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OcobeHHocTM No/imMmMOopbraHOM NaTo/N0rMm y 60/1bHbIX aQyTOUMMYHHBIMU
6y/1/1e3HbIMU fepMaTOo3amMu

Yéumuyea M.A., Usmoxeposa H.B., l'ypkoBckas E.I., boukapes 0.M.

Ypanvckuii eocyoapemeennviii meouyunckuil ynueepcumem (YIMY)
Poccus, 620028, 2. Examepunoype, ya. Penuna, 3

PE3IOME

Henab. M3yunTh 4acTOTy BBISBICHUS M CTPYKTYPY MOJMMOPOWIHON MAaTOJOTMH y OOJNBHBIX ayTOMMMYHHBIMH
Oyme3HbpIMH JepMaTo3aMu. OnpeaenuTs nHaeKe nonumopOounHocta YapincoH u 10-1€THIOI BBDKHBAEMOCTh y
GOJNBHBIX JI0 M MOCJIE Ha3HAYESHHS TNIIOKOKOPTUKOCTEPOUIHOM Teparnuy.

Marepunajbl U MeTOAbl. VccnenoBanue BKIIIOYAJIO PETPOCHEKTUBHBIN M NPOCHEKTUBHBIN 3Tanel. Ha mepsom
JTane NpPOBEICH aHAIU3 MEPBUYHOM MEAMIMHCKOH JoKyMmeHTaimu, 47 amMOynaTOpHBIX KapT M 23 HCTOpHi
Gosie3Hn OonbHBIX crapuie 18 et mo nebiota ayTOMMMYHHOrO OYJUIE3HOrO AepMaro3a. YUHTHIBAINA KIMHHKO-
SMUACMHUOJIOTMYCCKHE JaHHBIC, OCHOBHOI‘/)I )51 COHyTCTBy}OLI.lI/Iﬁ JAHUArHO3bI yCTaHaBHI/IBaJ'lH B COOTBCTCTBHHU C
MexayHaponHoii kinaccudukarmeit 6onesneit 10-ro nepecmorpa. Beem marnuentam paccunTal uHaeke Yapiicow,
ornpeacicHa IO—HCTHﬂﬂ BBIDKUBACMOCTb GOHbeIX ayTOI/IMMyHHblMI/I 6yJ'[.]'le3HbIMl/l A€pMaTo3aMu.

PesyanTatsl. [TomiMopOuaHas marojaorus 10 aedoTa ayTOMMMYHHOTO OyJUIE3HOTO JepMaro3a 3aHMKCHpOBaHA
y 81,4% GonbHBIX. Y 48,6% manneHToB BBIABICHO Ba U OoJiee COMyTCTBYIOMMX 3aboreBanus. Hanbonee yacto
JIMarHOCTHPYIOTCS 3a00JeBaHUs CepAedHO-COCYANCTOH CHCTEMBI (TIepBoe paHroBoe mecto — 52,8%), 3arem
MaTOJIOTHSI KTy JOYHO-KHIIIETHOT0 TpaKTa (BTopoe paHroBoe Mecto—41,4%), Ha TpeThbeM MecTe — YHIOKPHHOIATHH
(20,0%). Mennana nugexca Yapiicon y OONBHBIX JaHHOW Ipymibl coctaBmia 2,5 (1-3), pUCK JIETAIBHOTO HCXO-
na 3a 10-netHuit nepuon 16,5%. Brocneacreun 65,7% maruenTam, mocie ne0Ta ayTOMMMYHHOTO OYJUIE3HOTO
JlepMaTo3a, MoTpeboBaIOoCh Ha3HAUCHUE CUCTEMHBIX TIIIOKOKOPTUKOCTEPOHUIOB. JleKOMIIEeH Al COMTy TCTBYIOIIEH
MATOJIOTHH JIMarHOCTUpoBaHa y 39,1% mnarmenToB. Menana uHIEKca MOTMMOPOHIHOCTH BO3pocia Jio 3,5 (2-5),
PHCK pa3BHTHS JICTAIFHOTO McXona yBennauics 10 34,5% (p < 0,05).

3akaoyenne. IlomumopOuaHas MaToONOTHS yXy[AIIAaeT TEUEHHE M IPOTHO3 AyTOMMMYHHBIX OYIIE3HBIX
JIEpMaTO30B, YBEIMUNBACT PUCK HHBAIHIU3AIMN U CMEPTHOCTH, B OCOOEHHOCTH y NMAIMEHTOB, IOIYYAIONINX CH-
CTEMHYIO ITIOKOKOPTUKOCTEPOUAHYIO TEPAIHIO, B CBSA3H C 4eM OOJBHBIE JOIDKHBI HAXOAUTHCS Ha JTUCIAHCEPHOM
ydeTe He TONBKO y Bpada-AepMaTOBEHEPOIIOra, HO M CMEXHBIX CHEIHATHNCTOB.

KaroueBrnle ci1oBa: AyTOUMMYHHBIC 6yHHC3HBIC JACPMaTO3hl, HOJII/IMOP6I/II[HOCTL, HHIACKC qapJICOH, TJIFOKOKOPTHU-
KOCTEPOUIbI.

Konduaukt uHTEpecoB. ABTOPHI ACKIAPUPYIOT OTCYTCTBUE SBHBIX U MOTCHIMATIBHBIX KOH(PIUKTOB HHTEPECOB,
CBSI3aHHBIX C MyOJUKAIMEH HACTOSIICH CTAThH.
Hcrounuk ¢puHAHCHPOBaHUS. ABTOPHI 3asBISIOT 00 OTCYTCTBUH UCTOYHHKA (DUHAHCHPOBAHWSL.

CooTBercTBMe NMpUHUIMIAM 3THKHU. VccnemoBanue omoOpEHO JIOKATBHBIM JTHYECKUM KomuTetoM YIMY
(mportokox Ne 10 ot 16.12.2016).
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ABSTRACT

Autoimmune bullous dermatosis (ABD) is a group of inherited and acquired skin diseases, the main morphological
elements of which are the bullas, developed as a result of autoantibody production directed against protein structures
of the epidermis and dermo-epidermal junction, leading to epidermal detachment and blistering on the skin and
mucous membranes.

The aim of the research is to analyze the detection rate and structure of polymorbid pathology in patients with
autoimmune bullous dermatoses and to determine the Charlson index and 10-year viability in patients before and
after prescription of glucocorticosteroid therapy.

Materials and methods. The research included retrospective and prospective stages. At the first stage, the analysis
of primary medical records was carried out, and histories of 70 patients over 18 years old, before the onset of
autoimmune bullous dermatosis were analyzed. Clinical and epidemiological data were taken into account, the
main and concomitant diagnoses were determined in accordance with ICD X. The Charlson index was calculated
for all patients, the 10-year viability rate of patients with autoimmune bullous dermatoses was determined.

Results. Polymorbid pathology was recorded in 81.4% of patients, before the onset of autoimmune bullous
dermatosis. 48.6% of patients had two or more concomitant diseases. Among patients with diseases of internal
organs, those with cardiovascular pathology (52.8%) occupied the first place, patients with gastroenteric pathology
(41.4%) occupied the second place, patients with endocrinopathy held the third place (20.0%). The Charlson
index median in patients of this group was 2.5 (1-3), the risk of fatal outcome over a 10-year period was 16.5%.
Subsequently, after the onset of autoimmune bullous dermatosis, 65.7% of patients required the prescription of
glucocorticosteroid therapy. Decompensation of concomitant pathology was diagnosed in 39.1% of patients,
therefore they needed consultation of related specialists. The median polymorbidity index increased to 3.5 (2-5),
the risk of a death increased to 34.5% (p < 0.05).

Conclusion. Polymorbid pathology worsens the course of autoimmune bullous dermatoses, increases the risk of
disability and mortality, especially in patients receiving systemic glucocorticosteroid therapy, and therefore these
patients should be under regular medical check-up not only of a dermatovenereologist, but also of related specialists.

Key words: autoimmune bullous dermatosis, polymorbidity, Charlson index, glucocorticosteroids.
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OcobeHHOCTH NoNMMOpOUAHOI NaTonorum

BBEAEHUE

AytonMmyHHBIE Oyiuie3Hele nepmato3sl (ABJl) —
rpylna HacleACTBEHHBIX M TNPHOOPETEHHBIX 3abore-
BaHMI KOXXH, OCHOBHBIM MOPQOIOTHYECKUM dIIeMEH-
TOM KOTOPBIX SIBISIETCS ITy3bIpb, (POPMHUPYIOIIUHCS B
pesyibTaTe BBIPAOOTKH ayTOAHTHTEN, HalpaBJICHHBIX
NPOTHB PA3IMYHBIX CTPYKTYP JAEPMOBNUAEPMAIBHOTO
COeIMHEHHMs1, IPUBOIAIINX K OTCIOMKe snuaepmuca [1,

2]. K maubonee tsoxensiM ABJl, mMpUBOASIIIAM K CTOMKE
yTparte TpyAOCIIOCOOHOCTH, a TAKXKE CMEPTHOCTH, OTHO-
CSITCS aKAHTOJMTHYECKAs! Iy3bIpUaTKa, OyJIIIe3HBIH IeM-
¢uroun Jlesepa, reprnetuopMHbIi fepMaTuT JropuHra,
OpUOOPETEHHBII U BPOXKICHHBIN OyJUI€3HBII SIHAEpMO-
ma3 [3, 4].

B Hactosmee Bpems cmeptHocTh npu ABJl, HEcMo-
Tpsl Ha TAaTOr€HETHYECKOE JICUEHUE CHUCTEMHBIMU TIIO-
kokoptukocteponnamu (I'KC) m mmmyHHOCynpeccaH-
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OpwuruHasibHble CTaTbu

TaMH, coXpaHsercd Ha BblIcoOkoM ypoBHe (15,0-30,0%)
[5, 6]. [Iporuo3 3aboneBaHMs TaKKEe 3aBUCHT OT HAJIH-
YU COMYTCTBYIOIICH MOTUMOPOUIHON maTosoruy. 3a-
pyOeXHBIC aBTOPHI OTMEYAIOT BHEICOKHH ypOBEHB acco-
muanmu ABJ] ¢ caxapHbIM nuabeTOM, THIIOTHPEO30M,
BOCITJINTETHHBIMU 3200JICBAHUSIMH KUIIICYHUKA, a TaK-
’K€ TIPUBOISIT CBEICHUS O MOBBIIICHUE PUCKA PA3BUTHUS
MHCYJIBTOB y OOJBHBIX JaHHOM rpymnimsl [7, 8]. Hamunaune
HOJIMMOPOUIHON HAaTOJOTHH MPUBOAUT K YXYAIICHHUIO
cocTosiHUA 007bHBIX ¢ AB /I, HEKOHTpOIHpPYEMOMY Teue-
HHUIO COMYTCTBYIOMIUX 3a00J€BaHUN U PE3UCTEHTHOCTHU
uXx K 0a3uCHOM Tepamuu, yXyJIICHUIO Ka4eCTBA >KU3HU
U NPUBEPIKEHHOCTU K MEJUKAMEHTO3HOHN Tepamu, IHo-
BBILICHUIO MOKa3aTeNneil HHBaIMIU3alud U CMEPTHOCTU
601bHBIX [9].

BonpmMHCTBO MCCIen0BaHU OTEUECTBEHHBIX U 3a-
PYOEXKHBIX YYEHBIX CBOAATCS K BBIABICHUIO Hamboiee
pacrpocTpaHeHHBIX 3a00JieBaHuil y 00bHBIX ABJl 1 He
BKJIIOYAIOT OLIEHKY TSDKECTH JUAarHOCTUPOBAHHOM MoJu-
MOpPOUIHON TTATOJIOTHH, YTO SIBIISIETCS aKTYaTbHBIM, TaK
KaK II03BOJIMT CIIPOIHO3UPOBATh TEUEHHE KaK CaMoro
ABJl, Tak U CONmyTCTBYIOLIEH MATOJIOIMM, ONPENEIUTh
PHCK JIETAJIbHOTO UCXO/a.

Ilens nccnenoBaHUS — U3YYUTh YaCTOTY BBISBICHHUS
U CTPYKTYPY HONUMOPOUAHON HAaTOJOTHU y OOJBHBIX
ayTOUMMYHHBIMU OYJUIC3HBIMH JAEpPMATO3aMH, OIpeje-
JIUTh UHAEKC noauMopouaHoctu YapicoH u 10-1eTHIO0
BBDKMBAEMOCTb y MAIlMEHTOB [0 U IOCIE Ha3HAYCHUS
[IIFOKOKOPTUKOCTEPOUTHOM Tepanuu.

MATEPUA/DBI U METOADbI

HccnenoBanne BKIIOYAIO PETPOCHIEKTUBHBIN U MPO-
CIIEKTUBHBIN 3Tamnbl. Ha mepBom aTare npoBeeH aHaIn3
MEPBUYHON MEJMIIMHCKON JdOKyMeHTanuu, 47 amOyia-
TOPHBIX KapT U 23 ucTopuii 60ne3Hn OOJBHBIX CTaplie
18 ner mo nmebroTa ayTOMMMYHHOTO OyJUIe3HOTO Aep-
Maro3a. YYUTBIBAJIUA KIIMHUKO-3ITUIACMHUOJIOTHUYCCKUC
JIaHHBIE, OCHOBHOM U CONYyTCTBYIOIIMHA AMArHO3bl yCTa-
HaBJIMBaJIM B COOTBETCTBUU ¢ MeXayHapOgHOW Kiac-
cudukanueit 6onesnerr 10-ro mepecmorpa (MKB-10).
ITonuMOpOUIHOCTE PErHCTPUPOBATIM IO KOJIHYECTBY
HO30JIOTHIA y OAHOTO OONbHOTO. JIJIsi OIIEHKHM COMAaTuh-
YECKOW MaTOJIOTUHU OIpeliesieH uHaeKe YapicoH, npen-
CTaBJIAIONIUI cOOOW cymMMy OassIoOB 3a HaJU4YWe Ompe-
JICJICHHBIX COMYTCTBYIOIMUX 3a00JjieBaHUid W O0aljIoB,
HAYHCIIIEMBIX 32 KOK0€ ACCATUIIETHE )KU3HU TIPH TIpe-
BBIIIICHUH TTanineHToM 40-TIeTHEro0 Bo3pacra.

K 3aboneBaHusIM, OIICHUBAIOMUMCS C IIOMOIIBIO HH-
Jekca YapiicoH, OTHOCSTCS CEpACYHO-COCY TUCThIE 3200-
JIeBaHHMS, IECMCHIINS, XPOHUYECKHE 3200JIeBaHMS JISTKUX,
00JIE3HN COCIWHHUTEILHOW TKaHM, SI3BCHHAs OO0JIC3Hb,
MOpakeHUE TICUEHH, caxapHbId auader, 3a0oieBaHUS
MOYEK, IMEYCHH, 3JI0KAUYeCTBEHHbIE HOBOOOpPa30BaHUS,

CHHIpPOM IpHOOpeTeHHOro uMMyHoaedurura. Ilpu
9TOM B 3aBUCHUMOCTH OT CTENEHH THKECTH COMYTCTBY-
oIMX 3a00JIeBaHU KOJIMYECTBO HAYHCIISIEMBIX 0aIOB
MO>eT ObITh paBHO 1, 2,3 u 6.

C nomomplo HHAEKCAa YapJcoH HPOTrHO3UPOBAIU
10-IeTHIOI BBIKHBAEMOCTH OOJBHBIX ayTOMMMYHHBIMH
OyJuIe3HBIMU AepMaTo3amu. Ha BTopoM atame mposeje-
HO KJIMHAKO-WHCTPYMEHTAIBHOE 00CIeJOBaHHE JAHHON
IpyHIbl OOJMBHBIX MOCIE TSOTa ayTOMMMYHHOTO OYyII-
JIC3HOTO JIepMaTo3a M Ha3HAa4YCHUS UM Oa3HCHOH Tepa-
mun. CraTuctTiueckast 00paboTKa MOIyYSHHBIX TaHHBIX
MPOBOMIIACE ¢ UcTOJb3oBaHueM nakeToB Excel 2000 u
Statistica 13. Paccuntanpl MearaHa, BEpXHUA ¥ HIDKHHUIHA
kBapTunu Me (Q,~0,), UCTIONB30BAIUCH HENAPAMETPH-
YECKHE CTATUCTHUYECKUE METOJBI (¥2) ¢ MOnpaBKOW Ha
HETPEPBIBHOCTH. Y POBEHb CTATUCTHYESCKOM 3HAYMMOCTH
paznuumii cuntancs npu p < 0,05.

PE3Y/IbTATbI

Ha ocHOBaHMM peTPOCIEKTUBHOTO HCCIEIOBAHUS
amMOyJIaTOpHBIX KapT ¥ UcTopuid 6one3Hu 70 GOIBHBIX
AyTOMMMYHHBIMU OyJUIE3HBIMH ZlepMaro3amy, y 81,4%
(57/70) u3 HEX ycTaHOBICHA TMOJIMMOPOHIHAS MATOJO-
TS, TUAaTHOCTHPOBaHHAs J0 Ne0roTa OyIIe3HOTo Jep-
MaTo3a. MeauaHa CpeHero Bo3pacTta B TpYIIE MYXK-
yuH, OonbHbIX ABJl, cocraBmia 49 (41,5-63,0) net, B
rpymnmne ®eHuH — 56 (45,0-67,5) ner. Y 48,6% (34/70)
MAIMEeHTOB HCCIeyeMOil rpynmbl BRIABIEHO ABa U 00-
Jiee COMyTCTBYIOUIMX 3a00JIeBaHusl.

[Ipu 5TOM B CTpyKType MaToJIOTUH BHYTPEHHHUX Op-
raHoB 3a00JieBaHUS CEPJEUHO-COCYAUCTONH CHUCTEMBbI
(CCC) gmarnoctuposansl y 52,8% (37/70) manueHToB,
MATOJIOTHS YKy JOYHO-KHIIEYHOTO TPAKTa 3apETUCTPH-
poBana y 41,4% (29/70), sHnoKpuHONIATHH HaOIIOMa-
muck y 20,0% (14/70), 3aboneBaHUsS KOCTHO-MBIIICYHON
cuctemsl — y 15,7% (11/70) 6onprpix AIB (Tabmuia).
Taxke y ManyMeHToB 3apeTrUCTPUPOBAHEI Takue 3aboure-
BaHII, KaKk OpOHXMATBHAS acTMa, MOYCYHO-KICTOUHBIN
pak, aJeHOKapIWHOMA TOJICTOTO KHIICYHUKA, CCHUIIb-
Has KaTapakra.

OO0paiaeT BHUMaHUe, YTO cpeiv 37 MaIUeHTOB C cep-
JIEYHO-COCYAUCTON maTonorueil y Bcex 0onbHbIXx ABJ]
BBISIBJICHA apTepUabHas runepTeHsus. [Ipu 3Tom y kax-
JIOTO BTOPOTO MallMeHTa 3aperUCTPUPOBaHa 2-9 UK 3-51
CTETEHb MOBBILIEHHUS apTEPUATBHOTO JaByieHus. Y 56,7%
(21/37) GonbHBIX apTepUalIbHOM TUIIEPTEH3UEH BCTpeya-
JOCh TIOPAXXCHUE OPraHOB-MHIICHEH (TunepTpodus je-
BOTO JKEITyTOYKA, aTEPOCKICPOTHIECKIE OJSAIIKA Maru-
CTPaJbHBIX COCYIOB, KIIMPEHC KpeaTnHUHA <60 MJI/MUH),
ay 35,1% (13/37) BEISIBIICHBI aCCOLMUPOBAHHBIC KIIMHU-
geckrue cocTosHuA. Cpemu acCONMUpPOBAHHBIX KIIMHH-
gecKuxX cocTostHui y 29,7% (11/37) mauneHToB ¢ maro-
norueir CCC BbIsSBICHA HIIIEeMHYECKas OOJIE3Hb Cep/la,
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y 8,1% (3/37) GONBHBIX B aHaMHE3€ 3apErHCTPUPOBAH
uH(papkT Muokapaa, y 24,3% (9/37) nmarnoctupoBaHa
XPOHWYECKAsI CepIeuHast HEOCTaTOYHOCTh, emle y 5,4%
(2/37) — xpoHUUeCcKas MOYCYHAS HEJOCTATOYHOCTh. ATe-
poreHHas IUCIMIUAEMHUs 3apeructpupoBaHa y 13,5%

(5/37) 6onbHbIX ABJI. ITpu 3TOM CllelyeT OTMETHTb, YTO
JBYM U3 TpeX MalMEeHTOB C paHee YCTAaHOBJIECHHOM apTe-
pHAIBHOM THTIEPTEH3UEH B JalibHEHIIeM TOTpeOoBaioch
Ha3Ha4Y€HHUE BBICOKUX CYTOUYHBIX 103 cucTeMHbIX ' KC B
cBs13u ¢ pebrotom ABJI.

TaG6nuna
CtpyKkTypa coMaTH4ecKoii narosnorun y 60jabHbIXx ABJL, n =70
Kinacc 6onesneit no MKbB-10 Beero

adc. %
Knacc IX. Bosne3nn cucteMmsl KpoOBOOOpaIeHUs 37 52,8
Kiacc XI. Bone3nu opranoB numeBapeHus 29 41,4
Knacc IV. bone3Hu sHIOKPHHHOHN CHCTEMBI, PACCTPOICTBA MUTAHNS U HApyIICHUsI 0OMEHa BEIECTB 14 20,0
Kitace XIII. Boe3Hu KOCTHO-MBIIICUHON CHCTEMBI M COSAMHHUTEILHON TKAaHH 11 15,7
Kirace XIV. Bone3nu MOYEoioBOM CHCTEMBI 7 10,0
Knacc VII. Bone3nu ma3a 1 ero npuaaTouyHOro anrapara 7 10,0
Kiacc X. bone3nu opraHoB AbIXaHHS 5 7,1
Knacc II. HoBooGpa3oBanwust 4 5,8
Knacc V. [lcuxndeckne paccTpoiCTBa M paccTpoiicTBa 2 2,8
Kiacc VI. Bone3nn HepBHOI cUCTEMBI 1 1,4
Bcero nur ¢ natonorueil BHyTpeHHUX OPraHOB 57 81,4

IMpumeuanue. OOmee konuuecTBO HaOmoneHUH npesbimaer 100% BeileacTBHE HATUYUS HECKOJIBKUX I1aTOIOrHYe-

CKHX COCTOSIHUM Y OAHOTO YEJIOBCKA.

B cTpykType 3a0oneBaHMiA KETyI0UHO-KUIIEYHOTO
tpakta (OKKT) y 65,5% (19/29) Gonsubix ABJ] ¢ ma-
tonoruet JXXKT nuarHocTHpoBaHBI 3HIOCKONHMYECKHE
IIPU3HAKY racTpUTa, KKl TPETUM MAlUEeHT CTpaaal
XPOHUYECKUM XOJNEIUCTUTOM W (MJIH) XPOHHYECKUM
nankpeatutoM. Y 10,3% (3/29) GonpHBIX B aHaMHe3e 3a-
perucTpupoBaHa si3BeHHas Oone3Hp xenynka. Cienyer
OTMETHUTb, YTO TOJIBKO 1BYM 00s1bHBIM ABJ] ¢ xanobamu
co croponbl JXKKT B anamHe3e nposenieHa 330(aroracr-
poayozaeHockomnus. B ogHOM ciyyae IMarHOCTUPOBaH
a30(arut, B ApyroM oOHApPYKESHBI 3PO3UU HA TPOTSDKE-
HUHU BCEro OpraHa, KOTOpbIE PAaCLEHEHbl KaK MposiBiie-
HUSI DpO3UBHOTO 330¢arnTta. OJHAKO JaHHBIE TIPOSBIIC-
HUSl PErpeccUpoBaM IOC]IE IPUMEHEHUS CUCTEMHBIX
I'KC, naznaveHHBIX B cBs3u ¢ nebrotoM ABJI. Takxe y
OJIHOW TMAaIMEHTKH Ha0II0JlaJIach CTPUKTYpa MHIIEBOJA
HEU3BECTHON ITHOJIOTHH.

Y 72,7% (8/11) 6onbubix ABJ] ¢ maronorueit koct-
HO-MBIIIIEYHOW CHCTEMBl HAOJIOJIANKCH BIIEPBBIC BbI-
SIBIICHHBI WM paHee yCTAaHOBJIEHHBIH OCTEONOpO3 WU
octeornenusi. HeoOXoMuMo OTMETUTh, YTO JIEKapCTBEH-
Has Teparus y 9TUX MalMeHTOB, 10 BKIIOYEHHUS B UCCIIe-
JIOBaHUE, COCTOSIIA U3 TIpUeMa HeCTEPOUTHBIX TPOTUBO-
BOCIAJIUTEBHBIX CPEJICTB U MPENapaToB KaJlbIUs.

Cpemu supokpuHonaruii y 57,1% (8/14) ©ompHBIX
ABJ] nuarHoCTHpOBaH caxXapHbIi nuader 2-ro THIa
(CA2). Jannas maroyiorwsi BBISIBIEHA 0 MpHEMa CH-
cremubix ['KC. V 28,5% (4/14) manueHTOB TUArHOCTH-
pOBaH ayTOMMMYHHBII THPEOUINT.

[NaTomorust opraHoB 3peHNs BBISBICHA Y CEMHU O0JTb-
HeIX ABJI, mepBoe paHroBOE MECTO 3aHHMAIOT OOJIHHBIE

C CCHWIBHOM KaTapakTOW, IPH 3TOM KaXIOMy BTOPO-
My MaIMeHTy TpeOOBaJOCh XUPYPrUUECKOe JICUCHHE.
V IByX NalMEeHTOB IMAarHOCTUPOBAaH KOHBIOHKTHBHUT U
onedapur.

3abosieBaHusl IPYyruxX OPraHOB U CHUCTEM, TaKHe Kak
OpoHXHManbHAs acTMa, XPOHMYECKUI MUEeNOHEPPUT, CEeH-
COpHasl TOJUHEHpOMaTHs, Xelae304e)UIUTHAS aHEeMHUS,
BCTpEYaCh B €IUHUYHBIX ciydasx. CiaeqyeT OTMETHTh,
yto y uetbipex u3 70 GompHbIX ABJ] mmarnoctupoBa-
HO 3JI0KaueCTBEHHOE HOBOOOpa30BaHME, KOTOPOE MOTIIO
OBITH TPUTTEPHBIM (PAKTOPOM B pa3BUTHH ITAPAHEOIIACTH-
YecKOH My3bIp9aTKy, Oymie3Horo nemduronnaa Jlesepa.

Bcem GompHbIM ABJ] paccuuTaH MHIEKC MOIUMOP-
ounnoctn Yapncon. Menuana unHnekca YapicoH y
6oipHBIX ABJ] coctaBuia 2,5 (1-3), puck JeTanbHOTO
ucxona 3a 10-netHuit nepuon paseH 16,5%, npu 3TomMm
TeHJEPHBIX pa3iInuuuid MpU CpaBHEHWU HHAeKca Yapi-
COH He Habmroxanock. Heo6X0MuMo OTMETUTh BBICOKHUI
yAETbHBIN BeC OOJBHBIX C apTepHUaIbHON TMIIEPTEH3U-
e, XpOHUYECKOW CepJ/IeYHON HeIocTaTouHOCThIo, CJ12,
SI3BEHHON OO0JIe3HBIO JKeNMyJIKa M IBEHaILaTHIIEPCTHOM
kuikd. Hu y ogroro 6omsHoro ABJl He Oblin 3aperu-
CTPUPOBAHBI 3200JICBAHNS, BXOISIINE B pacueT WHICK-
ca Yapncon: mopaxkenne mnepupepuvIecKux COCYIOB,
IIpexosIIee HapyIIeHHe MO3TOBOI0 KPOBOOOPAIICHHS,
KOJUTareHO3bl, IUPPO3 IedeH: 0e3 MOpTaNbHON THIep-
TEH3HUH, OCTPOE HapyIIEHHE MO3TOBOTO KpoBooOparie-
HUS ¢ TeMUILIETMEH WK napanseruei, ocTpblii 1 XpoHu-
YeCKUH MUMQO- WIN MHUEIIONIEHK03, TUM(POMEI, IUPPO3
MIEYCHH C TOPTAIBHON THIIepTeH3Hel, CHHAPOM MpHOO-
PETEeHHOTO0 UMMYHOIe(UITUTA.
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VY omHOTO MYXYUHBI C OYIUIE3HBIM MEMQHUTOUIOM
Jleepa o nmeGrota ABJl 3aperucTpupoBaHO NIECTh
COITYTCTBYIOIIMX 3a00JIeBaHUM, Cpeay KOTOPBIX IIO-
YEYHO-KJIETOYHBIM paK TPaBOW IOYKH, HIIEMHUYECKas
0oJIe3Hb cepAra: TOCTHH(APKTHBIA KapIAHOCKIEpO3
(2007), crenokapmusi Hanpspkenus (I dyHKuMOHATH-
HBIA KJlacc), TUNEepTOHWYecKas 0oie3Hb (3-s1 cramus,
puck 4); XpoHHUEeCKas ceplcuHas HEIOCTATOYHOCTH
(I dpynxnuonaneueiii knacc); CJ12, karapakra, 1o0po-
Ka4eCTBCHHAs] TUICPIUIA3Us TPEACTATEILHON KeJe3bl.
Wunexc YaprcoH paBeH 8, a pHUCK JISTAIFHOTO UCXOZA
cocranJsin 6onee 79,0% (puc.).

Pucynok. ITarent A., 63 ropa: auarsos «0yJuIe3HbIiH neMpu-
roup JleBepa»

Cnenyer oTMmeTuTh, uTo mocie aeOota ABJl Ha-
3HAYEHHE MAaTOreHETHYECKOW Tepamud, a UMEHHO CH-
cremHoil ['KC-tepanuu, notpedosainock 65,7% (46/70)
60spHBIX. [laniueHTaM ¢ aKaHTOJNUTUYECKOH IMy3bIpyaT-
KoM, Oyuie3HbM nemduronnom Jlesepa, mpuoOpeTeH-
HBIM OYyJIJIE3HBIM 3MUAEPMOIU3OM MPOBOJIMIOCH Jieue-
HUE CPEAHMMHU U BBICOKMMH cyTouHbIMH no3amu ['KC.
B mpomnecce neuenus y 39,1% (18/46) maumeHToB, 1M0-
mydaBmux ' KC, quarHoctupoBana qeKOMIIEHCAITUS CO-
Iy TCTBYIOIIEH MaTOJIOTHH.

VY 29,7% (11/37) naunenros ¢ 3a6oneBanmsmMu CCC
HaOIIOANIOCh OTCYTCTBHE KOPPEKIMH apTepHATBEHOM
TUIEPTCH3UH Pa3HOU creneHu. W3 Hux y aeBstd 00Jb-
HBIX 3apErHCTPHUPOBAHO MOBBIIICHHE APTEPHAIHHOTO

JaBIICHUs, TPeOyIollee KOPPEKIUU aHTUTHIICPTCH3HB-
HOU TepaIuy y Bpada-KapIuoiora.

Hexommencanust CJ/I2 auarHocTHpoBaHa y KaXIOTO
BTOPOro OOJBHOTO ¢ paHee YCTaHOBICHHOW SHIOKPHHO-
natueit (7/14), B CBSI3U ¢ 4eM BceM OOJBHBIM MOTpebo-
BaJlach KOHCYJBTAIWs Bpada-dHAOKPHUHOJIOTA C IEIBI0
KOPPEKIUHU IO03bl CaXxapOCHIKAIOUINX JEKapCTBEHHBIX
CpPEZCTB.

ITocne naznayenus cuctemuont I' KC-tepanun manm-
entam ¢ ABJl moBTOpHO paccunTaH WHAEKC YapicoH.
Menunana uaaexca Yapncon y 65,7% (46/70) 6onpHBIX
ABJl, monyuaBmmx ['KC, cocraBuma 3,5 (2-5), uro
[pU CPABHUTEIHLHOM aHAJU3¢ JOCTOBEPHO YKAa3bIBACT
Ha TOBBIIICHHE PUCKA JIEeTalbHOTO Hcxona a0 34,5%
(p < 0,05). Caexyer OTMETUTD, YTO Y AAHHOI TPYIHIIBI
MAIMEHTOB HUHIEKC MOJIUMOPOUIHOCTH YBEIUYMICS
HA CIUHHMILY, & PHCK Pa3BUTHUS JICTAIBHOIO HCXOAa —
Ha 18,0%, 1o cpaBHEHUIO ¢ TeM, KAKUMHU ObUIM YKa3aH-
HBIE ITOKa3aTeNn y O0NBHBIX 10 Aedrota ABJl u Ha3Have-
Hus I'KC-repanuu.

OBCYKAEHUE

HecMmoTpst Ha HEBBICOKYIO pacIpOCTPaHEHHOCTD
ABJl, cMepTHOCTb, 1O JaHHBIM OTEYECTBEHHBIX U 3a-
pyOexHbIX uccnenopareneid, nocruraet 30,0%, uyto 00-
YCIIOBJICHO KaK TSXKECTHIO CaMOro 3a00JIeBaHUs, TaK U
pa3BUTHEM OCIIOKHEHHI B mporniecce neuenus [10, 117,
B CBs3U ¢ 4eM OonbHble ABJl MOKHBI HAXOAMTHCS HA
JMCIIAHCEPHOM y4YeTe Bpada-IepMaTOBEHEpOJora Ha
MPOTSDKEHUU Beel xu3nu [12].

Bpauu u y4deHbIe BO BceM MUpE B IOCIEIHEES JECs-
THJIETHE COOOIIAIOT O BIUSHHM MOJUMOPOWIHOMN mMma-
TOJIOTMM Ha KIWHIMYECKOS TedeHWe 3a00NieBaHus, Ka-
YEeCTBO JKHM3HH, IPPEKTUBHOCTH JICYCHUS OCHOBHOTO
3a00JIeBaHMsI M €T0 MMPOTHO3, OTMEYast, YTO YeM OOJIbIIIe
COIYTCTBYIOIIUX 3a00JICBaHUI y MalMeHTa, TEM XyXKe
Ka4eCTBO JKM3HU OOJBHOTO W BBHIMIE PHCK JETAIFHOTO
ucxoxna [13, 14]. 3apyOexxHbie aBTOPHI OTMEYAIOT, YTO
Hanbojee PacHpOCTPAHCHHBIMH COITyTCTBYIOIIUMH 3a-
6oseBanusaMHu y 0oibHBIX ABJl OpuUIM cepredHO-coCy-
JUCThIC, MHQPCKIIMOHHBIE U ayTOMMMYHHBIE, a TaKKe
MeTabonuyeckue HapymieHus. [Ipu 3ToM CMEpTHOCTD Y
9THX MAIMEHTOB ObLIa 3HAYHUTEIHHO BBIIIE, YeM y OOJIb-
HBIX TaKoro >ke Bo3pacTa, HO He umetoumx ABJ] [15].
[To pe3ysabraTram mpoBeAeHHOro uccieaoBanus, y 81,4%
OOJIEHBIX 3a(pUKCHPOBAHA MMOTUMOPOHIHAS MATOIOTHS,
mpu 3ToM y 48,6% MaIlMeHTOB YCTaHOBICHO Oojiee ABYX
COIYTCTBYIOIIUX 3200JICBaHUI.

M. Pishgahi, N. Namazi (2018) orieHuBaIu prcK pas-
BUTHUS (PUOPHILIAIIMK Tipeacepans y manueHToB ¢ AB/I.
ABTOpPBI OTMEYAIOT, 9YTO CMEPTHOCTH CPEIH IMAIIMEHTOB
¢ Oymne3HsiMu JepMmaTo3amu ¢ 3abosneBanusmu CCC,
TaKUMH KaK HIIeMAYecKasi O0JIe3Hb CepAna U apuTMH,
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BBIIIE, Y€M B MOIMYJLIHAN. YUEHBIE COOOMIAIOT O BBICO-
KOM PHCKE pa3BUTHUS apUTMUU NIPECepAUN y MALIUEeHTOB
C AKaHTOUTUYECKOM IMy3bIPYATKOMN, MPU 3TOM PHUCK ITO-
BBIIIAETCS Yy MALIUEHTOB, IPUHUMAIOIIUX BBICOKHUE J03bI
TIIIOKOKOpTHUKOCTEponoB [16, 17].

Hamu TOJIYYCHBlI aHAJIOTUMYHBIC HAHHBIC, OOTHAKO B
HUCCICAOBAHUHN BBbISIBJICHA BBICOKas l'IOJ'II/IMOp6I/IJIHOCTL
y OompHBIX ABJ] c aprepuanbHON THUHEpTEH3MEH U
C/2, uto, B TOM uucie, 00yCIOBIEHO MEIUKAaMEHTO3-
HOI Teparueil OCHOBHOTO 3a00JieBaHUs — AJTUTEIBHBIM
npuemoM nepopanbHbix I'KC. Ilpu sTom HeoOxoaumo
OTMETUTh, YTO CaxapHbIil JualeT, Mocie HazHaueHUs
BBICOKO/IO3HOW TJIOKOKOPTUKOCTEPOUAHON Tepamnuu,
npuobperaer Ooyiee THKEIOE TEUEHUE M HYXKAAETCS B
paHHEH npodHIIaKTUKE.

BonpmmHCTBO 3apyOeKHBIX UCCIEAOBAaHUM CBOIUT-
Cs K OLIEHKE YaCTOThl BCTPEYAEMOCTH COIMYTCTBYIOIIHUX
3aboneBanuii y OonbHBIX ABJl 0e3 OICHKM WHIEKca
MOJTMMOPOUIHOCTH U yUeTa TSHKECTH JHArHOCTUPOBAH-
HOTO0 WMH TOJIMMOpOuIHOTo 3aboneBanus [18, 19]. B
WCCIIeIOBaHUH BIEPBBIE OBIIO MPOBEIEHO KOMIUIEKCHOE
obcnenoBanne 6obHBIX ABJl ¢ onpeneneHnemM WHICK-
ca YapicoH, KOTOPBIHA SIBISIETCS] 30JI0THIM CTaHIAPTOM
B HUCCJIICAOBAaHUAX PA3JIMYHOIO TUIIA JJId OLUEHKH ITOJIN-
MopOuHOCTH. C €ro MoMOoIIbI0 MOYKHO CIIPOTHO3UPO-
BaTh PUCK Pa3BHUTHS JIESTATLHOTO UCX0Ja, a TaKkKe Tep-
cOHU(DUIIMPOBATH MJIaH TUCIIAHCEPHOTO HAOMIOIEHUS 32
OOJBHBIMH, TOJIYYAIOIUMH JUIMTENBHYI0 BBICOKO03-
HYIO TTIOKOKOPTUKOCTEPOUTHYIO TEPAIHIO.

3AK/IIOYMEHUE

[MommmopOuanas matonorus BeisiBIeHA y 81,4% ma-
nueHta go ne6rora ABJl. Ilpu sTomM HambGosee yacto
BCTPEUANINCH apTepualibHas THUICPTCH3WS, MATONOTHS
KellylouHo-kuueuHoro Tpakra, CII2 u ocreonopos.
[Tocne nedrora ABJl u Ha3zHaueHus cuctemHuoi ['KC-te-
panuu y 39,1% GonbHBIX HaOMIOAATACh AEKOMIICHCAIINS
coMaTH4yecKoi maronoruu. Hammume momumopOHIHOMN
MaToJIOTUU  ABJSICTCA HETATUBHBIM IMPOTHO3UPYCMbIM
(hakTOpOM, MOBBILIAIOIINM PUCK Pa3BUTHS JIETAIBHOTO
MCX0/1a, 0 YeM CBUIETENILCTBYET BHICOKUI MHIEKC Yapi-
coH. Takum oOpa3om, nauueHTam ¢ AB/l, noxyuaromum
cucremuyio ['KC-tepamuio, He0OOXOIUMO HAXOIUTHCS
Ha JMCIIAHCEPHOM Y4eTe He TOIBKO Y Bpada-IepMaToBe-
HEpOJIOTa, HO ¥ CMEXKHBIX CIICIIHAIUCTOB.

/IUTEPATYPA

1. Camuos A.B., Benoycosa 11.3. Bymresnsie nepmatossl. CII6.:
Wz narenscro-nonurpaduyeckas kommanus «KOCTAy, 2012:
144.

2. Cxpunkus 0.K., bytos 10.C., MBanosa O.JI. /IepmaroBene-
ponorusi. HatimonansHoe pykooactso. M.: I'DOTAP-Menua,
2011: 1024.

3. Maxnesa H.B. CoBpeMeHHBI B3I HA AUATHOCTHKY U JIede-
HUE ayTOMMMYHHBIX OYyJUIE3HBIX NepMato30B. MestcdyHapoo-
HbILL JICYPHAT NPUKTIAOHBIX U (PYHOAMEHMANbHBIX UCCE008A-
nuti. 2011; 9: 15-17.

4. Ky6anoB A.A., 3namenckas JI.®., A6pamosa T.B. dudde-
pEHIMANIbHAS JMAaTHOCTUKA Iy3BIPHBIX JIepMaTO30B. Becmuuk
depmamonoeuu u geneponozuu. 2016; 6: 43-56.

5. Ghiasi M., Daneshpazhooh M., Ismonov M., Chams-Davatchi C.
Evaluation of autoimmune bullous diseases in elderly patients
in Iran: A 10-Year Retrospective Study. Skinmed. 2017; 15 (3):
175-180.

6. Patsatsi A., Lamprou F., Kokolios M., Stylianidou D., Trigo-
ni A., Kalampalikis D., Sotiriadis D. Spectrum of autoimmune
bullous diseases in Northern Greece. A 4-year Retrospective
Study and Review of the Literature. Acta Dermatovenerol.
Croat. 2017; 25 (3): 195-201.

7. Lai Y.C,, Yew Y.W., Lambert W.C. Bullous pemphigoid and
its association with neurological diseases: a systematic review
and meta-analysis. J. Eur. Acad. Dermatol. Venereol. 2016; 30
(12): 2007-2015. DOT: 10.1111/jdv.13660.

8. Liu Y.D., Wang Y.H., Ye Y.C., Zhao W.L., Li L. Prognos-
tic factors for mortality in patients with bullous pemphigoid: a
meta-analysis. Arch. Dermatol. Res. 2017; 309 (5): 335-347.
DOI: 10.1007/s00403-017-1736-1.

9. Jeon H.W., Yun S.J., Lee S.C., Won Y.H., Lee J.B. Mortality
and comorbidity profiles of patients with bullous pemphigoid
in Korea. Ann. Dermatol. 2018; 30 (1): 13-19. DOI: 10.5021/
ad.2018.30.1.13.

10. Xamaranosa U.B., Mamsapenko E.H., Jleancora E.B., Bopon-
nosa U.B., [Tnuesa K.T. Omnbka B 1MarHOCTHKE BYJIbrapHOH
My3bIPYAaTKU: KIMHUYECKUH ciydaid. Poccutickuil dcypHan
KOJCHbIX U @eHepuyeckux Oonesnen. 2017; 20 (1): 30-33.
DOI: 10.18821/1560-9588-2017-20-1-30-33.

11. bynrakosa A.U., Xucmarymnmuna 3.P., Xamsuna I'.P. Pac-
[POCTPAaHEHHOCTbh, STHOJIOIMYECKUE aCHEKThl U KIMHUYECKUE
NPOSIBIIEHHUS ITy3bIpuaTku. Cmomamonozus 0ns écex. 2017; 1:
24-29.

12. JIeikoBa C.I'., PemernukoBa T.b., Counpina A.B. Mcrunnas
AKaHTOJIMTHYECKAs ITy3bIpUaTKa: MaToreHeTHIeCKHe MeXaH!3-

MBI 1 0COOEHHOCTH KOPTHUKOCTEPOUTHOMN Tepanuu. Cubupcruil
arcypran depmamonozuu u geneponozuu. 2001; 1: 9-13.

13. Kridin K., Zelber-Sagi S., Bergman R. Risk factors for lethal
outcome in patients with pemphigus: a retrospective cohort
study. Eur. J. Dermatol. 2018; 28 (1): 26-37. DOI: 10.1684/
¢jd.2018.3252.

14. Forsti A.K., Jokelainen J., Timonen M., Tasanen K. Risk of
death in bullous pemphigoid: A Retrospective Database Study
in Finland. Acta Derm. Venereol. 2016; 96 (6): 758-761. DOI:
10.2340/00015555-2347.

15. Ren Z., Hsu D.Y., Brieva J., Silverberg N.B., Langan S.M.,
Silverberg J.I. Hospitalization, inpatient burden and comor-
bidities associated with bullous pemphigoid in the U.S.A. Br.
J. Dermatol. 2017; 176 (1): 87-99. DOI: 10.1111/bjd.14821.

16. Pishgahi M., Dadkhahfar S., Robati R.M., Kheradmand Z.,
Shahidi-Dadras M., Zargari O., Elpern D.J. Electrocardio-
graphic changes after high-dose corticosteroid pulse therapy
in pemphiguspatients. J. Dermatolog. Treat. 2018; 29 (8);
802-805. DOI: 10.1080/09546634.2018.1466980.

172 Bulletin of Siberian Medicine. 2020; 19 (4): 167-173



OpwuruHasibHble CTaTbu

17. Namazi N., Ariacenejad S., Azad M.E., Pishgahi M. Risk of Eur. J. Dermatol. 2017; 27 (4): 375-381. DOI: 10.1684/
atrial fibrillation in pemphigus vulgaris. Indian Dermatol. On- ¢jd.2017.3060.
line J.2018;9 (4): 275-277. DOI: 10.4103/idoj.IDOJ 205 _17. 19. Charlson M., Wells M.T., Ullman R., King F., Shmukler C.
18. Chiu Y.W., Chen Y.D., Hua T.C., Wu C.H., Liu HN,, The Charlson comorbidity index can be used prospectively to
Chang Y.T. Comorbid autoimmune diseases in patients identify patients who will incur high future costs. PLoS Orne.
with pemphigus: a nationwide case-control study in Taiwan. 2014; 9 (12): e112479. DOI: 10.1371/journal.pone.0112479.

Bknag asTOpoB

YoumueBa M.A., boukapes FO.M. — KOHCYIbTHpOBaHHUE O JEPMATOJIOTHYECKOMY 3a00JIeBaHUIO, pelaKTHPOBAaHUE CTaThH. M3Mmo-
skepoBa H.B. — KOHCYIbTHpOBaHUE 1O HATMYHIO MOJTUMOPOHUIHOM MaTonoruy, peaakTupoBanue cratel. ['ypkosckas E.I1. — mpoBenenue
KJIMHUYECKOTO UCCIEN0BAHHS, TOJATOTOBKA CTAaThU.

Ceegenns 06 aBTopax

Ydpumnera Mapuna AHaTOJIbeBHA, 1-p MeJ. HayK, JIOIEHT, 3aB. Ka)eIpoi 1epMaTOBEHEPOJIOTUH B OE30MaCHOCTH YKU3HE e Teb-
Hoctu, YI'MY, r. Exarepuntypr. ORCID 0000-0002-4335-9334.

H3moxeposa Hanexxna BaagmmupoBna, 1-p Mea. HayK, JOIEHT, 3aB. Kadenpol GpapMaKkoIOruy U KIMHUYECKOH (hapMaKoIOTHH,
YI'MYV, r. Exarepunoypr. ORCID 0000-0001-7826-9657.

I'ypxoBckast EBrenns IletpoBHa, accHCTeHT, kaderpa JepMaTOBEHEPOJIOTHI U O€30MIaCHOCTH KHU3HeesTenbHocT, YI' MYV, 1. Exa-
tepurOypr. ORCID 0000-0001-7535-5429.

Boukapes FOpuii MuxaiinoBuy, KaHa. MeJI. HayK, JOLEHT, Kadeapa AepMaTOBCHEPOJIOTHH U O€30MaCHOCTH KHU3HEEITeIbHOCTH,
YI'MYV, r. Exarepundypr. ORCID 0000-0001-6298-7216.

(P<) T'ypkosckasi Eprenusi IlerpoBha, e-mail: gurkovskaya-e@mail.ru.

Iloctynuina B pegaxmuio 19.07.2019
[onnucana B meyats 30.04.2020

bionnereHb cubnpckoin meamumHbl. 2020; 19 (4): 167-173 173



