /1. Mest. H., 1pod., 3aB. BiyIiy

Pecniybuaika Ya6exucran, 100109, m. Tanikent, Anmasapcbkuii paiion, By @apobi, 3
PCHIIMI/IBuK M3 PVY3

Tem. +99890-175-69-73

E-mail: madamin87@inbox.ru

YKPAIHCBKMI KYPHOA ASPMATOAOTT, BEHEPOAOTT, KOCMETOAOr T o N2 1 (72) « 2019 45



