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JTanbl NaTOMOPMPONOrM4eCcKUX N3MEHEHUN B
annaepMuce npu pasnmyHbliX KNUMHUYECKNX doopmax v
cTagmax nemdoumryca n ux natoreHeTn4eckasd
3HA4YNMOCTb

®.P.Maxmygos!, 1.A.Amnposa®, H0.A.Mup3oes?, B.®.Maxmymos!

Pestome. lNemduryc — XxpoHumyeckoe 3rokayecTBeHHoe 3aboneBaHue. KnuHudeckn BblipaxaeTtcs
obpa3oBaHMEM My3bIpet HA HEBOCNANEHHOW KOXE N CNN3NCTbIX. My3bipy 1 3p03un MMET TEHAEHUMIO
K CIUSHWUIO U FeHepanuaauumn npoLecca, Yto, NpyM OTCYTCTBMM CBOEBPEMEHHON N afeKBaTHOM Tepanuu,
npuBoauT K rmdenn 6onbHoro. IameHeHns B kneTkax 6asanbHOro M LUMMNOBATOrO CroeB anuaepmMuca
npu nemguryce ABNAKOTCA OCHOBHOW NPUYMHOWN pasBUTMSA anonTos3a, 3aTeM akaHTonv3a M paspblBa
MEXKIETOYHOWN CBA3N (4ECMOCOM), YTO yKasblBaeT Ha HapyLUEHUS B cCUCTEME perynaunm anvaepmMumca,
KOTOpble NpeaLlecTBYOT U 3aTeM, Ha KOHEYHOM 3Tane cnocobCTBYHT pasBUTUIO ayTOMMMYHHOO
npouecca.

KnroueBble cnoBa: [Nemduryc, akaHTonua, ananTtos.

Pe3stome. [lemduryc —  XxpoHuM4yeckoe npotecca, 4yTO, npu OTCYTCTBUM
3rnoKayecTBeHHoe 3aboneBaHue. CBOEBPEMEHHOM W ajeKBaTHOW Tepanuu,
KnuHuyeckn Bblpaxaetca obpasoBaHWeM npmBoAaUT K rmbenu 6onbHOro. 3ameHeHus
ny3blpei Ha HEeBOCMNANEHHOW KOXe WU B KneTkax 6a3anbHOro u WmMNoBaToro crioes
cnmanctbix. [y3bipy ©n 3po3umn  uUMeroT anvaepmuca npu nemduryce 4BnSOTCA
TEHAEHLUMIO K CIINSHUIO U reHepanu3aumm OCHOBHOW NPUYMHOW pasBUTMS anonTosa,

3aTem akaHTonusa n paspbiBa

MEXKNeTOYHON CBSA3M (OEeCMOCOM), 4TO
yKa3blBaeT Ha HapylweHuss B CcuUcTeMe

Yazigma ligiin slaqa: perynauum anngepmMuca, KoTopble
®.P.Maxmygos1, N.A.AmmpoBat,

10.A.Mup3oes1, B.d.Maxmygos1 npeagwecTtByror M 3aremMm, Ha KOHEeYHOM
1 Kadbeppa Aepmaroserieponorun AMY aTane Cnoco6CTBYIOT pasBUTHIO

ayTOMMMYHHOrO npotecca.
KntoueBble cnoga: [lemduryc, akaHTonms,
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ananTtos.
Summary. Pemphigus is a chronic
malignant disease. It is clinically expressed
by the formation of blisters on non-inflamed
skin and mucous membranes. Bubbles and
erosion tend to merge and generalize the
process, which, in the absence of timely
and adequate therapy, leads to the death of
the patient. Changes in the cells of the
basal and spiny layers of the epidermis in
pemphigus are the main cause of the
development of apoptosis, then
acantholysis and rupture of intercellular
bonds (desmosomes), which indicates
disturbances in the epidermal regulatory
system that precede and then, at the final
stage, contribute to the development of the
autoimmune process.

Key words: Pemphigus, acantholysis,
apoptosis.

Xulasa. Pemfiqus xroniki badxassali
xostalikdir. Qeyri-iltihabi deri ve selikli
gisalarda govuglar amale galmasi ile klinik
olaraq ifade edilir. Qovuglar ve eroziya
birlegsmaye va geniralizasiyaya meyllidir,
vaxtinda Vo adekvat terapiya
aparilmadiqda, xastanin olimuna sabab
olur. Pemfiqusda epidermisin bazal va
tikanli tebagalerinin huceyralerinde bas
veran dayisiklikler apoptozun, daha sonra
akantolizin va huceyralerarasi alagslarin
(desmosomlarin) pozulmasina gatirib
cixarir. Bu da epidermisin tenzimlama
sistemindaki pozgunluglari gdsterir, son
marhalada autoimmun prosesin inkisafina
sabad olur.

Acar sozlar: Pemfiqus, akantoliz, apoptoz.

Memduryc - XPOHUYecKoe
3rioKkavyecTBeHHOe 3aboneBaHue.
KnuHuyeckn Bblpaxaetca obpasoBaHWeM
nysblpe Ha HEBOCNAareHHOM KOXe W
cnusnctblx. [ysblpy M 3po3umn  uUMeroT
TEHOEHUMIO K CIIMSHUIO U reHepanusaumm
npouecca, yTO, npwu OTCYTCTBUMU
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CBOEBPEMEHHON W afeKkBaTHOW Tepanuu,
npuBOaUT K rméenn 6onbLHOro.

B HacTosLee Bpems nemcwuryc
paccmartpusaroT Kak AyTOMMMYHHbIN
npouecc, npuv  HanuyMm reHeTUYEeCKOM
NPUHaAexXHoCTH. CpebiB
WMMYHOMNOIMMYECKOW  TONMEPaHTHOCTN K
KOXHbIM  aHTureHam  (gecmorneunH-1,3)
aBnseTca KrntoYeBbIM dhakTopom
natoreHe3a nemdwuryca. OQHAKO NPUYUHLI
HapyLlweHus MYHKUNOHUPOBAHNS MUMMYHHOM
cUCTEMDI ocTalTCH HESACHbBIMW.
MemdwurycHble aHTuTena BbI3bIBAIOT
aKaHTONMN3  MEXKNETOYHbIX CTPYKTYp B
lwunosaTtbiM  Crnoe  anugepmuca,  YTo
npuBOAUT K o6Gpas3oBaHuto
AKaHTONMUTUYECKON LLENN MEXAY KneTKamu,

HaKanmneHut  TKAaHEBOW  XWOKOCTM W
dropMUPOBaHUIO MY3bIPS.

OnucaHHaa TuaHkom B 1947  ropy
«aKaHTonuTmn4yeckas KneTkay,

obHapyXeHHass B Maskax-oTne4yaTkax Cco
OHa ny3blps  y  6G0OnbHbIX NemM@uUrycom,
ABnseTca crneunduyHon ana nemduryca u
TecT TuaHka [O HacTosllWero BpeMeHu
MCronb3yeTcsa B [OMarHOCTUYECKUX Lerisx.
AkaHTONUTMYeckne KNeTkn
AedopMnpoBaHbl, MeHbLLE pa3MepoM, YeMm
0OblYHbIE, HO fApa B HWUX YBENMYEHbI U
3HauYUTENbHO MPEBOCXOAAT MO nnowaaun
aapa HopMarnbHOW KneTkn. B yBennyeHHoM
agpe Bcerga Haxogatcsa 2-3  aapbilika.
LinTonnasma KIeToK 6asodunbHas,
OoKpallnMBaeTCsl  HepaBHOMEPHO,  BOKpPYr
anpa nposiBnseTcsa ceetno-ronybas 30Ha, a
no nepudepmmn - UHTEHCUBHO CUHNIN 060J0K
(okpacka no PomaHoBckomy-I'Mm3a).

Mpwu 3MNEKTPOHHO-MUKPOCKOMNYECKOM
nccneaoBaHmm obHapyxuBaeTcs
pacTBopeHne MEXXKIETOYHOro

LemMeHTupylowero BellecTso. B npouecce
pasBMTMS akaHToNM3a AEeCMOCOMbl MOYTH
MONMHOCTbIO pPas3pyLllalTCs B LUMMOBATOM
crnoe. basanbHas MembpaHa
paspbixnseTcs, MUTOXOHAPUMN
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pacTBOpPAKOTCA B KneTKax, yTo
ceugetenocteyer 06 anonto3de. Bce
nartonorn4yeckue N3MEeHEHNA npu

nemduryce nokanusylTcs W npoTekalT
UCKMIOYUTENBHO B anuaepmuice U Bce
KNnHM4Yeckme npossneHna 6onesHn Bo Bcex
cTagusax n KIMUHUYECKNX dopmax
nemdwuryca, BHe 3aBUCUMOCTH oT
ONNTENbHOCTWN, Takke HabnwogawTca B
anugepmaribHOM Crioe KOXW U CIIU3UCTbIX
o6onoyexk.

Ha cerogHAwHWA [OeHb uHOpMauMmM o
NopaxxeHn BHYTPEHHUX OpraHoB npwu
nemduryce oTCyTCTBYIOT. B CBS3uM C yem,
nony4eHne 6onee NOMHOM M pacLIMPEHHON
MHdopMauunm o] BCEX aTanax
BHYTPUKITETOYHbIX n BHEKNETOYHbIX
naTomMoponIornyeckmx N3MEHEHUN B
anugepMuce  MNOpaxeHHbIX  04aroB U
BMOMMO 3[0POBOM KOXW B OMHaMUKe npu
pasnuyHbIX KNMHUYECKNX oopmax, CTaansax
nemdwuryca, ANUTENbHOCTH n
pacrnpoCcTpaHeHHOCTH npouecca
MOXeT BHEeCTU ACHOCTb B MpoTeKawlune B
anugepmMaribHOM nriacte naTtoreHeTuyeckme

MeXaHU3Mbl. MaTomopdonormnyeckune
nccrnegoBaHuna Ha BCEX 3aTanax
naTosfiorm4yeckoro npouecca npu
nemdwryce B ANHaMUKe
MOryT BbISIBUTb NEPBUYHOE 3BEHO
NaTosIorM4yeckmnx N3MeHeHNN B

annagepmuce. A UMEHHO, 4YTO M3MeEHsieTcA
NEPBUYHO: MEXKITETOUHbIE CTPYKTYPbI
(oecmocombl) unm
nepBoHavasnbHble  WU3MEHEHUS
NPOUCXOAAT B KneTkax ©6asanbHOro u
LUMNOBATOrO Cfosi, a 3aTem 3aTparnealoT
aecmocombl. OTBET Ha [aHHbIA BONPOC
MO3BONUT OTKOPPEKTMpPOBaTb B3rNs4 Ha
KnuHM4yeckoe TedeHne 3aboneBaHns C
CONYTCTBYIOLLMMN NAaTOMOPEONOrMYECKNMN

N3MEHEHNAMM, npouncxoasLmmm
B annaepmuce n

AacT BO3MOXHOCTb NPOrHO3MpoBaHNS
oonesHn.
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Kak u13BecTHO, romeocrtas anugepmuca
XapakTepusyeTcs onpegeneHHbiM ypoBHEM
NOCTOSIHCTBA Ka4yeCTBEHHOrO n
KONMMYEeCTBEHHOro cocTaBa KepaTUHOLMTOB,
KOTOpbIN obecneumnBaloT  cnegywoLimne
NPOLIECChI: KNeTo4YHoe OBHOBNEHNE (MUTO3)
uerneHanpasfneHHas Murpauusi KneTtok (B
BEpPXHUE CIou) B anvaepMarsnbHOM nracre
unToamndpepeHumpoBka ¢ npespaLlieHuem
KepaTUHOLMTOB B KOPHEOUMUTbLI 1 anonTo3.
Yka3aHHble naTtonorn4yeckne U3MeHeHusa B
anngepmMmuce MoryT ObITb Kak
N305IMPOBaAHHBIMKW, TaK MU coYeTaHHbIMKU. B
3TOM  CBA3M  Heobxogumo  obpaTuTb
BHMMaHMe Ha npouecchl npoucxogsaime
npwu anonTose: BHYTPUKIIETOYHbIE
N3MeHeHns B KneTke, Ha
nocrnegoBaTenibHOCTb 3TUX WU3MEHEHUA W
yaaneHue kKnetok. Anontotmyeckasa rmbenb
Knetok OblBaeT B [AByX BapuaHTax: B
pesynbTarte KepaTuHusaumm n B
NaTosIorM4eckn N3MEeHEHHbIX KrneTkax.
CornacHo npuHATOM nNpy  nemduryce
KoHLenuuu, dopmmpoBaHme
aKaHTONMUTUYECKOW KNEeTKU NpOouUCXoauT B
cnegyoulen nocnegoBaTenbHOCTU:
BblpaboTKa aHTUTEN K CTPYKTYPHbIM Benkam
agecmocom  (gecmorremH  1,3), 3atem
pa3BUTUE akaHTonM3a U B 3aBeplUeHUn -
gedopmMmauusa  KrneTtok LIMMNOBATOro Cros.
Bo3MOXHble M U3BECTHble  MNPUYUHBI
NaTofIorMyecknx N3MeHeHU B 4E€CMOCOMax
MOryT HabnwogaTbCa NpyU  BUPYCHbIX W
CTagOUINOKOKKOBbIX  MHMEKUMAX, OXorax,
cuHgpome Jlanenna, MeXaHNYeCKnX
TpaBMax W B €AVHWYHBIX Cchnyyaax Y
BOMbHbLIX NEMUIrYCOM.

OpHako B KoXe wumelTca bonblioe
KONMMYEeCTBO  COOCTBEHHbIX  aHTUrEHOB,
PacCnoSIOKEHHbIX B  PasfnU4HbIX  CrOAX:
MEXKITETOYHOM BeLLeCcTBe, Ha NOBEPXHOCTU
KNEeTOK U B MEXKNETOYHbIX CBA3AX. IOTO -
cucTema aHTUreHos, CBA3aHHas c
WMMYHHOMN CUCTEMOW, OCHOBHOMN (PYHKLMEN
KOTOPOMN ABMSETCA aKkTMBauus MMMYHHOW
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CUCTEMbBI NMPU NATOSTIOrNMYECKUX U3MEHEHUAX
B krneTtkax. [1pu nemcuryce gecMoOrfneunHol
1,3, K KOTOpPbIM BblpabaTbiBalOTCSA
aHTUTena, BbINOJHAKT pPOflb AHTUIEHOB,
aKTUBU3UPYIOLLUNX UMMYHHYKO CUCTEMY, He
no npuynHe nx naTosiorM4yeckoro
N3MeHeHns, a B CBSA3N C
BHYTPUKIIETOYHbLIMMA N3MEHEHNAMMU B
KneTtkax GasanbHOro M LWMNOBATOrO CrioeB
anugepMuca, BbINOSHAS NpU 3TOM  CBOK
dPU3NoNOrM4ecKyro PyHKLMI0.

BbicTpavBaHve naTtoreHeTU4eCcKnX 3BEHLEB
npoLeccoB, NPOUCXOAdALLNX B anuaepmuce,

ABINAEeTCA L-IpGSBbI'~-Ial7IHO 3HAYNMbIM.
M3ameHeHnss B kneTkax 6asanbHOro u
LinnoBaToro crnoeB anunagepmMunca npu

nemdwuryce ABNAOTCA OCHOBHOW NPUYNHOW
pas3BUTUA anonTto3a, 3aTeM akaHTonmMsa u
pa3pbiBa MEXKIETOYHOMN CBA3U
(oecmocom), 4To ykasblBaeT Ha HapyLleHUs
B CuUCTeMe perynauuu  anuaepmuca,
KOTOopble nMpeawecTBylOT W 3aTeM, Ha
KOHEYHOM 3Tane crnocobCTBYOT pPasBUTUIO
ayTOMMMYHHOrO npotecca.

Heobxoaumo ykasaTb M Ha uUenbii psaq

Tabnuua 1. CpaBHeHue
anonTOTUYECKON KNEeTOoK

MnpoLEeccoB

(2023) 05:18
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KIMWHUYECKMX CUMMNTOMOB Mpu nemawuryce
YyKasblBalOLWMX Ha WU3MEHEHUs B KneTkax
6asanbHOro 1 WNNoBaToro CrioeB, KOTOPbIE
npegLwecTByOT paspbiBy OecMOCOM. Tak,
NaTOrHOMOHWYHbIN ans nemdwuryca
CUMNTOM HUKONbCKOro MoXeT ObITb Bbi3BaH
(NONMOXWTENbHBLIN) Ha BUOMMO 340POBOU
KOXe, 4TO YyKasblBaeT Ha TO, 4TO
naTonormyeckne W3MEHeHuUss B  KneTkax
NPUCYTCTBYIOT, a [JeCMOrfenH eule He
noBpeXaeH.

Kak n3BeCTHO, pereHepaumsa 3po3vin npwu

nemdwuryce, npu OTCYTCTBUU NEYEHMUs,
npoTekaeT  O4YeHb MeZaneHHO nnu
OTCYTCTBYET, 4YTO Takke YyKasblBaeT Ha
HapyleHNss MWUTOTUYECKOM  aKTMBHOCTU

GasanbHbIX KNETOK.
Takum obpas3om, ayTOMMMYHHOW npouecc
npy nemduryce HyXXHO paccMmaTpuBaTb Kak

KOHEYHbIN aTan naTonornyeckmnx
U3MEHEHUN.
Mpw 3TOM Mbl  yBUOUM CX0CTBO

aKaHTONMUTUYECKOW KNeTkn npu nemdwuryce
N aKaHTOSIUTUYECKOW KINETKOWN.

OPMMPOBAHUM  AKAHTOSIUTUYECKON 1

AKaHTONUTMUYECKNE KMNETKN

ANONTOTUYECKME KINETKN

1. Paamepbl KNneTkn nameHeHbl, CMOpLUMBaHME KNeToK

1. N'ameHeHre pa3mepoB KIeToK,
cMopLumMBaHue (gedopmanms) KneTok

2. HAppo
OTMeYvaeTcs
bparmeHTaumsa sagpa

YBEJTINYEHO, CMeLlleHOo K

nepudgepun,2. dparmeHTaums sgpa

3. Bokpyr agpa 30Ha npocBeTneHns

3. AOpO OKPY>KEHO CBETSbIM KOSbLIOM
(npocTpaHCcTBOM)

4. CTpyKTypa opraHen HapylleHa

4. PaspyLwieHue opraHen

5. Pa3pblB 4ecmocom

5. KoHgeHcaumna xpomaTuHa

6. Jln3nc kneTkn

6. LlnTonnaama craHoButca 6e3
CTPYKTYpPHOM
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dononHutenbHasa nHgpopmauumsa.

BnarogapHoCTb.

OTa cTaTbhs 9BnseTCs pe3ynbTaTtoM WccnenoBaHuin
W adHanu3a, MpOBEAEHHbIX Ha HauMOHaNbHOM
ypoBHe; # OGnarogapto  BCexX CBOWX  KOJeET,
npnH1MmMaBLLINX y4acTmne B ero noarotoBke.

Bknap aBTOpOB.

KoHuenums u gusanH: M.®., AN, M.FO. Co6op,
aHanuM3 unn uHTepnpetaunsa AaHHbix: M.®., AW,
M.IO. CoctaBnenue pykonucu: M.®., AU., M.IO.
Kputnyeckmn nepecMoTp pykonucu Ha npegmet
Ba)XXHOIO MHTENMeKTyanbHoOro cogepxanus: M.,
AN., M.IO. Ctatuctnyeckun aHanus: . YnpaeneHue
JaHHbiMn: M., AN, M.IO. MonyyeHHas
nogaepxka, uHaHCMpoBaHWe u KOHTponb: M.d.,
AWN., MIO. AsTopbl npouuTann wu ogobpunu
OKOHYaTenNbHbIN BapyaHT pyKonucu

®PuHaHcupoBaHue.

HanHas cTaTbs NnoAroToBrieHa ans
«MexayHapoJHOro KoHrpecca Mo — akTyarbHbIM
npobnemam MeAULMHbBI», OpraHn3oBaHHOro

AsepbavigxaHckum MeauuMHCKUM YHUBEPCUTETOM.
BHewHee (puHaHcMpoBaHWe Ons  aHanu3a U
nccrnegoBaHusi, NPOBEAEHHOTO C Lerbio NoAroTOBKM
cTtaTbl, He npuBnekanocb. Hwukakas pgpyras
opraHm3aumst UM CMOHCUPYIOLLAs opraHu3auus He
yyacTBoBanM B pas3paboTke U npoBedeHun
nuccrnegoBaHUss WNWM aHanu3a; He ydacTBoBanu B
cbope OaHHbIX, yrnpaBneHuu, aHanwuse,
WHTepnpeTaumMm AaHHbIX UM MNOATOTOBKE PYKOMMWCM,
PacCMOTPEHUN UM YTBEPXKOEHWUMW; HE y4YacTBOBamnm
B NPUHATUM PELLEHUS O NPeacTaBneHnn pykonueu K
nyénvkauumn.

HdocTynHocTb MHdOpMaLum n MmaTepmanos.
MHdopmaumio (gaHHble), WUCMNONb30BaHHY  W/Unn
NpoaHanu3npoBaHHyld B XOAE aHanu3a, MOXHO
nony4nTb, 0GpaTMBLUMCL K aBTOpaM UNN peaakumm
XypHana.

HDeknapauuu.

Opo6GpeHue dTtunueckoro
MHdopMMpOBaHHOe cornacue.
OT kaXgoro yyacTtHuka 6bIrio Mony4eHo NMCbMEHHOe
unn  yctHoe  UHOPMUpPOBAHHOE  cormacue.
Otnyeckmn  komuter (AMY, AsepbanmgxaH) u
HayyHbin komuteT KoHrpecca opobpunm  aToT
aHanwms.

KomurteTa 7]

Cornacue Ha nyo6nukauuio.
He npeaycmatpuBaeTcs.
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KoHdnukt nHtepecos.
ABTOp(bl) 3asBuUN(M) 00 OTCYTCTBMM KOHQMMKTA
WHTEPECOB.

Moppo6HocTM 06 aBTOpAX.

1 AszepbangxaHckuin MeguUUHCKMIA  YHUBEpPCUTET,
Kadenpa 00LLEeCTBEHHbIX Hayk, r. Baky,
AzepbangxaHckasn Pecnybnvka

OtnpaBneHo: 10 anpens 2023 r. MNMony4yeHo: 27
anpensa 2023 r. AnekTpoHHas nyonukauns: 14 uoHs
2023 .
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	Этапы патоморфологических изменений в эпидермисе при различных клинических формах и стадиях пемфигуса и их патогенетическая значимость
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