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OCOBEHHOCTHU JUATHOCTUKUA UICTUHHOM MY3bIPYATKH
CJIM3UCTOM OBOJIOYKH MMOJOCTH PTA

I[HCHpOHCTpOBCKa}I rocyaapCTB€HHasd MCIUIIMHCKAsA aKaJCMHs

Cpenu 00bLIOT0 KOMMYECTBA 3a00JIEBAHUN CIM3UCTON 000JIOUKH NOJIOCTH
pTa Mmy3bIpuaTKa 3aHUMAET 0CO00E MECTO KaK 3a CJIOKHOCTHIO TUarHOCTUKH, TaK
U PE3yJIbTaTUBHOCTHIO JIEUEOHBIX BMEIIATEIbCTB, NEPCHEKTUBOM 3/I0POBbS H
naxe ku3HH OombHoro. [lo MHeHumro psnma wuccnenoBarenei [1,3], npu
HECBOEBPEMEHHO NPOBEJCHHOM JICYEHWH NATOI€HETUYECKOW HAIIPABICHHOCTH
HACTYIAET JIETANbHBIN UCXO0 B cpenHeM uepes3 1,5-2roxa.

IIpyuvHBl BO3HMKHOBEHMS IIy3bIPYaTKU  JONOJUIMHHO  HEU3BECTHBI,
MO3TOMY MPEANOiaralT 3Hau€HUE BHUPYCHOHM, OaKkTepuanbHOM, YHIAOKPUHHOH,
HEBPOI'€HHOM, TOKCHMYECKOW MpupoAbl 3aboneBaHMs, B TOM  4YHCIE
ayTOUMMYHHOTO Xapaktepa [4,5]. OcHOBHBIE 3BEHbsI NATOTeHE3a WCTUHHOM
IIy3bIPYaTKA HOCAT NMPU3HAKK ayTOMMMYHHBIX U3MEHEHUH, IIO3TOMY BBISBJICHBI
IOJIOMKM KJIFOUEBBIX J3TaloOB OMOCHMHTE3a OEJIKOB M HYKJIEHHOBBIX KHCIIOT,
abdepentHoit ¢da3pl WMMYHOTEHE3a CO CHIDKCHHEM YPOBHS HWMMYHHBIX
KOMIUIEKCOB M  HapylIEHHEM JIM30COMHBIX MeMOpaH, 4YTO TpedyeT
COOTBETCTBYIOIEH MEIMKaMEHTO3HOM KOppekimu [2, 4].

PaznuuaioT HECKOJIBKO pa3HOBHIHOCTEH 3aboneBanus [3]: my3bipuyarka c
aKaHTOJIM30M (uctuHHAaS, ByJIbrapHas WU AKaHTOJMTUYECKAs);
n00pOKauecTBEHHAs ceMeliHas IIy3bIpYaTKa I'yxkepo-Xennu-Xenny,;
ny3bIlpuaTka 0e3 akaHtonmsa (memdurown). YCHENIHOE JIeYeHUE HWCTUHHOU
Iy3bIPYATKH, OCOOEHHO 3JI0KAYECTBEHHOW AaKaHTOJIUTHYECKOH, BO MHOI'OM
3aBUCHT OT CBOCBPEMEHHOM JMAarHOCTUKH, IIO3BOJISIOIIEN  IPOBECTH

LCICHAIIPAaBJICHHYIO MNaTOrcHCTUYCCKYIO MCINKaAMCHTO3HYIO KOPPCKIHUIO.



BrisiBieHne B MasKax-OTIEYaTKaX COACPKUMOTO DIEMEHTOB IMOPAKEHUS
AKaHTOIMTHYECKUX KJIETOK TIaHka ¢ Tpu3HaKaMu AUCTPOGUU TO3BOJIAET
3assBUTh 00 MCTUHHOM JHMArHo3e, 4To oOecrneumBaeT ycrex Jjedenus. OmaHako,
KaK CBUACTEILCTBYIOT MCCIICIOBaHHS, OOHAPYKUThH MOJAO0HBIE AUTEINATHHBIE
KJIETKH HE BCErJa BO3MOXKHO B Hauaje 00CiIemoBaHUS OOJBHOTO, YTO PE3KO
CHW)KAaeT ImaHc B JiedeOHOM Tmporecce. HacroiiunBoe u MHOTOKpaTHOE
TUCTOJIOTUYECKOE HCCIIECJIOBAHUE TIOBBIMIAET BO3MOXKHOCTh  JUArHOCTHKHU
My3BbIPYATKH.

[TooToMy medbl HACTOSIIETO HWCCICAOBAHWS CTajl0  MOBBIIICHHUE
9 ()EKTUBHOCTH JTUATHOCTUKHM WCTUHHOW MY3bIPYATKH HA  OCHOBAHUH
KOMIUIEKCa AMArHOCTUYECKUX MPHEMOB M UX PaHKUPOBAHWE B KIMHHUYECKHX
YCIIOBUSIX.

MatepuaJjbl 1 METObI UCCJIEIOBAHMS

ITon wHamuM HaOMIOAEHWEM HaXoaWIUCh 16 OOJBHBIX, CTpPaJArOIIUX
UCTUHHOM My3bIpUaTKoOM, o0oux monoB B Bo3pacte oT 29 nmo 70 mner.
OnHOBpeMEeHHO OoJibHBIE OBUIM 1O HAOIIOJACHHEM JIE€PMAaTOBEHEPOJIOTOB
kadenpsl MEOWIIMHCKOW aKaJleMuHu, TJe UM TPOBOAUIIOCH YIIyOJIeHHOE
obcneoBaHNe KIIMHUYECKOTO, MAPAKIIMHUYECKOTO U JIA0OPAaTOPHOTO XapaKkTepa.
[ToMHMO OLIEHKH KJIMHUYECKOTO COCTOSIHHS BCEM JIMIIAM OTPEICIISITA CHMITTOM
Hukonbckoro, mMpOBOAUIN THUCTOJIOTHYECKOE WCCICIOBAHUE COMEPKUMOTO
DJIEMEHTOB TIOPAKCHUS NIl BBISBJICHHS aKaHTOJUTHYECKHUX KJIETOK TmaHka c
MpU3HAKaMM JIeTeHepaTUBHBIX U3MEHEHUH, n3ydanu yposenb |QG, IgAu IgM B
CBIBOPOTKEe KpoBH 1o Meroxy Manchini u coasr. (1965 r.) B auHamuke
HaOmoeHnii. Bce OosibHBIE KpOME MECTHOM CHMMOTOMATHYECKOW Teparuu
(0OpaboTka oTBapamu JICKAPCTBEHHBIX TPAB M3 MEAWIIMHCKOW POMAIIKH, MSTHI
NEPEYHOM M 3€JICHOr0 dYas) IMOJyJYald TIFOKOKOPTUKOUIB! (ITPEIHU30JI0H,
JICKCaMeTa3oH), WMUTOCTaTuKu (uuKiIopochaMua) W HUMMYHOCYIIPECCOPHI
(camgumyH) 1O OOmIENpPUHATOW cXeme. boibHBIE HAXOAWIUCH IO

AUCITaHCCPHBIM Ha6J'IIO,Z[CHI/ICM.



Pe3yabTaThl HCCIEOBAHUA M HX 00CYKIeHUEe

[IpoBeneHHOE€ WCCENOBAaHWE TO3BOJWIO TOJMYYUTH PSA  JaHHBIX
KIMHUYECKOTO M Ja0OpaTOpHOTO  xapakTepa, oOO0Jamalomux  ICHHBIMU
CBEJICHUSIMH JIJIsl IMATHOCTUYECKOTO TIpoIiecca MPU UCTHHHOM My3bIpuaTke. Tak,
YCTAHOBJICHO, YTO ITy3bIPYATKOM CTPaJatOT MPEUMYIIICCTBEHHO KeHITUHBI (11 n3
16 nabmogaemebix) B Bo3pacte crapiie 50 et (10 u3 uncna o0cie10BaHHBIX).
CrnenoBaTenbHO, C BO3PACTOM YacTOTa CIIy4aeB 3a00JIeBaHUsI PE3KO BO3PACTAET.
[Ipy >TOM wHMMeEeT MeCTO COOTBETCTBYIOIIAs OCOOCHHOCTh JIUTEIHHOCTH
CTpaJaHUs My3bIPYaTKOM 1O MOMEHTa THCTOJOTHYECKOTO TIOJITBEPKICHUS
nuarno3a. [Togasisromiee 6onpmuHCTBO (9 Jmir) Oonenu B npenenax 1-3 jiert, B
TO K€ BpeMs Y 5 4elOBEK JUArHO3 YCTAaHOBJICH Ha MEPBOM rojy 3a00JieBaHus, a
B €IMHUYHBIX CIIyJasx - MOCJE TPEXJIETHETo nmepruoaa. Bee 3To cBuaeTenhCcTByeT
0 3HAYUTEITLHOMN JUTATEIIEHOCTH JIUArHOCTHYECKOTO nporecca,
PaCTATHUBAIOIIETOCS Ha JIBA TOJa, YTO HETATUBHO BIMSET HA KAYECTBO JICUCHUS U
UCX07 3a00JIeBaHMUS.

XapakTepHO TO, YTO y 3HAYMUTEIBHOIO OONbHIMHCTBA 00JbHBIX (13 3 16
HaOJIFOIaBIIUXCS) TIEPBbIC MPU3HAKK My3bIPHBIX BBICHIIAHUH MMOSBUIIACH TIOCTIC
MEPEHECEHHOW TICUXOTPaBMbI OBITOBOTO MPOWCXOXKACHHS, YTO TPU HAJTUIHH
BBIPXEHHBIX COMATHYECKHX 3a00J€BaHUI CYIIECTBEHHO CHU3HIO KadeCTBO
KU3HH.

AHanu3 TOMUYECKUX MPU3HAKOB MCTUHHOW IMy3BIPYATKH IMOKAa3all, 4TO WX
NIEpBHYHAs JIOKAIU3alns Obljla JOCTATOYHO pa3HooOpa3Hoii (Tadi. 1).

Tadomuma 1
Jlokanu3anus 3JIEMEHTOB TIOPaKCHUS Ha TIOKPOBHBIX TKAHAX (CITyJacB)

COIIP + xoxa+
COITP COIIP + xoxa COTIP +koxa + CcIu3UcTag ria3 +

CIIn3ucTad rijas
I1O0JIOBBIC OpPraHbIl

5 8 2 1




JlanHble TAONMLBI YKA3bIBAIOT HAa TO, YTO B IOJABISIOLIEM OOJIBIIMHCTBE
ciydaeB (11 w3 16) mpu my3pIpuaTKe MMEET MECTO HE TOJBKO TOPAKEHHE
CIIM3UCTON 000JIOYKH MOJOCTH PTA, HO U CIM3UCTBIX 000JO0UYEK IPYTrUX OPraHOB
U KOXXM B MECTax IOBBIIIEHHOW TpaBMaTH3allMd, 4YTO JODKEH MMETh B BUAY
Bpayd-CTOMATOJIOT.

Bmecte ¢ TeMm, CylIEeCTBEHHOE 3HAUY€HHWE B JUArHOCTHKE HMCTUHHOU
Ny3bIPYATKH MMEIOT BHEIIHUI BHJ ydYacTKa TIOBPEXKICHWNH Ha TMOKPOBHBIX
TKaHAX, HaJIuyue cumnroma HUKOIBCKOro M JaHHbBIE T'HMCTOJIOTMYECKOIO
UCCIIEJOBaHMsI B Ma3Kax-0TIeYaTKax, noiaydeHHsie merogaoM 3.C. Bacunenko.

HccnenoBanus mokasaiy, 4TO JIMIIh B €IUHUYHBIX ciydasx (y 2 u3 16 mui)
MOryT ObITh 0OHapyskeHbl Iy3blpu Ha COIIP unm ux OOpBIBKM MOKPBIIIKM Ha
TUIUYHBIX y4YacTKax: 3€Be, AUCTaJIbHBIX OTAENaX CIM3UCTBIX 000JIOUEK IIEK U
A3bIKa, HEOHBIX Iy)KKaX, T.e. B MECTaX MEXaHMYECKOro TpeHHs nuuy. Yarie ke
DJIIEMEHTHl BBIMJISASAT KaK HErJayOOKME IOJIMITOHAJIbHBIE 3pPO3UM  Pa3HBIX
pa3MepoB ¢ OOPBIBKAMHU MOKPBIIIKY MTy3bIpsi B THITMYHBIX MECTaX MOBBIIIIEHHOTO
TpeHUsI, OOJIE3HEHHbIE IpU AOTparuBaHuu. Bo Bcex ciydasx HaOmroneHui
yaBaJloCh IOJIyYUTh MOJOXKUTENbHbIM cumnToM Hukonbckoro. BecbMma
XapaKTepHbIM OKa3aJicsi 3amax M3 MOJOCTH pTa OOJBHOTO — €ro MOXHO
OTIpeACNUTh KaK CIaJKOBATHIN 3amax «BapeHoro kaprodens» - 14cnyqaes u3 16
HaOmoaeHuil. [lo HameMy MHEHUIO, MOAOOHBIN 3aMax OTCYTCTBYET MPH APYTUX
noBpexaeHusx COIIP.

[{uTosmornyeckoe  MCCIEAOBAHHE  Ma3KOB-OTIIEYATKOB  ITO3BOJIMJIO
OoOHapyX HUTh KJIEeTKM TIHaHKka C TMpU3HAKAMU JETeHEpaluyd JHIIb TpU
MHOTOKPaTHOM M3yY€HUU Ma3KOB Ha NPOTSHKEHHMU JUIMTEIBHOIO nepuoza. Tak,
[0 HAIIUM JAaHHBIM, Y 8 Uil oJ00HbIe KIETKH YAaBaloCh OOHAPYXHUTH JIUIIb
Ha 5-6 MombpITKE C May3aMu [0 OYEPEeNHOTO peluanBa, a y 8 OOJIbHBIX
noHagobunock Oonee 10 momeiTok. Ecnu ywecTb, YTO aKaHTOJNIMTUYECKAs
my3bIpUyaTKa pPa3BUBACTCS IUKIUYHO, @ OUYEPENHOM pEeUuIUB MPOSBIAETCS

YCHUJIICHUEM PUCYHKA KIIMHUKHU 11O OTHOIICHHWIO K INPEABIAYIIEMY, TO CTAHOBUTCS



OUYEBUJHBIM, YTO JIMIIb HA TUKE PELMIMBa 3a00JIEBaHNS BO3MOXKHO OOHAPYKUTh
B Ma3Kax-oTIeyaTKax KJIeTKH TIaHKa ¢ Mpu3HaKaMH TUCTPOUn.

JitntenbHOe HaOMoieHnEe OOJIBHBIX ¢ MCTUHHOM Iy3bIPYAaTKON MO3BOJISIET
yTBEPXAaTh, YTO KAXKIblH HOBBIA PELUINWB YCHUIMBAET YXYAILIEHUE OOILEro
CaMOYYBCTBHSI, TUTCS JOJIbIIIE, COKPAILIAET CBETIIBIC TPOMEKYTKH.

JlaGopaTopHble UCCIIEOBaHMUSI CBIBOPOTKM KPOBHU OOJIBHBIX HMCTUHHOM
Ny3bIPYATKON BBIABWJIM W3MEHEHHE B HWMMYHHOM CHCTEME. 3HAuHUTEIbHOE
noBbitieHre ypoBHs 1gG u IgA npu cyiiecTBeHHOM CHUKeHUH ypoBHA IgM Ha
noje4e0HOM JTafe, 4To TpeOOBaJO COOTBETCTBYIOIIEH MEAMKAMEHTO3HOMN
KOPPEKIIHH.

Pe3tomupys nosryuyeHHble JaHHbIE KIMHUKO-IA00PATOPHOIO UCCIIEOBAHMS
JWIL, CTPAJAIOLIMX HCTUHHOW Ty3bIPYAaTKOM, HEOOXOAUMO OTMETUTh, YTO
pPaH)KUPOBAHME OCHOBHBIX NMPHU3HAKOB 3a00JIEBaHUS CTIOCOOCTBYET MPaBUILHON
JUArHOCTHKE. HAJIM4YUE XapaKTEPHBIX DJJIEMEHTOB IOPaXEHUS B MECTax
MOBBIIICHHOTO TPEHMsI MOKPOBHBIX TKaHEH, OoOHapykeHue KieTok TiaHka c
IpU3HAKaMU JAETE€HEPALUY, HAJIMYKUE MOJI0KUTENBHOT0 cuMmnroma Hukobckoro,
XapaKTepHbIe U3MEHEHUS B MOKA3aTEIsAX T'YMOPAJIbHOTO UMMYHUTETA, HAJIUUne
HEOOBIYHOTO 3araxa U3 MOJIOCTH PTa.

BriBoabI

1. JINarHOCTUYECKUM  NpPOLECC IPU  YCTAHOBICHWM  HMCTUHHOM
My3bIPpYaTKU B OOJIBIIMHCTBE CIIy4aeB HOCUT 3aTSHKHOW Xapakrep,
4YTO HEOOXOAMMO YUUTHIBATh Bpady-CTOMATOJIOTY.

2. PeunauBupyromiee BOTHOOOpa3HOE TEUEHUE UCTUHHOM My3bIpYaTKU
MO3BOJIIET MOATBEPAUTh OKOHYATEIbHBIM JUArHo3 10 HAJIUYUIO B
Ma3Kax-oTreyaTKax KiIeTok TiiaHka JuIib Ha MUKE PelUInBa.

3. Heo0OxoaumMo y4yuThIBaTh BECh KOMIUIEKC KIMHUKO-JIA0OPATOPHBIX
nokazaTesned IpU UCTUHHOM Iy3blpyaTKe, OCHOBY KOTOPBIX
COCTaBIISIET BBIJIEJICHUE KJIETOK TIIaHKa ¢ MPU3HAKAMU JIEreHepaIiuu

TP MHOI'OKpAaTHOM HM3Y4YCHHUHU Ma3Ka OTIICYATKaA.
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CrarTtsa HagidnIIa
24.03.200%.
Pe3rome

[IpoBeneni nmornubaeHe obcTexeHHs Ta JiKyBaHHS 16 oci0, ki cTpaxkaaiu
Ha CHOpaBXHIO TyxupyaTky. JloBemeHo, IO OCTaTOYHMN JJiarHO3 MOJKHA
BCTAaHOBUTHU IIISIXOM BHSIBJICHHS B Ma3Ky-BIIOUTKY 3 €JIEMEHTIB ypa)K€HHS Ha
MOKPUBHUX TKAHMHAX AKAHTONTHYHMX KIITHH i3 O3HAaKaMM JereHeparii. Ix
BU3HAUCHHsSI HEPIAKO TMOoTpedye Oararopa3oBoro JOCHIDKEHHS B Iepion
peuuauBy BUCHUNOK. [Ipu paHXKyBaHHI KII1HIKO-Ta0OpaTOPHUX MOKA3HUKIB
yYpaxoBYIOTh HAsBHICTh XapakTEPHUX JUIS MyXWPUYATKU BUCHUIIOK, CHMIITOMY
HikonbChkOro, akaHTOMITUYHUX KIITHH 3 O3HaKaMHu JIereHepallii, XxapakTepHi
BIIXWICHHS B TMOKAa3HUKaX TyMOPAJIbHOTO IMYHITETY, IO TOJEITIy€E

T1arHOCTHKY ITyXHUPYATKH.

Summary



The deep examination and treatment of 16 persores suffered from
epidermolysis bullosa have been carried out. It Iesn established that the
final diagnosis is defined by detection in the towtnear from lesion elements
on integumentary tissues of acantholytic cells vd#generation signs. Their
detection often requires repeated examinationgarad of eruption recurrence.
While ranking the clinic laboratory rates the a&hility of eruptions that are
specific for epidermolysis bullosa, Nikolsky's sytom, specific declination in
the rates of humoral immunity thereby facilitatinpe diagnostics of

epidermolysis bullosa.



