OINIAN

VIIK 616.832.959-07/085
DOI: http://doi.org/10.30978/UJDVK2019-1-36

ISSN 1727-5741 (Print), ISSN 2522-1035 (Online)

A.B. PaoxmaTtos

PecnyBANKAHCKMIA CNEeLMAANINPOBAHHbBIN HOYYHO-MPAKTYECKAN MEANLIMHCKNA LIEHTP
AEPMATOBEHEPOAOTUM N KOCMETOAOTUU MUHUCTEPCTBA 3APABOOXPAHEHNS
PecnybAnkn Y36eKMCTaH, TOLWKEHT

byAAE3HbIN 3NMMAEPMOAMNS:
ANArHOCTUKA, Ae@4YEHNE N NMPOPUATKTUKA

BpO}KZ[GHHbeI 6y]I.HeSHbII>i IIUJIEPMOJINS3 PpaCCMAaTPUBAETCA KakK (beHOTI/IHI/I‘-IeCKI/I N TFeHETUYECKU reTeporeHHasA rpyiiia
T€HOZIEPMATO308B, O6YCJIOBJI€HHBIX Pa3JIMYHbBIMU MYTallUAMU B T€HaAX, KOTOPbIEC KOHTPOJIMPYIOT CUHTE3 CTPYKTYPHbBIX 6eJIKOB
KOXHU, OCYHICCTBJIAIOMNX dMNUACPMaJIbHO-ACPMaJIbHBIC CBA3N.

B 3710ii crarbe Mbl CTaBUM 1eJib — yKa3aTh MOJUMOPGOU3M KIMHUYECKUX POSIBJAEHUIT OYJIE3HOTO SIUAEPMOJIN3a, IS
MO/ITBEPIK/ICHUST KOTOPBIX J0JKHBI IIPOBOJUTL UMMYHOTUCTOXMMUYECKHE NCCIIe/JOBAHMSI.

Vcnosb30BaHbl MHOTOUKCIIEHHBIE JINTEPATYPHbIE JaHHbIE 10 KIMHUYECKUM BapuaHTaM OyJIJIE3HOTO 9IHIEPMOJIN3a, T/e
paccMaTpuBalOT He TOJMbKO 4 Kiaaccuueckue (hopmbl 3a60sieBaHust (IpOCTast, IIOrPAHUYHAsT, TUCTPODUUECKass U CUHAPOM
Kuniepa), Ho u oaTuiibl Kask1oi hopmbl reHogepmaToda. OTaenbHO 06CyKAATCS BOIIPOCHI, CBSI3aHHbIE C TIPOBEIECHUEM
MMMYHOTHUCTOJIOTMYECKUX MCCJAEJOBAHUIT NPKU PasiM4yHbIX (hopMax OyJJIe3HOTO SIHUAEPMOJIN3a, KOIZa € TIOMOIIbIO
CIIEIMATbHBIX AHTHCHIBOPOTOK OIPEIEISIETCsT JTOKATN3AI TAKNX OEJTKOBBIX KOMIIOHEHTOB, Kak KoJiared [V Tumna, jaMu-
HUH ¥ pyTHe. BblIo oTMedeHo, 9T0 30I0THIM CTaHAAPTOM TIPH THCTOJIOTHYECKOM HCCIEI0BAHIN Y GOJTBHBIX ¢ OYIIe3HBIMI
JIEPMATO3aMU SIBJISIIOTCS. MUMMYHOTUCTOJIOTMYECKIE METO/IbI, TI03BOJISIONIIE OIPEIENISATh OTI0KEHNE UMMYHOIJIO0YJINHOB
¥ KOMIIOHEHTOB KOMILJIEMEHTA B KOJK€E C ITOMOIIBI0 UMMYHODIII00PECIIEHTHOTO METOIA.

Kaskzast Hozosmoruueckast hopma GyJIe3HOro SKIEPMOJIN3a UMEET TeHeTHYecKre (U3yYeHre TeHeaOrMIeCKIX KapT) 0CO-
GEHHOCTH HACJIE[IOBAHUSI 1 MIMMYHOTUCTOJOTHYECKYIO XaPAKTEPUCTHUKY, UTO MTO3BOJISIET POBOANTD AuddepeHInaIbHy o
JUATHOCTHKY C APYTHMHU Pa3HOBUIHOCTSIMU OYJIJIE3HBIX [€PMATO30B.

He Bo Bcex ciydasix KJIMHWYECKHE MPOSIBICHUs OYIIIE3HOTO J€PMATO3a MO3BOJISIIOT BBICTABUTH MPABUJIBHBIN [MATHO3
U OIIPEEIUTh KOHKPETHY0 (hopMy OYJLIE3HOIO auAepMoJin3a. B ¢Bsi3u ¢ 9TUM BasKHBI IOIOJHUTEIbHBIE METO/IbI UCCJIe-

NOBaHUs, BKJIIOYaA reHeTu4eCKue, rpoBo/IMMbI€ B IIpOIiecce a/IeKBaTHON CUMIITOMAaTUYECKOMN Tepalunm.

KmoueBble ciioBa

bBynnesnsiit snmzepMonns, KIMHAYECKIE BADUAHTRI, TUATHOCTUKA, JieueHre, TPOPUIaKTAKA.

B POKIEHHDII OyJIIE3HBII SMUAEPMOJIN3 Pac-
cMaTpuBaeTcd Kak (heHOTUNTIMYECKN U TeHeTH-
YeCcKU reTeporenHast TpyIia reHoepMaTo30B, 00yc-
JIOBJICHHBIX PA3JIMYHBIMU MYTallUsIMU B T€HAX, KO-
TOpble KOHTPOJUPYIOT CUHTE3 CTPYKTYPHBIX Oes-
KOB KOKH, OCYTIECTBIISAIONINX 3MMHUIEPMaATBbHO-/IEP-
MaJibHble CBsi3U. 3aboJieBaHiie, Kak MPaBUIO, BO3-
HUKAET yKe T0cae POKAeHust pebeHKa, B CBSI3U
¢ 4eM HeoOXOMMO ero Ha3BaTh HACJEICTBEHHBIM
Gysutestnim amaepmoszom (HBI) [1, 2, 4—6, 8,
11, 14, 15, 35, 37].

B nacrosiee Bpemss HBI Briouaer B cebst
4 ocHOBHBIE U 0K0J10 30 KJIMHUYeCKIX (hopM, KOTO-
pbie 00bEANHSAIOTCS OTHIM KINHUYECKIM MTPU3HA-
KOM — BO3HUKHOBEHMEM BBICBIITAHWI HAa MeCcTax
TpaBMaTHU3aIMN KOXHU. K OCHOBHBIM Tpymnmam

HB3 oTHOCSAT poCTOii OyJIIe3HbII 9MTHIEPMOJII3
(TTB3), morpaHUYHbBINA OYJJIE3HBIN IMUAECPMOJII3
(TTorBd), mucrpoduueckuii GyIe3HbII AMTUAEP-
mosu3 (JIBD) u cunnpom Kunpnepa [2, 4, 5, 24,
41, 49].

[To tumy nacaenoBanmuga rpynmna HBO mompas-
nessierTcst caenytonmm oopasom: 1169 — ayrocom-
Ho-momMuHanTHBIN THM; [lorbd — ayTocommo-pe-
neccuBHblif; /[B9 — ayTocoMHO-IOMUHAHTHBIH,
WJIN ayTOCOMHO-petteccuBHBIHN THT. HBO aBmgercsa
MOHOTE€HHBIM 3a00JIEBAHIEM, T.€. MEHIETUPYIOTIM
TeHO/IEPMATO30M, CJIeZIOBATETBbHO, /I PAa3BUTHS
JNOMWHAHTHOW (DOPMBI JIOCTATOYHO MMETh OJIUH
MYTaHTHBIN TeH, [Jid PeIecCCUBHON — [Ba TeHa.
B 2r10i1 cBsI3u 1pu fOMUHAHTHON hopMe 3ab0/1eBa-
HUSI CJTydan 3a00JIeBaHUsST BCTPEYAIOTCS B KAKIOM
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MOKOJIEHUH, TIPU PEIIeCCUBHON — TAIIUEHT MTOJTyda-
eT MyTaHTHBIE TeHbI OT 06OUX POAUTENEH, He UMe-
01X (heHOTUITHYECKUX TPU3HAKOB 3a00JIeBaHNUs
[4—6]. TIpu Bcex dopmax 3a6oJieBaHMsT UMEIOTCS
reHeTUYeCcKre CTPYKTYPHbIE HAPYIIIEHUS HA YPOBHE
6azanbHOI MeOPaHbI. ITHOTOTUIECKH BCe (hOPMBI
HBD onpeiesisioTcst MHOrOUMCIEHHBIMY T€HHBIMU
MyTaIlUsIMU B Pa3IMYHBIX Xpomocomax. I[lpu
[TorBD u /IBD obHapyxerno Oosee 18 myranmii
B reHax, KoJupymoimux cunre3 mosuekya VII tuna
kosmarena [17, 19, 34, 42, 47, 51]. BoabumHcTBO
9TUX MYTalllil 10 CBOEMY MEXaHU3MY OTHOCSITCS
K MHUCCEHC- M HOHCEHC-MyTalusM. MucceHc-my-
TaIlUU BEJLyT K CHHTE3y aHOMAJIbHOTO MOJIATIENI TH/IA
MoJieKyJbl kosnareHa VII tTuna, B pe3yJibraTe uyero
CTaOUIBHOCTD MOJIEKYJT KOJIJIAT€Ha CHIKAETCS U
Kpersite (UOPHUILIBI CTAHOBSIITCS (DYHKIIMOHAIb-
HO HenoJiHoleHubiMu. Honcenc-myraiuu mpuBo-
1T K 3HaunTesnbnol penykimu MPHK, ciencrsuem
Yero SBJSIETCS MPAKTUYECKH MTOJHOE TIPeKpaleHme
cuHTe3a nosuenTunos. JJomunantHblil /IBD 00yc-
soByen generueii ak3ona B COL7A1 [42]. ABTopwr
ycTanoBuid, 4yto reHoMuas gesenius COL7A1 ipu
nomuHanTHOM [IB3 00ycioBiuBaer HapyuieHue
MOCJIEZIOBATETHHOCTH 9K30HOB B KOHTPOJIE CILIIAi-
cunra ipePHK COL7A1, B pesyasrare 4ero Kepa-
TUHOIUTBHI CUHTE3UPYIOT YKOPOUEHHBIH TTOJIUTIET -
tuz VII Tuna koJiarena, 4To B CBOIO o4epe/lb BeJleT
K HapylleHnio 00pa3oBaHust Kpersmux GuopuiL
u pazsutnio /| B3 pasuoii crenenn BoIpaKeHHOCTH.
[Teproanyecku B 3apyOesKHOI IUTEPATYPe MOSTBIISI-
I0TCST COOOIIEHNsT 06 OTKPBITHH HOBBIX MYTAIlHIA,
MPUBOJASAIINX K PAa3BUTHIO TE€X WJU WHBIX (OpM
OyJutesHoro amuaepmosnsa [48, 53, 54].

Takum 006pas3oM, pasBUTHE BPOKIEHHOTO OYJI-
nesroro snugaepmosnnsa (BB9) obyciosieno myra-
[USIME T€HOB, KOIMPYIOIINX CTPYKTYPHbIE OesKK
KOJKH, KOTOPBIE 00ECTIeYMBAIOT CBSI3b MEK/LY IITH-
JepMucoMm u epmoii (tabsmna). B 15 renax cTtpyk-
TYPHBIX OJIKOB KO BbIsiBIeHO Oosee 1000 myTa-
IH#1, CIOCOOHBIX MPUBOIUTD K Pa3BUTUIO PA3JIAd-
HbIX KJnHndeckux tunoB BB [45, 46]. C myraru-
SIMU CBsI3aHbI HApPYIIEHUsT CHHTe3a OEJIKOB: OTCYT-
crBue Geska, cuHTe3 (QYHKIMOHATILHO HEMOJHO-
1eHHoro Oesika, CUHTE3 Oejika ¢ HapylIeHUsIMU
CTPYKTYPBI, 00JIETYAIONMMU JOCTYII K OEJKY Mpo-
Teas, 4TO MPUBOAUT K €r0 OBICTPOMY paspylieHUIO
[18]. Beskamu, ¢ KOTOPbIMHU CBsI3aHO 3a00JI€BaHUE,
SIBJIATIOTCST KePATUHBI 5 U 14, TeCMOTIIaKNH, TIaKo-
pumun-1, IEKTUH, UHTETPUH, JaMUHUH 332, KOJI-
garenbl VII u XVII tunos, kuaammi. It OeJaku
MMEIOT Pas3nyHyIo JOKAJIU3AINIO B KOXKe: B Kepa-
TUHOIIUTAX JIOKATU3YIOTCSA KepaTUuHbl 5 u 14, BHY-
Tpu cBeTIoN ractuukn (lamina lucida) 6azambHoit
MeMOpaHbl — UHTErpuH abB4, mamuann 332, KoJuia-
red VII tuma, mox temHoN mmactuHkoil (lamina

densa) 6azanbHoOl MeMOpaHbl — KoJtaren VII tuia,
Ha Pa3HBIX YPOBHAX anmaepMuca — KUHAauH |16,
22,28, 30, 31, 52].

WsBectHp! manmbie 0 pactpocTpanennoct BB
Ha teppuropun 70 u3z 85 cyomexToB Poccuiickoii
Deneparu: ot 0 10 19,73 cayuas na 1 mun Hace-
jgenus, B cpenneM 3,64 cayuas na 1 mun [9].
[Homynammonnag yactota Bb9 B Poccum cocras-
astet 1 : 50000 — 1 : 300000, a mporrHo3upyemoe
eKeroJlHoe KOoJMmdecTBO OoJibHbIX BBD — 14—
34 ciydas ua 1,7 MJIH HOBOPOXKIEHHBIX |2, 3, 9].

B OGosbmmHCTBE cTpaH Mupa mpeobjagaer
B CTPyKType 3abosieBanusi mpoctoii BB, B psine
crpan — /b3, pexe nuarnoctupyior [lorba [2, 11,
26, 35]. Tenpepunie pazanuns aas BB ne xapak-
tepubl. Cpen 3apernCcTpUPOBAHHBIX GOJTBHBIX ITPe-
006J1a/1af0T HECOBEPIIIEHHOIETHUE, 4TO 00YCJIOBJIEHO
CMEPTHOCTBIO TATIMEHTOB C TKEJIbIMU (hOpMaMu
BB39 1o noctuzkenus coBepIIeHHONIETHS U OTCYT-
CTBUEM 00PAIaeMOCTH 32 MEUIINHCKOT ITOMOIIIHIO
COBEPIIEHHOJETHUX OOJNBHBIX C JIETKUM TeYeHUEM
3a60JICBAHIISI.

Jlist iuarHoCTUKK OYJUIE3HBIX 1epMaTo30B |16,
20, 32, 38, 40, 43] BaskHOE 3HAUEHIE TMEIOT TUCTO-
JIOTUYECKUE WCCIeI0OBAHUS, KOTOPBIE ITO3BOJISIOT
YCTaHOBUTH (hakT 00PA30BAHUS TY3bIPsI, HO TOYHYIO
JIOKaJTM3AIMI0 9THX 00pasoBaHUN MOKHO OIpejie-
JIUTH TOJBKO C TIOMOIIBI0O MMMYHOTHCTOXIUMUYEC-
KUX MCCJIEJIOBAHUI, KO/ MPOBOAUTCS UMMYHO-
KapTUpOBaHMe Iy3bIpeil (onpeneneHne MecTa MX
BO3HMKHOBEHUSI B 30HE 9ITUIEPMabHOIN 6a3aIbHOI
MeMOpaHbl) € TPUMEHEHWEM MOJIM- U MOHOKJIO-
HAJbHBIX AHTUTEJ], PEArupyIONIUX C AHTUTEHAMU
30HBI AMUIEPMATbHON OasanbHoit MemGpanbl [11,
22,28, 29, 50, 54].

JlrarHos OyJIIe3HOTO AMUIEPMOJTN3A BBICTABJIS-
€TCsl Ha OCHOBAHWY aHAJIN3a KIUHUIECKUX TTPOSIB-
JIEHWH, TTUTOJOTUYECKUX W TUCTOJOTUIECKUX HC-
CJIeIOBAHUM, a TaKkKe UMMYHOMII00PECIIEHTHOTO
Metoza (oTokeHne GUOGpPUHa U UMMYHOTJIO0YIH-
HoB) [28—31].

BuornrarHbiii MaTepuas 3a6UpaloT XUPYpPruyec-
KM MeTOoM. [IJist aHam3a OMOTICHIO TIPOBOST U3
ovara opakKeHMs ¢ 3aXBATOM YYacTKa BUIAUMO 3/10-
poBoii  Koku. OOpasibl cenapupoBaHHON KOKHU
TOJDKHBI TpoekpaTHO pombiBath B DCH (pH = 7,2).
Ham mpencraBisieTcss onpaBiaHHBIM HCIIOJIb30BA-
HUe KOMILJIEKCOB CTPENTABUINHA, KOHBIOTHPOBAH-
HOTO C TIEPOKCUJIA301 U COOTBETCTBYIOIIETO AHTHIM-
MYHOTJIOOYJIMHA B Ka4eCTBE COEIMHSIONIET0 aHTH-
tesa [29]. VccnenoBanusi HEOOXOAMMO TIPOBONUTH
Ha 3aMOPOJKEHHBIX B KPHOCTATe CPe3ax, M MOPSIOK
MIPOBE/IEHUST METO/IUKH 3aKJTI0YAETCS B CIIEYIOIIEM:
1. DHIOTeHHYIO TIePOKCHIas3y GJIOKUPYIOT B PacT-

Bope 0,6% mepokcuaa BOAOPOJAA B MeTaHOJE

B Teuerne 30 MUH.
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TabAmuQ. leHbl, NOABEpPraroLmecs MyTauum Npm pasHbix ¢opmax BB

Ipymna B9 HMedekTHplii 6e10K Ten, Koaupyrommii 6€10K
IIpocmoii B3
CynpabasajibHbiii:
— JIeTaJIbHbBII aKaHTOJIUTUYECKUIT JlecMoriakx DSP
— OTCYTCTBUE TTaKODUIIHA [Tnaxodpmmn-1 PKP-1
— IOBEPXHOCTHDBII JlaHHbIe OTCYTCTBYIOT —
bazampabrit:
— JIOKJIN30BAHHBIN Kepatun 5 u 14 KRT5, KRT14
— repreTrOPMHBII Kepartuu 5 u 14 KRT5, KRT14
— JIpyTHUe reHepajinu30BaHHble Kepatun 5 u 14 KRT5, KRT14
— C TIATHUCTON MUTMeHTaInen Keparuu 5 KRT5
— C MBIIIEYHON ucTpodueit [Tnextun PLEC

— C arpesneli MpUBpaTHUKA
— ayTOCOMHO-PEIeCCUBHBII

[Inexrun, nurerpun abp4
Keparun 14

PLEK, ITGA6, ITGB4
KRT14

Orna [Tnexkrun PLEC
KosbrieBuabIit Keparun 5 KRT5
THoepanuunviii B3

OcCTpblii JIeTaTbHBII: Jlamunun-332 LAMA3

- I‘eHepa]IHSOBaHHbII?I

— JIOKQJI30BaHHBII Kosmaren XVII
— C arpe3uell MpUBpPaTHUKA Wurerpun abB4
— MHBEPCHBIN Jlamunun 332

— ¢ o3/1Hel MaHudecTarmeit

[lanHble OTCYTCTBYIOT

Jlamunnn-332, koswnaren XVII tuma LAMA3, LAMB3, LAMC2, COL17A1

COL17A1
ITGAG6, ITGB4
LAMA3, LAMB3, LAMC2

Jucmpoduuecxuiic B3
Bce dhopwmbr Kommaren VII COL7A1
Cunznpom Kunprepa Kunapmmn 1 KIND 1

2. Cpessbi, npombiB 2 pasa 8 OCH (pH = 7,2),
30 MUH UHKYOUPYIOT TIPH KOMHATHOM TemIiepa-
Type C COOTBETCTBYIOIIMMU aHTtutesamu. [l
omnpezenenust (uUOPOHEKTHHA ¥ KOJIIATeHA
IV tuna npumeHnsiiv KpoJandybu antTuTena hup-
mMbl «MHD®APM» (Poccus), a Tak:ke MOHOKJIO-
HasbHble aHTUTesna hupmbl Biogenex (CIIIA)
s dukcanuu GuUOPOHEKTHHA, JTaMUHWUHA WU
koJutarera I'V tuna.

3. Hocae TpoexparHoii mpombiBku B DCH (pH =
=7,2) cpesbl 30 MUH HHKYOHUPOBAJIHM C COOTBET-
CTBYIOIIMM OMOTUHWJIOBAHHBIM aHTHTEIOM,
MPUYEM KOHBIOTAT UCTIOJIb30BAJIN B Pa3Be/leHUN
1:100 B ®CB.

4. Cpesbl 30 MUH HHKYOMPOBAJIH CO CTPETITABU/IU-
HOM, KOHBIOTHPOBAHHBIM C TIEPOKCHU/IA301, TTPO-
mbiB 3 pasa B DCH (pH = 7,2). PasBenenue
konbiorata coctassier 1 : 100 B OCD.

5. Ilocne TtpoekparHoii mpombiBkKE B DOCDH
(pH =7,2) cpesbl J0JKHBI HHKYOHPOBATh € XPO-
MOTEHOM 3,3-THaMUHOOEH3UINHOM TETPArk/po-
xjopusioM B KonuieHTparwu Imr/miu B DCD.
HernocpenctBeHHo Tiepes; WHKyOamueil cpes3os
B PaCTBOP XpPOMOTeHa J00ABISIOT TEPOKCH
Bostopoa o kourertparuu 0,03 %. Peakius
CPE30B C PACTBOPOM XPOMOT€HA HACTYIIAET Yepe3

5—10 MuH, TTOCJIE Yero Cpe3bl HEPEHOCSIT B HOJIb-

moe kosimuectBo MCD.

6. B xayecTBe KOHTPACTHOTO BEIECTBA UCIOJIb3Y-
I0TSI METUJIEHOBBIN CUHUI WJIM IeMaTOKCUJINH
o Maiiepy.

Brauasie HabuparoT KOHTPOJIbHYIO IpyIiny (10-
HOPBI — 3/I0POBBIE JIUIA U HE CTPAIAIONTIE KOXKHBI-
MU ¥ 2y TOUMMYHHBIME 3a00JIeBAaHUSIMU ) 1IsT OTIPe-
JIeJIeHUs PeaKIMi aHTUCHIBOPOTOK (TIOJIMKIIOHATb-
HBIX aHTHUTEN ). AHTHCBIBOPOTKA TTIPOTUB KOJIJIaTeHa
IV Tuna paer moJoKUTENbHYIO PEAKIUI0 B BUJE
JIMHWUM 110 BCeil JJTMHe aMuAepMaIbHON Oa3aJbHOI
MeMmOpaHbl U OasajabHO MeMOpaHbI IIPUIAATKOB
Koxu. [To1oKUTENBHYIO PEAKIINI0 MOKHO OIIPeie-
JIATh ¥ Ha CTEHKAaX JIePMaJIbHBIX cocy/10B. Ha cpesax
OT JIOHOPOB AHTHUCBIBOPOTKA TIPOTUB (DUOPOHEKTH-
Ha BBI3BIBAET MAJIOBBIPAKEHHYIO PEAKIIUIO B JIEPME,
B COCOYKOBOM cJioe oHa ycunBaercst. CBsi3blBaHue
(bubpoHEKTHHA B JIEPMAJIBHBIX COCY/IaX 31I0POBOIL
KOKM He Habsomaercst. Peakiiyst aHTHCBIBOPOTKH
MPOTUB JIAMWUHWHA TPOSBISETCS B BHUJE JUHUU
B 30HE BIHIEPMaIbHOIl OasajbHOW MeMOpaHbI M
MPUIATKOB KOXKU, TIPUYEM CBSI3bIBAHUS JIAMUHUHA
B CTEHKaX COCy/I0B He oT™mevaetces |7, 30, 33, 45].

Y GosbHbIX OyJsuie3HbiM neMpurongom Jlesepa
C TOMOIIbI0 MMMYHOTHCTOXUMUYECKUX PeaKIuit
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MOSKHO OIIpene/saTh Kouaared IV tuma, hubpomex-
tuH u JamuanH. Konmaren IV tumna ompenensercs
B BUjIe JIMHUU HA J{HE My3bIPEil, YTO YKA3bIBAET HA
JIOKAJTU3AIINIO 00Pa30BaHMUST TOJIOCTHBIX 2JIEMEHTOB
Ha/[ 6a3aJIbHOM ITACTUHKOIL. JITAMUHWH MTPOSIBJISIET-
cs1 B BUJIE JIMHUM HA JTHE My3bIPeil U yKa3bIBaeT Ha
BO3HMKHOBEHUE TTY3bIPEH B CTEKJOBUIHOMN TIIac-
THHKe 6a3aJbHOTO CJI0s anupepmuca. Oubponex-
TUH 0OHAPY/KUBAETCS B BUJIE JIMHUK HA JTHE ITY3bIPS,
r7ie OH (hOPMUPYET CETh M CBSI3AH CO CTEKTOBUIHOMN
MJIACTUHKOM [44].

[Ipu Oysme3HoM BHUAEPMOJIN3E KOJJIATeH
IV tuna ornpenensieTcs: B Bujie JIMHUY HA TOKPBITITKE
ny3bipeit B 100 % caydaeB. OuOpOHEKTHH BbISIBIISI-
IOT TaK’Ke Ha MOKPBIIITKE ITy3bIPEi, a TaK:Ke B BUJIE
CETHU B COJIEPIKUMOM ITy3bIPeii. ITO CBUIIETENHCTBY-
€T O BO3HUKHOBEHWH ITy3bIPEH TIPU JAHHOM T€HO-
nepMaTose HusKe 6a3abHOI IracTUHKY [45].

30JI0TBIM CTaHAAPTOM IIpU OYJIIE3HOM JiepMa-
TO3€ ABJAECTCA MMMYHOTHUCTOJOTUTYECKOE MCCIIe/I0-
BaHUe, TI03BOJISIIONIEE OTPEIESITh OTJIOKEHUE M-
MYHOTJIOOYJIMHOB ¥ KOMIIOHEHTOB KOMILJIEMEHTA
B KO)KE€ C TIOMOIIBI0O UMMYHOMIIOOPECIIEHTHOTO
meroza [2, 10, 22, 28, 31, 33, 53]. Paspaboran auar-
HOCTUYECKUI aJTOPUTM UMMYHO]IIOOPECIIEHTHO-
TO WCCJEOBAHUST HTUX WMMYHODPEAKTAHTOB, IS
KOTOPBIX MEXKIyKJIeTouHoe orpezenenue 1gG u
KOMIIOHEHTOB KOMILJIEMEHTA B AMU/IEPMIUCE COBIIA-
JIaeT C OTPe/IeIEHHBIM IHarH030M OYJIJIE3HOTO JIep-
marosa: Hammure IgG B GaszaibHON MeMmOpane —
C IMAarHO30M TIaPaHEOIJIACTUYECKOTO TTeMQUryca;
IgG B MeXAYKIETOUHOM TTPOCTPAHCTBE — TTeM(U-
ryca; orsioskerre IgG B 30He anupepManbHON Oa-
3abHON MeMOpaHb — neMburonia JleBepa u Gy.i-
JIEBHOTO SIMUIEPMOJN3a; oTJoxeHue IgA B nep-
MaJIbHBIX COCOUKAX — TepIeTu(OPMHOTO JIEPMATH-
ta Jltopunra—bpoxa [44].

N3ydenve OTI0KEHUIT UMMYHOTTIOOYIMHOB 1
KOMITOHEHTOB KOMIIJIEMEHTA MOKET MMETh OTPAHU-
deHre, TOCKOJIbKY HECOOIOEeHIe MPABUJI Oy~
YeHUsT a/[eKBaTHON OMOTICHH KOKU MOSKET ITPUBEC-
TH K OTCYTCTBUIO OTJIOKEHU UMMYHOPEAKTAHTOB
M3-32 UX Pa3pelieHus BCJAEACTBUE IOTJIONIEHUS
(aronUTHPYIOMUMHA KJIETKAMU BOCTIAJINTETHHOTO
MHUIBTPATA U BO3/IEUCTBUS PACHIETIIEHUS TTPO-
TeazaMu. B ciiydae MeToia HENPSIMONH MMMYHO-
(hJIIOpECIIEHIINN U UMMYHOOJIOTTHHTA MOJKET He
OBITH IUPKYJIUPYIONIUX AyTOAHTHUTEN, 4TO TaKKe
BAKHO I YCTAHOBJIEHWs auarHosa [22, 28].
C y4eToM 9TUX JJAHHBIX TIPEJJIaraioT UCIOIbh30Ba-
HUE€ WMMYHOTHCTOJIOTUYECKOTO WCCIIe/0BAHUS
Mecta (GOPMUPOBAHUSI TTy3bIPsI B 30HE DIUEP-
MaJIbHOI OasaibHON MeMOpaHbl W M0A6a3aIbHOI
30HE C MMOMOIIIBIO U3YUYeHUs Pacipe/ieleHusT aHTh-
TeHOB 30HbBI 0a3ajbHON MeMOpaHbI AMUAEPMHUCA
[16, 31, 43].

AnTurenbl 6a3aabHON MeMOpaHbBI AIHIEPMIICA
HCCIIEIYIOT TJIABHBIM 00pPa3oM [t [THAarHOCTUKA
BB, npu koTopoM cuuTaercsi, YTO ITOT METOJ
MOJKET 3aMEHUTDH 3JEKTPOHHOMUKPOCKOTHNYECKUEe
uccirenoBanust [36], ToToMy 4TO HanGObINAsT KOH-
rieHTparust Kosaretna IV tima Haxoaurest B 6asasib-
HOH TJTAaCTUHKE, JAMIUHUHA ¥ aHTUTEHOB OYJITIE3HO-
ro memduronsa — B CTEKJIOBUIHOMN, Kosmarera VII
tuna — B moxpbasanbHoi [17, 19, 34, 47, 51].
OG6HapyskeHre aHTUTEHOB OYJIIe3HOTO meMduron-
Jla Ha JiHe My3bIps 1pu poctoM BBO mo3Bosiser
otauddepeHTTpoBaTh ATy TPYHIY OT TTOTPAHNY-
HBIX (hOpM OYJIIIE3HOTO SIMUAEPMOJIH3A, TPH KOTO-
PBIX aHTUTEHBI GYJIIE3HOTO TTeM(DUTONIA BBISIBIISIOT
Ha TOKPBINIKe Ty3bipeii. OnpesesieHne KoJarena
IV tuna, 1aMMHUHA, QaHTUTEHOB OYJLIIE3HOTO TIE€M-
(uronia Ha TIOKPBITIKE TTY3bIPEH TIO3BOJISIET OTJIH-
9uTh AUCTPOdIIecKIe (hOPMBI OYILIE3HOTO ATIUIEP-
MOJIN3a OT MOTPAHUYHBIX €ro (hOpM, ITPU KOTOPHIX
KoJutared IV Tuma u TaMuHWH OOHAPYKUBAIOT Ha
JTHE TTy3bIpeil, a TaKyKe OT IPOCTHIX (hOPM OYJIIE3HO-
'O 3MUJIEPMOJIN3A, ITPU KOTOPBIX KoJutareH IV Tumna,
JAMUHWH W aHTUTE€HBI OYJIJIE3HOTO SIIHIAEPMOJI3A
HAXOJSATCS Ha JTHE My3bIpeit [45].

PesyabraTel onpezenenusa kosiareHa [V tumna
Ha J[He My3bIpeil mpu Oy/LIe3HOM TTeM(pUTOU/IE COB-
MaJIaloT ¢ MECTOM BO3HUKHOBEHUS Iy3bIpeil 1pu
MaHHOM 3a00JIeBaHUY Bbille 6a3aJbHON MIaCTHH-
KU, ITOKa3aTejeM KOTOPOI B UMMYHOTUCTOJIOTHYE-
CKOM HCCJIeIOBAHNN ABJsETCA KosmareH [V Tuma.
JlaMwuHUH onpeziesisieTcs Ha JIHE Iy3bIPEN Tpu
OyJLIe3HOM TIeM(UTONU/IE, YTO COOTBETCTBYET JIOKA-
JIN3AIUY ITy3bIPEeii B BEPXHUX CIOSX CTEKJIOBUIHON
MJIACTUHKYA BBINIE PACTOJOKEHUS JaMUHUHA B
obmacTu camoii OOJIBIION KOHIIEHTPAIMK aHTHUTe-
HOB OyJsutesroro nemburonga. OubpoHeKTHH 00-
HapysKeH Ha J[He My3bIpell B BU/IE JIUHUK MTPH OYJI-
Je3HOM TieMduronsie, a TakKe B COAEPKIMOM
nysbipeil B Buze ceru. Hammume dhubpoHeKkTHHA
B BU/eE JIMHUKM HA JHE My3bIpeil Tpu Oyae3HoM
neMdUTON e COBIIAIAET C €T0 JIOKAIU3AIUEN B CTe-
KIoBUAHON Tuactuake. DOpMUPOBaHWME CETKU
B COJIEP’KMMOM ITy3bIPE SIBJISETCS, BEPOSITHO, (hOp-
MHUPOBaHUEM TTEPBUYHOTO MATPUKCA B TEJISAX perra-
pUpOBAHUS TOBPEXKIEHHOTO 3MUIEPMUCA U €Tro
GaszanbHOI MemOpanbr [30].

Oo6Hapyskerre (GUOPOHEKTHHA HA TTOKPHINIKE
My3bIPS B BU/I€ TUHUHM U B COAEPKUMOM My3bIpeit
B BHUJIE CETKU TIPU TIPOCTOM OYJIIIE3HOM BIIHIEPMO-
JIn3e, BO3MOJKHO, COBIIAIAET C MOBBITIIEHHBIM KOJTH-
yecTBOM (hrOpOHEKTHHA B MOA0A3aIbHON 30HE B
cyJae ee TIOBPEXK/IEHNS BCIENCTBHE ayTOMMMYH-
HBIX peakiuii nmpotuB KoJuiarena VII tuma u Bo3-
HUKHOBEHUsT (hUOPOHEKTHHOBOTO MaTPUKCA B Iie-
JIIX 3a’KUBJIEHUS TTOBPEKIECHHOTO BHEKJIETOUHOTO
Matpukca [28—31].
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TakuM 00pa3oM, IMOJHOCTHIO OTPABIAHO HC-
MOJTK30BAHIE METO/Ia OTIpeieTeH st (UOPOHEKTHHA,
JIaMUHUHA, KoJuareHa [V Tumna B MMMYHOTHUCTOJIO-
TMYECKUX HUCCIeOBaHUAX OyJIe3HbIX 3aboJeBa-
HUil, BKJOYass W OyJUte3Hblii anugepmosn3. Ha
IpakTUKe ObIBaeT TPYAHO PACIO3HATH TY UJIU HHYTO
dhopmy OyJLIIE3HOTO SMUAEPMOJIN3A, OCOOEHHO TI0-
rpaHnmyHble (POPMBI IEPMATO3a, M 37€Ch BAKHYIO
POJIb UTPAIOT UMMYHOTUCTOXUMHUYECKIE HCCJIe/I0-
BaHs, MMO3BOJISIONINE TOYHO yKas3aTh (hopmy OyJi-
JIE3HOTO JIepMaTo3a.

Cormacao pexkomengarnuaMm 111 Mexmzynapon-
HOTO COTJIACUTELHOTO COBELAHMS 110 IMarHOCTUKE
U KjaccuduKau OyJIe3HOTO SIIHAEPMOJIN3a
(2008) u ux mepecmorpy B 2014 r., paznauyaior
JyeThipe OCHOBHBIX THIIA U Inecth cybtumnos BB,
00beTMHEHHBIX OTHUM OOIINM MTPU3HAKOM — MeXa-
HUYECKOH €1ab0CThI0 MU XPYIKOCTBHIO IMUTE M-
AJIbHBIX CTPYKTYP KOXKH. BHYTPU OCHOBHBIX CyOTH-
OB BbIEIEHO 0K0JI0 30 KamHu4IecKuX ¢hopm 3a60-
snesanus [1, 2, 24, 27, 41, 49].

OCHOBHBIM KJIUHUYECKUM TTpu3HakoM BBO aB-
JisieTcs TIOgBJIeHWe Iy3bIpeil 1/Wiu 5po3uil Ha
KOJKe U CJIUBUCTHIX 060J0UYKAX BCIEACTBUE CHIKE-
HUS UX PE3UCTEHTHOCTH K MEXAaHWMYECKUM BO3JIEii-
CTBUSIM, JIa’Ke MUTHUMAJIBHBIM. JTTUTENTU3AINST 9PO-
3UBHBIX JIe(PEKTOB TP PA3JIUYHBIX (hOpPMax rorpa-
HUYHOTO U JUCTPO(GUIECKOro OYILIE3HOTO SIIUIEp-
MOJIH3a MTPOUCXOAUT ¢ (hOPMUPOBaHUEM PYOIIOBOIT
TKaHU (Jare aTpodudeckoit) m MUIIyMoB. Kin-
HUYECKUM MPU3HAKOM MOTPAHUYHOTO OYJIJIE3HOTO
aMMAEepMOJIN3a lepauTia sBiasercs U30BITOYHAS
TPaHYJISIUOHHAS TKAHb B MECTaX, TTOJIBEPratoNNX-
CsI MeXaHMYeCKOMY BO3IEeUCTBUIO (TIPEeNMYIIEeCT-
BEHHO BOKDYT PTa U HA HOI'TEBBIX BAJIIUKAX).

B mmarnoctuke BB3O mmeror 3nauenmne Ttakme
MPU3HAKH, KAaK OHUXOAUCTPOMUS, KepaTo3s JIaJIoHel
U TIOJTOTIIB, TUTIO- W IETTUTMEHTAIINS KOXHU, AaHEMI.
KoHTpakTypbl, ICEBIOCUHIAKTUINA U OTCYTCTBUE
HOrTeil — HarboJjiee 4acTo PerucTpupyeMbie Mmpo-
saByenus tskensix Gopm BBI. K apyrum, pesxke
BCTpevalomuMced puzHakam Bb9, otHocaTcs amo-
TeTst, TUTIEP- UJIM TUTIOTUIPO3, KAPUEC, YaCTUIHAS
WJTA TIOJTHAS aIEHTU, MUKPOCTOMIS, 3aTPyAHEHTE
TJIOTAHUS, 310D, Auapes |2, 4—6, 25, 46, 49].

Hekoropble KauHudeckre MpU3HAKU OOJIE3HH
MPOSIBJISIIOTCS CPa3y TOCJe POKIEHUS, IPYTUE JKe
MOTYT pas3BUBaThCst B GoJiee cTapiieM BO3pacTe.
Hanpumep, dhopmupoBanue py6110Boii atpodum,
MUJTUYMBI, TICEBIOCUHIAKTUINN, KOHTPAKTYPHI,
aCTpoh UK HOTTEH MU IPHOOpPETeHHAst aHOHUX ST
Pa3BUBAIOTCS Yepe3 HEKOTOpoe BpeMs (MeCSIThl,
TO/Ibl), IPU3HAKU TIOPAKEHUST OPTAHOB IMHII[EBAPE-
HUS TTOSIBJISIIOTCS TIPY TiepeBojie pebGeHKa Ha TBep-
nyto niunry. OTCyTCTBUE 9TUX TTPU3HAKOB B ITE€PBbIE
MECSITBI JKU3HU He TOJBKO He TO3BOJITIOT KIMHU-

YyecKu yctanasiuBaTh hopmy BB, Ho u 3arpynns-
eT mpoBefieHNe TuddepeHITnaaIbHONl TUarTHOCTUKI
C ZIPYTUMU TTy3bIPHBIMU 3200JI€BAHUSIMU.

ITpocroit BB 6bun omucan B 1886 1. I. Keb-
HepoM. 3aboJieBaHne XapaKTePU3YeTCsT Ay TOCOMHO-
JIOMUHAHTHBIM THUIIOM HacJe[0BAaHUS C YaCTOTOM
1:50000. Mmetorcs HabIIOAEHMS O IIepeade 9TOro
JepMaTosa B 8 MOKOJIEHUAX moApsia. 3aboaeBanue
HAYMHAETCSI ¢ POKIAEHUS JIMOO BCKOPE MOCTIe HETO.
Ha mecTax, mogBepraiommnxcsa MeEXaHMTIeCKOMY pas-
ApaskeHuio (TpeHwe, AaBjaeHue, yimo), BOSHUKAIOT
TOHKOCTEHHBIE TTy3bIPU BEJUYMHONU OT FOPOIITUHBI
JI0 TPEIIKOTO OPeXa C CePO3HBIM COIePKUMBIM. Boc-
MAJTUTENTbHBIX U3MEHEHUH B OKPYKHOCTHU My3bIpeit
HeT. Yaie Bcero BBICHITIAHUS JIOKATU3YIOTCS B
00JTacTH KOJIEHHBIX, JIOKTEBBIX W TOJEHOCTOITHBIX
CYCTaBOB, KUCTEH 1 BOJIOCUCTON YacTH TOOBBI. [[J1s1
HOBOPOKJIEHHBIX ¢ JII000i (hopmoit BB xapakTep-
Ha JIOKAJTMU3AIMS BBICBITIAHWI HA MECTaX, IMO/IBEPT-
MTUXCST MEeXaHUYeCKOMY BO3/EHCTBUIO BO BPEMS
MpOX0K/eHus ponoBuix myTeil. [locse camoctosi-
TeJbHOTO (MU UCKYCCTBEHHOTO) BCKPBITUS MY3bI-
peil TIPOUCXOANT OBICTPOE 3aKMBIIEHIE 0OPA30BaB-
muxcst 9posuii 6e3 arpoduu u pyobIOB, HO C Bpe-
MeHHoi nurMmenTamnuein. Cumnrom Hwukosbkoro,
KaK TIPaBUJIO, BCETAAa OTPUTIaTeNbHBIN. Cau3ucThIe
000JIOUKH MTOJIOCTH PTA TIOPAYKAIOTCST KPaliHe PEIKO
(1—2%). HorreBble NIACTUHKUA HE WU3MEHSIOTCSI.
Y 4erBepTH GOJBHBIX MOKET HAOJIIOAATHCS JIAJI0H-
HO-TIOJIOIIBEHHBII runepruapos. ObIee cocTosHue
He HapyiieHo. Tedenne 3ab0JieBaHue JIETKOE, OCO-
GeHHo y seBoYek. B yMcTBeHHOM ¥ (hHU3NYECKOM
passutun peberok e orcraer. Obocrperue 3abo-
JieBaHusT HaOJIIOaeTCs B TIEPUO/IbI, KOT/Ia OH Hauu-
HaeT T10JI3aTh, & 3aT€M XOJUTh, a TaKKe B JIeTHee
BpeMsd rofa. PeMuccnn HacTymaioT 3MMOH 1 ydara-
forcst K myOepraThbiii nepuoxa. CylecTByer Tak
Ha3bIBaeMas JIOKATM30BAHHAS WIN JIETHIST (hopMa
153 — cunnpom Bebepa—Kokkeiina, koTopast Ha-
YUHAeTCd Ha TIEPBOM WU BTOPOM TOAY >KU3HM,
WHOT/IA B IOHOIIECKOM BO3pacTe, IMeEpefaeTcs TI0
ayTOCOMHO-TOMUHAHTHOMY Tumy. Ilyseipm Joxa-
JIN3YIOTCS UCKJTIOUNTETHHO HA JIAJIOHSIX U TIOJIOI-
BaX, MOKPBIIIKK UX OoJiee TOJCThIE, COAEPKUMOE
ceposHoe. B paHHeM jieTcTBe y O0IbHBIX MOSIBJISTIOT-
csI TUTIEPKEPATOTUYECKE YIACTKN Ha TIOMOTIBAX 1
TUIIEPKEPATO3 JIAJIOHEH 1 TIOJIONIB, COXPAHSIONINECS
U BO B3POCJOM Bo3pacTe. B mepmoa moI0BOTO
CO3peBaHUs M KIMMaKca HaOII01aeTCsT YTy dlieHue
KOKHOTO TIpoIfecca.

Cunzipom Bebepa—KokkeiiHa mposiBJsieTcst 1my-
3BIPSIMU Ha CTOMAX W aCCOIUMPOBAH C HAYATIOM
XOABOBI. DNUTENU3AIMS My3bIPell MPOUCXOAUT C
obpasoBaHneM MITNYMOB. [IporpeccupoBamie 3a-
GosieBaHUsT HAOJIIOAeTCsT 10 4—5-JIETHETO BO3pac-
ta. [umepkeparos mogoms pazsuBaetcs 10 10-met-
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HETO BO3PACTa, BO BPeMs TIOJIOBOTO CO3PEBAHUS
MOSIBJIAIOTCA MW YCUJIWBAIOTCS TUTIEPTUIPO3 U
YTOJITIIEHY e HOTTeH Ha CTOIax.

[Ipocroii reperudopmusbiii b (curmpom [loy-
JquHr—Meapa) GbIBaeT TpecTaBIeH MHOKECTBEH-
HBIMHM TEHEePaJN30BaHHBIMU TY3BIPAMHU Ha KOKe
U CIM3KUCTON 000J10uKe 1oJ0cTi pTa. CKIOHHOCTD
K TPYNIMUPOBKe (TepreTn(hOPMHOCTH) W BTOPUIHAS
runeprnurMenTaiys HabsoaoTes ¢ 3—6 mec. [Tpo-
rpeccupyeT 3ab0osieBanne B BO3PACTHO MEPUOJT 10
1 roma, 3arem xapakrepHa cTaOMIN3aIUs TPoIecca
U TIOCTETICHHOE YJy4lIeHrWe BIIOTh IO TIOJHOTO
MPeKpalleHus MOSBJIEHUS] Ty3bIPEN WU PEIKOTO
UX IIOSIBJICHUSI B CBSI3M C MEXaHMYECKON TPaBMOI.
[Tocste paspemnienust 3JIeMEHTOB Ha KOKE OCTAETCS
CTOWKasA muTMeHTanusa. KpoMme KOXHBIX TTPOSBIIE-
HUi1, MOTYT OBITH 3aI0p, aHAJbHBIE TPEIIUHBI, 3a-
TPpyAHEHUE [bIXaHus, OJeIHOCTb, AaHEMUs, a y
B3POCJIBIX MOKET BO3HUKHYTh 0a3a/IbHOKJIETOYHbIIT
paK KOXH.

[TorpannyHbIi TeHEPAJTM30BAHHBIM TSKEJIBII
BbB3 (tum lepautiia) xapakTepusyeTcs TMOSIBIEHN-
€M MHO’KECTBEHHBIX, BSIIBIX U OBICTPO BCKPBIBAIO-
IUXCST My3bIPeil Ha KOKe U CAM3UCTBIX 060J0UKaX
¢ o6pa3oBaHUeM IPaHyJISIIINY BOKPYT HOI'TEH U pTa.
3aKUBJIEHIE HPO3UIT TIPOUCXONUT ¢ PYOIOBOI aT-
podmeii, koTopas MpU JOKAJIUIAINUN HA CIAUIUCTOM
0060JI09Ke TIOJIOCTH PTa TIPUBOIUT K MUKPOCTOMUN
n ankusoraoccun. Co BpeMeHeM pa3BuBaeTcst 1ud-
(bysnasg amonerms. JlerampHBINT MCXOM B TEPBBIE
MECSIIIbI ¥ TOJbI JKU3HU CBSI3aH C JIbIXaTEJIbHOMN
HEI0CTaTOUYHOCTHIO.

[TorpannunbIil TeHepaTU30BaHHBIN CPEIHETS-
kel BbO mpencrasien myseipamMu, mpenMyTie-
CTBEHHO PACIIOJIATAIONIMMUCS HA KUCTSIX U CTOTIAX.
B mocsenyiotem apo3un amuTeU3UPYyOTCs ¢ 00-
pa3oBaHUEeM IOBEPXHOCTHOM aTpodun koxu. OT-
JIMYUTELHBIM TTPU3HAKOM 3a00JIeBaHUs OT HETSI-
JKEJIBIX PelecCuBHBIX ToaTumoB /B sBisercs
TUTIOTIIA3HST 3yOHON HMaJM 1 yryOJeHus B Heil.

[Torpannunbiit BB ¢ nosaneit manudecrarueit
XapaKTepu3yeTcs MOsIBJICHUEM ITy3bIpeil U 9po3uit
B OCHOBHOM Ha KO)K€ KUCTeHl M CTON B JIETCKOM
¥ MOJIOZIOM Bo3pacTe. VHora oTMedaoTcst oTCyT-
CTBUE HOTTEH, TUIIEPTU/IPO3, aMejoTeHes3, ToTepst
IepMaTOTTN(MUKH.

JlomuHanTHbIll aucTpodudeckuit BB mpo-
SABJISIETCS C TIEPBBIX MecATieB ku3nn. [1y3wipn, kak
MPaBUJIO, PACIIONATAIOTCS HA MeCTaX JaBJEHUS U
TPeHNs KOXHU, HO MOTYT BO3HUKATh CIOHTAHHO Ha
JM00BIX yuacTKax Koxu. C 4—5-j1eTHero Bo3pacra
My3BIPU BO3HUKAIOT TOJIBKO MOCJIE 3aMETHOT TpaB-
MBI KOKHU U MMOBTOPHO PACIoJIaraloTcsi Ha pyoOrax
B MECTaX 3aKUBJIEHUS TTPETIECTBYIONUX dPO3UH.
B enqunununbIX ciryvasix MosiBJieHUE My3bIpeit rpe-
kpamaetrca K 12—13 rogam. Co cTOpoHBI HOTTEH

OTMEUAIOTCs SIBJICHUS MUKPOHUXUU U OHUXOTPU-
($h0o3a, HOrTH IPUOOPETAIOT CEPOBATO-KEJTOBATHII
I[BET.

PetteccuBnplit auctpodudecKuii TSIKebIN TeHe-
panuzoBanubiii BB (Annono—CuMenca) HadynHa-
eTCs ¢ pOosKIeHus (MHOTHE TAIMeHTHl POKIAIOTCS
6e3 anugepMIca Ha pyKax /Horax, peske — € ePBBIX
nHett sknu3an. Ha Koske TOSIBIISIIOTCS BAJIbIE ITy3bIPH
U 9PO3UH, KOTOPbIE OBICTPO YBEJINIMBAIOTCS B Pa3-
Mepax. Cummtom HukosbcKoTO Bcerma TOJIOKU-
tesbHbIN. Hanbosee Tskeno 3abosieBaHue mpoTe-
KaeT B [epBbIe To/Ibl JKu3HU peberka. [Toce 3axkuB-
JIeHUsT oTMevaeTcst pyoIoBast arpoust KOKH, TPU
HTOM PYOIIBI B CKJTaKAX OTPAHNYNBAIOT IBUIKEHIIE.
[IceBmoCMHAAKTUIINN U KOHTPAKTYPBI MAJBIEB Pa3-
BUBAIOTCS C TIEPBBIX MECAIIEB U JIET JKU3HU, X TIPO-
rpeccupoBaHue TIPENSITCTBYET POCTY U PA3BUTUIO
KHUCTEHd W CTOII, 3aTPYAHSIET CaMOOOCTyKUBaHMeE,
nepe/BUIKeHNe. B 1iepuoj 1mosoBoro co3peBaHus
OTMeYaeTCst CTabUIM3annst KOKHBIX MTPOSBJIEHUI.
C mepBbIX JHEHN KU3HU TTOPAKAOTCS CJIAU3UCTHIE
000JI0YKN: 3aKUBJIEHIIE IPO3UI BO PTY 3aBEPIITAET-
cs1 pyOlieBaHeM ¢ pa3BUTHEM MUKPOCTOMUH, 3apa-
IeHneM BeCTUOYIIPHBIX CKJIAI0K, aHKUJIOTJIOCCHEN,
cBoeo6pasHbIM /1eeKTOM pedn. Y GONbHBIX OTMe-
YAIOTCSl AHOMAJIUHM PACTIONOKEeHUsT 3y0OB, TOpa-
JKEHUST KOCTHO-MBITIIEYHON cucTeMbl (fedopmaliuu
KUCTEHN U CTOT).

PerteccuBnblii auctpodpuueckuit BbO (unBepc-
HBIIT) XapaKTepusyeTcst 06pa3soBaHeM TTy3bIpei Ha
KOJK€ U CJIU3UCTBIX 000JI0YKaX € MEePBON HEIEsH
JKU3HH, a ¢ 2—6 JIeT OHM JTOKAIN3YIOTCS TIPENMyTIe-
CTBEHHO B 06JacTu CKJIaA0K Koxku. C BO3pacTom
pasBuBaetcs AUMGy3HAT ATOTEIHS BILIOTH 10 TI0JI-
HOTO O0JTBICEHSI. DPO3UHN B ITOJOCTU PTaA 3aKMBAIOT
¢ obpasoBanuem pyo6IoB. Ilopaxkenue Kucreil u
CTOIl MUHUMAJIBHO, XOTSI YaCTh HOTTEH yTPAuMBaeT-
C4I elTie B IETCKOM BO3pacTe.

[ucrpoduueckuit BB (npypurnHosusbiit) mpo-
ABJIAETCH, KaK MPABUJIO, C POXKAECHNS WU PAHHETO
JIETCKOTO BO3PACTa, IPUYEM XapaKTepPU3yeTcs yMe-
PEHHO BBIPAKEHHBIMU TTY3bIPSIMU TTPENMYTIIECTBEH-
HO B aKpaJIbHBIX 30HAaX. Y B3POCJBIX HA TOJIEHSX
00pas3yIoTCst IMXEHOUIHBIE TTAITYJIbI 1 OJISIITKHY, HaO-
Jofiaetcsd oHuxoaucTpodus. MyduTeabHbIN 3y
KOKU TIPOBOIIUPYET TMOSIBJIEHNE HOBBIX ITY3bIPEi,
9KCKOpHUAIUI U MUJTUYMOB.

[Ipu cunnpome Kunmmepa ¢ camoro poskmeHUs
HOSIBJISTIOTCSI TTy3bIPH Ha KOJKE U CJIU3UCTBIX 000-
JIOUKaX € TOCJAeAYIONMM pyOiieBanueM u (hopMupo-
BaHUEM KOHTPAKTYP, TICEBIOCUHIAKTUIINI, MUKPO-
CTOMUH, TIPOTpeccupyioliell monkuiogepmMu, ho-
TOUYBCTBUTEIBHOCTHIO, CTEHO3UPYIOTUMU MTPOIIEC-
caMU B OpraHaxX MHUIIEBAPEHUSI W MOYETIOJOBHIX.
Hepenxo pasBuBaercsi onmxomuctpodusi B Buje
JIOPCATbHOTO MTEPUTUYMA, aTPODUH U JIp.
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[Ipu muorux popmax BB oxaum us ocioxHe-
HUN ABJISAETCS TIITOCKOKJIETOUYHBIN pak KOXKH, TIPU-
yeM Ha 00JTy9aeMbIX COJTHIIEM YYaCTKaX KOKH.

[uarnoctuka BB ocHoBama ma amamuecTude-
CKUX JIAHHBIX, KJIMHUYECKOM KapTuHe 3a00/1€BaHUsT
U pesyJibTatax JabopaTopHbIX uccaemroBanuii. [Ipu
TUCTOJIOTUYECKOM HCCJIEI0BAHUK OHONTATa KOXKH
BBISIBJISIETCST CyOaMMIepMaibHas TIOJOCTb, a ISt
ycranoBienus tTuna BBO mnpumensiior meron He-
MpsMONT MMMYHODIIOOpecTieHnH (71 oTIpeiesie-
HUS 30HbI JIEPMO-3TTH/IEPMATTBHBIX COEIMTHEHUI 9KC-
[PECCUM CTPYKTYPHBIX GENKOB KOXKK) MU TPAHC-
MUCCUOHHOU 2JIEKTPOHHON MUKpOCKOTINU (o1Ipe/ie-
JieHre ypoBHsS 06pazoBanust my3bipsi). Kpome Toro,
C TIOMOTIBIO TPAHCMUCCUOHHOM 9JIEKTPOHHON MUK-
POCKOTIUU BO3MOKHO OIEHUTH COCTOSTHUE KJIETOY-
HBIX W BHYTPUKJETOUHBIX CTPYKTYP JECMOCOMBI,
KepaTHHOBbIe (hraMeHTsl, (hubpusier u ap. [36].
B mnpenaranpnoii muarnoctuke BBI kioueByio
POJIb UTpaeT TeHeTUYECKUH aHamn3, Tak Kak yske Ha
CTaJIN¥ TUIAHUPOBAHUS CEMbU, HAXO/ISIIENCS B TPYTI-
1€ PUCKA HACJIEIO0BAHUS TAHHOI MATOJIOTHU, HE0O-
XOJIMMO YYUTBIBATH PE3YJIBTAThl IPEHATAIBLHO /T1a-
rHoctuku [7, 13, 23, 48]. B nanekom 1980 r. 6bim
MIPE/ICTABJIEHBI TTEPBBIE MaTEPUAJIBI TI0 MPEHATAIb-
HOH [MarHOCTHKe OAHOW W3 HamboJiee TSKEeNbIX
opm BBO — renepann3oBaHHOTO TIOrPAaHUYHOTO
OyJLte3Horo anmaepmonsa lepautiia. Bout ucmosin-
30BaH OHWOITAT KOXKW IJIOJA, TIOJYYEHHBIH MpH
(heTOCKOMKU BO BTOPOM TPUMECTP OepPeMEHHOCTH.
EcrecTBenno, Takoii M0/1X071 BeCbMa OIIaceH PasJind-
HBIMU OCJIOKHEHUSIMU, BKJIIOYAs U PUCK TIPEKIEB-
peMeHHOro TipepbiBanust GepemenHoctu. J[laee
METOAIMKN YCOBEPIIEHCTBOBAINCH, KOT/A /g aHa-
Jin3a y’Ke HCIOJIb30BAIU aMHUOTUYECKYIO >KUJI-
KocTh. /loposoBag AMarHOCTHKA TMO3BOJISAET yCTa-
HaBJIMBATh TeHETUYeCKUi jedekT y OGOoJerlIero
YJIeHa CeMbU W NP HEOOXOAUMOCTH B JOCTYIIHbIE
CPOKM TIpepbiBaTh OGepeMeHHOCTh. CyIIecTBYIOT |
GoJiee CJI0KHbIE TEHETUYECKIe METO/IbI, B YaCTHOCTH
MPEUMILJIAHTAIIMOHHAS TEHETUYECKasT IMarHOCTHKA,
paspaboranHas npumepto B 1990 r. [ 13]. Mertoauka
MO3BOJISIET B HECKOJIBKO Pa3 COKPATUTH BPEMST JIMa-
THOCTUKHU KOHKPETHOTO MYTaHTHOTO T€Ha, a TaKkKe
YMEHbIUTH (DMHAHCOBBIE PACXOJBI TIO CPABHEHUIO
C IPYTUMU TeHeTndecKuMu Metomamiu [12, 23, 48].

Heobxoa1Mo Ha3BaTh U HEMHBA3WBHBIE METOJIbI
MpeHaTaTbHON AMATHOCTUKU C WMCIOJTh30BAaHUEM
YJIBTPA3BYKOBOHM armaparypbl, KOT/la BBIIEJSIOT
HEKOTOpbIe (heHOTHIHIeCKHne 0COOEHHOCTH OpTa-
HU3Ma, a UMEHHO: Pa3MePbl HOCOBOI KOCTH, BOPOT-
HUKOBOM 06J1acTH, KeaTouHoro memika [1, 11, 29].

[lo Havaia ucrob30BaHUS B MPAKTUKE UMMY-
HO(JITIOOPECTIEHTHOTO aHaMN3a TPAHCMUCCUOHHAS
anekTpoHHast Mukpockonus (TOM) saBisnach «30-
JIOTBIM» CTaHAAPTOM B AnarHocTuke BBO, Tak kax

M03BOJIsIJIa yCTAaHABJIUBATh YPOBEHb 00PAa30BaHUsI
MTOJIOCTHOTO 9JIEMEHTA W BBISBJIATH HETIOCPECTBEH-
Hble TIOBPEXK/IEHUS B KOJIJIATEHOBBIX CTPYKTYpax
(bumaments:, gecmocomsbr) [36]. TOM aBmgercs
€/IMHCTBEHHBIM METO/IOM, TIO3BOJISIIOIINM JTUATHOC-
TUPOBATh HA PAaHHUX ITamaxX IMPOCTON TepIeTH-
dhopmHbIil OysutesHblil anugepmoauns JloyimnHra—
Meapa [36].

B 1981 r. Pohla-Gubo G. u coasr. [45] nipeio-
KNI UMMYHO(ITIOOpeCIieNTHOe aHTUTeHHoe Kap-
tuposanue (MAK), ocHoBanHOe Ha [OITAITHON 06-
paboTKe OMONTATOB KOKU CIIEI[UATbHBIMI aHTHTE-
JIAMU K CTPYKTYPHBIM OesikaM Kosku. JlaHHast MeTo-
MKa BecbMa TPYIOEMKa, W OAHUM W3 YCIOBUU
SIBJIIETCS HAJMYME CBEXKUX Iy3bipeit. Cremyer oT-
MeTUTh, uTo MAK — momyKommaecTBEHHBIN METOI,
B CBSI3WM C YeM BO3MOKHbBI JIOJKHOTIOJIOKUTETbHBIE
pesyJIbTaThl HccaeoBanmil. B aTux ciayvasx oOsiza-
TeJIbHO MpuberaioT K nocranoske TOM.

lenetnueckuit amanuns (JIHK-gumarmoctuka)
HarboJIee ONTUMAJIEH [IJisl YCTaHOBJIEHUST THITA Ha-
CTIeIOBAHUS JEPMAaTO3a, €r0 KIMHUIECKUX (hopMm.
WccnenoBanus O3BOJSIOT BBISIBJISTH OTIPEIE/IeH-
HbIe MYTaIlNX C UCTIOTH30BAHNEM CEKBEHUPOBAHU
PHK-nedexrusix renos [18, 30, 32, 34].

CremyeT ykasath, 4TO B TeX CIy4asdx Kor/a He
[IPE/ICTABJISIETCST BO3MOKHOCTH ITPOBECTU OUOTICHTO
KOXHU (HOBOPOXAEHHBIN U 7Ip.), OCHOBHBIM METO-
JIOM OcTaeTcs TeHeTudeckuil. MccnemoBanue cok-
pamaeTcss B caydae BO3MOXKHOCTH yCTaHOBJICHUS
reHeTUYecKoro iepexrta y pojicTBEHHUKOB | cTerie-
uu pozctsa [13]. [emernuecknii anaans mo3BoseT
paccMarpuBaTh METOAMKY KOHKPETHOTO JIeUeHUs,
TeM GoJiee ¢ pa3pabOTKOIl T€HHOI Teparuu, 0CHO-
BOIl KOTOPOH SIBJISIETCS ONpe/iesieHre crernududec-
KIX MyTalnii Ipu pa3amanbix popmax BBI.

luddepenimanbuasg auarnoctuka BBO nan-
GoJiee TPyiHA B MJTAJIEHYECKOM BO3PACTE, €€ TPOBO-
JSAT € JIPYTUMU MY3bIPHBIMU JIEPMATO3aMHM HOBO-
POKIEHHBIX (9KCHOTMATUBHBIN AepMaTuT Putre-
pa, repriec HOBOPOSK/IEHHBIX, He/lepyKaHMe MUTMeH-
Ta, UXTHO3U(MOPMHAS 9PUTPOiepMUsI ). Ecaim BbICHI-
HaHUsI OSIBJISIIOTCST B OOJIee MO3/IHUE CPOKH, HE0O-
XOZMMO TIOMHUTB O TaKWUX JiepMaTo3aX, Kak repre-
tudopMHbIiT epmarut [[ropunra, GyJIe3HbIi eM-
uronn Jlesepa, mHOTOOpMHASA IKCCyAATHBHAS
sputema u ip. Cungpom Kunpiepa nmeer KiInHU-
YecKoe CXO/ICTBO C HACEICTBEHHOW TMONKUIOAEP-
Mmueit Pormynna—Tomcona, HacsecTBEHHOM akpo-
KepaToTuyecKoi noikuiaoaepmueil Bepu.

Jleuenne Gospubix BBI mpecaenyer ciemyro-
TIve 1esTH:

— J0OUTBCS perpecca My3bIPHBIX ¥ 9PO3UBHO-513-

BEHHbIX 00pa3oBaHMI;

— mpodusakTika BO3HUKHOBEHUS HOBBIX BBICHI-

TTaHu7;
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— YyCTpaHeHWe WJIM YMEHbIIEHUE BBIPAKEHHOCTH

HEKOKHBIX IIPOSIBJICHUI;

— TIOBBIIIIEHWE KAUYeCTBA )KM3HU MAI[UEHTOB.

Ha ceropnammiuii 1eHb He CyIIeCTBYeT 9THOMA-
Torenerudeckoii repanuu BB, Tepanus 601bHbIX
BB Briouaer B cebst yXO71 3a MOPaKEHHOI U He-
MOPaKEHHOW KOKeil, IeKapCTBEHHYIO TEPAITHIO M0-
PaKEHUH KOXKHM M CJIUBHUCTBIX 000JIOYEK, a TaKKe
JiedeHne OCJIOKHeHUH 3abosieBanust (aHEMUH, OC-
Teoropo3sa u zip.) [3, 10, 25, 39].

¥Yxom 3a mopakeHHOU KOXKeil 3akidaercs B
06paboTKe Mmy3bIpeit, 9po3uil U A3BEHHBIX 00pa3oBa-
Huil. 1ly3bipu 1epes BCKPBITUEM, 9PO3UK U SI3BBI
nepejl MmepeBs3Koil 06pabaThiBalOT BOAHBIMU PaCcT-
BOpPaMHU aHTUCENTHKOB. [Ipu BbIpakeHHOI GoJIe3-
HEHHOCTH B OOGJACTH Iy3BIPS €r0 COAEPKUMOE
MOJKHO acIUpHUpOBaTh HIIPUIOM. [lJst mepeBsi3ku
HCIIOTh3YIOT HeaTre3WBHBIE W KOJJIAaTeHOBBIE TIO-
pUCTBIE TIOKDBITUS, a 3aTeM Y:Ke (PUKCUPYIOIIHe
MOBSI3KU. [ IporeieBbie TIOBI3KYN MEHSIOT €5KeTHEB-
HO IT0 M€Pe BbICHITIAHUS, OCTAJIbHbIE BU/bI — KaK/[bIe
3—4 mH4, 9TO CO3[aeT ONTUMATLHBIN PEXKUM JIsT
srmTenu3anuu. [1pu cyGbeKTUBHBIX OILYIIEHUSX Ha
ouarax MOpakKeHWi Ha3HAvyaloT aHTUTUCTAMUHHbBIE
HperapaThl, CIOCOOHBIE OKa3bIBATh U TIPOTHBOBOC-
naauTebHbIi adekt. st yaydrnernst GapbepHbIX
CBOWCTB KOJKM PEKOMEH/IYIOT Ma3u U KPEMBbI, COJIEP-
JKarie BUTaMUH A, a TaKKe YBJIAKHSIIONIIE KPEMBI,
KOTOPbIE HAHOCST HA CyXHUe YUACTKU KOXKH.

Bonbmmoe BHUManme yAeadioT HeMeTUKaMeH-
TO3HOI Teparuy, Ky/a BKIIOYAT peskuM (n3bera-
HUe (PU3NIECKNX HATPY30K, TPABMOOIACHBIX CUTY-
arnuii u zip.), auery (Goratyro GenKkaMu, yriaeBo/a-
MU, JKUpaMU 1 1p.), pa3amanbie BUTaMuHb! (A, C),
KYPCBhI KOTOPBIX TIOBTOPSIOT Kaxk/ble 3—4 Mec.
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Pecnybaixancoruil cneyianizoganuii HayKoo-npaKmuutuil MeOUUHUIL YeHmp 0epMamoseHepoLozii i KOCMemonozii
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BYALO3HIM eNIAEPMOAI3: AIATHOCTUKA, AIKYBAHHS TO NPOMIAAKTUKA

Bpomskenuii Oy/ibO3HUIN €IiepPMOIIi3 PO3IJISAAETHCST IK (DEHOTUITHO | TEHETUYHO TeTepPOreHHa IPylia eHOJAEePMATO3iB,
3YMOBJICHUX PI3HUMU MYTAI[iSIMU B TeHAX, sIKi KOHTPOJIIOIOTH CUHTE3 CTPYKTYPHUX OLJIKIB UIKIPH, 1110 31iHCHIOOTH eItijiep-
MaJIbHO-/ICPMaJIbHi 3B SI3KH.

V 1iif cTaTTi MU CTAaBUJIN 32 METY BKa3aTH MOJIMOP(I3M KITHIYHIX BUABIB Oy IHO3HOTO €ITiIePMOTi3Y, [JIsT T ATBEPKEHHST
SKWX TTOBUHHI TPOBOANTH IMYHOTICTOXIMIYHI TOCJTi/PKEHHS.

Bukopucrano uucsieHHi JitepaTypHi faHi 1po KJiHIUHI BapiaHTu OyJIbO3HOTO €IiePMOIi3Yy, Je PO3IIANAI0Th He TiJIbKU
4 knacuuni popmu 3axBopioBaHms (IIpocTa, MeXKOBa, auctpodiuna i cunapom Kinpepa), ase i miarunu Koxuoi hopmu
reHozepMarosy. OKkpeMo 06TOBOPIOIOTHCS U TAHHS, TIOB’13aHi 3 TPOBEIECHHSIM IMYHOTICTOIOTIYHUX JOCTIZIZKEHD TIPU PISHUX
dbopmax GyJIbO3HOTO emiIePMOIIi3y, KOJIH 3a JIOTOMOTOI0 CHEIialbHUX aHTUCUPOBATOK BU3HAYAETHCS JIOKAIZAIisA TAKUX
GIJIKOBMX KOMIIOHEHTIB, Ik KosiareH [V Tuiry, jamiHin Ta iH. ByJio BiizHaueHo, 1110 3010TUM CTaHAAPTOM IIPH TiCTOJOTTYHO-
MY JOCJI/PKEHH] Y XBOPHUX 3 OYJIbO3HUMH JE€PMATO3AMHU € IMYHOTICTOJIOTIYHI METO/IH, 110 JAI0TH 3MOTY BU3HAYATH Bi[KiIa-
JIEHHST IMYHOTJIOOYJIiHIB | KOMIIOHEHTIB KOMILJIEMEHTY B IIKIPi 32 J0MIOMOTO0 iMyHO(DIIIOOPECIIEHTHOTO METO/LY.

Koskra Hososoriuna hopma 6yIb03HOTO €I IepMOJIi3y MA€ reHeTHYHi (BUBYEHHS TeHEaTOTIuHIX KapT) 0COOIMBOCTI ycmal-
KyBaHHS 1 iIMyHOTICTOJIOTIYHY XapaKTePUCTUKY, IO /TA€ 3MOTY TIPOBOIUTHU MU(epeHIliiHy AiarHOCTUKY 3 THIMUMU Pi3HO-
BUzaMu OYJIbO3HUX JE€PMATOBIB.

He y Bcix Bunazkax KIiHIYHI BUABKM OYJIbO3HOIO JEPMATO3y AAIOTh 3MOIY BUCTABUTH TIPABUJILHUN IiarHo3 i BUSHAUNTH
KOHKPETHY (opMy OyJIbO3HOTO emigepMotidy. Y 3B’43Ky 3 UM BasKJIMBI JA0AATKOBI METOIM MOCJiIKEHHS, BKIOYAI0YN
reHeTUYHi, 1110 TPOBO/ISITHCS B IPOIECi aleKBaTHOI CUMITTOMATUYHOI Tepartii.

KiouoBi cioBa: Oy/ib03HUI elniziepMoui3, KIiHIuHI BapiaHTH, JiarHOCTUKA, JIKYBaHHS, TIPOQIIaKTHKA.

A.B. Rakhmatov

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.
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