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Ka3aHUE MEAUTTMHCKOM ITOMOIIIA OOABHBIM HysblpanKofI
B MEAHUIITHCKUX OPIAaHU3AIAAX AEPMATOBEHEPOAOTHIECKOIO HpO(pHAﬂ

© Kapamosa A.3.*, YukuH B.B., HoBocenosa E.10.

[0CYNapCTBEHHbIA HaY4HbI LIEHTP [epMaToBEHEPONOrN 1 kocmeTonorm, Mocksa, Poccus

O6ocHoBaHue. Hagnexalliee okazaHne MeguLMHCKON NOMOLLM 6OMbHbBIM My3bIp4aTKOM

C NCnonb3oBaHNeEM HEOBXOANUMbIX METOAOB AMArHOCTUMKN N Tepanuu ABnseTca akTopoM, CNOCOGHbIM
npenoTBpaTUTb TAXKENoe TedeHne 60ne3HN U NeTanbHbIA ucxom,.

Llenb nccnepoBaHus. AHann3 faHHbIX O NPUMEHSIEMbIX MeToAax ANarHOCTUKU U Tepanmm 60MbHbIX
ny3blp4aTKON B MEOULMHCKMX OpraHmM3aLmsax JepMaToBeHEePOIOrM4eCKOro Nnpodnas N oLueHKa nx
COOTBETCTBUSA KIIMHNYECKMMWN peKOMEeHaaLMAMMN

MeTopbl. Bbina paspaboTaHa aHKeTa, NO3BONAOLLASA NONYYUTb CBEAEHUS O YnUChe

naumMeHTOB C AMAarHO30M «ny3blpYaTKa», Habnio4aBLUMXCA B MEAULIMHCKUX OpraHmM3aumsax
JepMaToBEHEPONOrNM4ecKoro npoduns cyébekToB PP B 2023 1., a TakXe 0 NPUMEHAEMbIX MeTogax
ONarHoCTUKK 1 Tepanuun.

PesynbtaTthl. /13 68 MeguUUMHCKMX OpraHn3anmii oepMaToBEHEPONorn4eckoro npoduns 66 (74,2%)
cy6bekToB P® nonyyeHsl AaHHble 0 1480 nauneHTax ¢ ny3bipyaTkon. Ha co6CcTBEHHON UM MHON

6a3e npodunbHbIE MEANLMHCKNE OpraHn3aumm n3 66 cyobekToB PO ona ouarHoCTUKM Ny3blpHaTKu
NpPOBOANNW LIUTONIONMYECKOE UCCNefoBaHNe Ma3Ka-oTrne4yaTka co aHa 3po3nid; B 46 (69,7%) —
naTonoroaHaTOMU4YeCKOE NccreaoBaHne 6UONCUNHOro Matepuana Koxu; B 29 (43,9%) — onpeaeneHune
YPOBHS ayTOaHTUTEN K gecmornendy 1 n/unm 3 Tmna B KpoBM METOAOM MMMYHOWEPMEHTHOIO aHanm3a;
B 16 (24,2%) NpUMEHANN NMMYHOIIOOPECLIEHTHbIE METOAbI ANS UCCIe[0BaHNA 6MONTATOB KOXWU;

B 11 (16,7%) cyb6bekTax PD — ceponornyeckyto AMarHocTuKy ¢ MCNONb30BaHNEM TKaHW nNuwiesoa
06e3bsiH ANg onpeneneHns cogepXaHusa aytoaHTuTen K gecmornevHy 1 1 3 Tuna B KpOBM METOA0M
HenpsMon nMMyHodntoopecueHumn. [Ansa Tepanun nauneHToB ¢ ny3bipdaTkor B 66 (100,0%) cybbekTax
P® ncnonb3oBanuck rioKOKOPTUKOUALI CUCTEMHOIO AENCTBUSA, OOHAKO B MEAULMHCKUX OpraHn3auusax
21 (31,8%) cybbekTa PO gonyckanacbh Tepanus TOMbKO C NapeHTepasnbHbIM NPUMEHEHNEM
KOPTUKOCTEPOUNTOOB.

3akntouyeHue. [NpoBegeHHOEe nccnegoBaHne BbIIBMI0 NPOBIEMBI, CBA3AHHbLIE C KAYECTBOM OKa3aHus
cneumnanuanpoBaHHON MEANLMHCKON MOMOLLM 60SIbHbIM NY3bIpHaTKON, M HEAOCTATOYHOE COOTBETCTBUE
0OKa3blBaeMOWn MegULMHCKON NOMOLLM 60fbHBIM My3bIPYaTKON KITIMHUYECKUM pEKOMEHOALNSAM.

Knto4yeBble cnosa: ny3bipyaTKa; guarHocTuKa; Tepanus, okasaHme MegULUHCKOWU NMOMOLLMN

KOHMNUKT MHTEPECOB: aBTOpbI AEKNapupyoT OTCYTCTBME SIBHbIX M MOTEHUMANbHBIX KOH(DIIMKTOB MHTEPECOB,
CBSI3aHHbIX C Ny6nukaumen HacTosiLLen ctaTbu.

NCTOYHUK (PHAHCUPOBAHMWS: pyKONUChL MOArOTOBEHA U OMYGNIMKOBaHa B paMKax BbINOMHEHUS
rocygapcteeHHoro 3aganusa ®IbY «MHUOK» MuHsgpasa Poccun Ne 056-00005-25-00 Ha 2025 r. 1 Ha nnaHoBbIN
nepviog 2026 1 2027 rr.

Ona untnposaHus: Kapamosa A.3., YukuH B.B., HoBocenosa E.l0. Oka3aHve MeauumMHCKON NOMOLLY GObHbIM
ny3bIpYaTKON B MEOANLIMHCKNX OpraHn3aunsx oepMaToBEHEPONOrM4ecKoro npoguns. BecTHUK aepmaTonormum
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Medical Care for Pemphigus Patients in pemphigus in Medical

Institutions Specializing in Dermatovenereology

© Arfenya E. Karamova*, Vadim V. Chikin, Elena Yu. Novoselova

State Research Center of Dermatovenereology and Cosmetology, Moscow, Russia

Background. Proper medical care for pemphigus patients using the necessary diagnostic and therapeutic
methods can prevent severe disease progression and death.

Aim. To analyze diagnostic and therapeutic approaches for pemphigus in medical institutions specializing
in dermatovenereology and assess their compliance with clinical guidelines.

Methods. A questionnaire was developed to collect data on the number of pemphigus patients treated

in medical institutions specializing in dermatovenereology across the federal subjects of the Russian
Federation in 2023 and on the diagnostic and therapeutic methods employed.

Results. Sixty eight medical institutions specializing in dermatovenereology in 66 (74.2 %) federal subjects
of the Russian Federation (RF) provided data on 1,480 pemphigus patients. Their diagnostic approaches
(based on their own or other facilities) comprised: cytological examination of the smear print from the

base of erosions (66 federal subjects); histopathological analysis of skin biopsies (46 federal subjects;
69.7%); ELISA blood test for anti-desmoglein type 1 and/or 3 autoantibodies level (29 federal subjects;
43.9%); immunofluorescence testing of skin biopsies (16 federal subjects; 24.2%), serological diagnostics
by indirect immunofluorescence using monkey esophagus substrate to determine anti-desmoglein type 1
and/or 3 autoantibodies in blood (11 federal subjects; 16.7%). Systemic glucocorticoids were used to

treat patients with pemphigus in 66 (100.0%) federal subjects of RF, though the medical institutions from
21 federal subjects (31.8%) restricted therapy to parenteral corticosteroids only.

Conclusion. The conducted study identified quality issues in specialized pemphigus care and suboptimal
adherence to clinical guidelines.

Keywords: pemphigus; diagnosis; therapy; medical care
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Il O6ocHoBanme

MysbipyaTtka (L10.0 no MKB-10) — rpynna ayToum-
MYHHbIX 6yNnne3HbIX AepMaTo30B, MNPy KOTOpPbIX nartore-
HeTuyeckas posb NPUHAANEXUT LMPKYNUPYIOLLUM ayTo-
aHTuUTenam, HanpasJsieHHbIM NMPOTUB aHTUTEHOB CUCTEMbI
JecMocomarnbHOro annaparta MHOrOC/IOMHOMO MI0OCKOro
anuTenua (koxa, CnM3nctble 060SI04KM MOMOCTU pTa,
nuuiesofa u apyrux opraxos) [1]. Mo gaHHbIM odhnuym-
anibHOro rocyapcTBeHHOro CTaTUCTUYEeCKOro Habnoae-
HuA, 3a nepuopf ¢ 2012 no 2014 r. cpefHUiA nokasarernb
3a60/1€eBaeMOCTM Ny3blpyYaTKOW HaceneHus B Bo3pacTte
18 net u ctapwe B Poccuinickonn degepauumm coctasun
2,1 cnyyasa Ha 100 TbiCc. HaceneHwus; nokasaTenb pac-
npoctpaHeHHocTM — 5,5 Ha 100 TbiCc. HaceneHus [2—-4].
C 2015 r. odhmumanbHas cratucTudeckas nHdopmaums
O pacnpocTpaHeHHOCTN U 3abonieBaemMoCTU ny3bipyaT-
ko B Poccunckon ®depepaunn He dopmupyeTcs, no-
CKOJIbKY [laHHas Ho3oMorn4yeckas eguHuLa He BKIoYe-
Ha HU B OfiHY 13 hopM hefepanbHOro cTaTMCTU4ECKOro
Ha6nogeHns (POCH). PaHee, O BHECEHUS N3MEHEHUN
npukasom @depepanbHOM CNyX6bl rocyfapcTBEHHON
ctatucTukm ot 21.07.2016 Ne 355, ®DOCH Ne 12 nosso-
nana pernctpuposaTth NauynMeHToB cTaplue 18 net ¢ sTum
3abonesaHueM, BKM4Yas UX AucrnaHcepHoe Habnwoge-
HWe, OflHaKo Noce UCKITIYEHUA Ny3bipYaTKu U3 yKasaH-
HOWM POopMbI TaKast BO3MOXHOCTbL 6blnia yTpadeHa [5, 6].

[o BHeApeHUs B NpakTUKYy KOPTUKOCTEPOULOB CU-
CTEMHOro AeNCTBMUSA CMEPTHOCTb 60JIbHBIX My3blpYaTKON
pocturana 75%, HO 1 B HacTosiLLee BpeMsa ny3blpyaTka
OCTaeTcs NoTeHUmManbHoO netanbHbiM 3a6onesaHnem [7].
Bo ®paHuumn BbKMBAEMOCTb NaLMEHTOB C NMy3bIp4aTKomn
B TeyeHue 1, 2 n 5 net coctaBuna COOTBETCTBEHHO 92,
88 n 77% [8]. CornacHo npoBefeHHbIM B Benuko6pura-
Huu, ®paHuun, Uspaumne un TarBaHe uccrnefoBaHUaM,
BEPOSATHOCTb CMEPTU Y NaLMEHTOB C Ny3blipyaTkon B 1,7—
3,6 pasa Bblle, 4YeM Yy NIOAEN, COMOCTaBUMbIX C HUMU
no sospacty u nony [8—13]. B cBa3n ¢ 3TUM 60nbLUIOE
3Ha4yeHWe MmeeT Hajnexallee okasaHwe 605bHbIM Ny-
3blpYaTko MeanLMHCKON NomoLLn, nogpasymMmeBaroLlen
B MepByl0 o4vepefb CBOEBPEMEHHYI AMArHOCTUKY 60-
ne3Hu 1 agekBaTHoe ne4veHue. 3HayeHVe paHHew guna-
FHOCTMKM My3blpyaTKuU NofyepkuMBaeTcs pesynsratamu
uccnepgoBanua S. Kumar u coasT. (2017), nokasaBLumx,
YTO ANUTENbLHOCTL 3a6oneBaHus, B NepBylo o4epeb no-
paXeHus NONOCTN pTa, accounmnpyeTcs ¢ HeadpdpekTms-
HOCTbtO Tepanuu [14].

HunarHoctuka nysblpyaTtkm — OAWH W3 Haubonee
CINOXHbIX BONPOCOB COBpPeMeHHon aepmatonoruun. Knu-
HU4yeckne nposiBneHns 3abonesaHus MOryT noTpebo-
BaTb nNpoBefeHus anddepeHumnansHo ANarHoCTUKK
Cc 6ynnes3HbiM nNemMduUronaom, reprnetudopmMHbIM Aep-
MatuToM [lopuHra, XpoHW4eckon ceMenHon [obpoka-
YEeCTBEHHOM nMy3bIpyaTkon Xennu—Xennu, 6ynnes3Hon
opMOA MHOrOHOPMHOM 3pPUTEMBI, adTO3HBLIM CTOMa-
TUTOM, TOKCUYECKOM anunaepmasbHbIM HEKPOSIU30M,
cuHgpomowm Jlarenna [13-17]. B cBa3K ¢ 3TUM BO3MOX-
Hbl OLUMOKM AMarHoCTUKK nysbipyatku [19-21]. Mo paH-
HbiM U.B. XamaraHoson u coaBT. (2016), ns 21 6onbHo-
ro, HaxoAMBLUNXCS NOA HA6MIOAEHMNEM C MYy3bIPYaTKON, 7
(33,3%) 6b1nM HanpaBneHbl 415 OKa3aHUA MeaULMHCKOW
noMoLM ¢ Opyrum amarHosom [22]. 1o o6ycnosBnuvBa-
eT Heo6X0AMMOCTb UCMONL30BaHUA NpU ob6cnefoBaHNN
60/bHbIX My3bIPYATKON HE TONMbKO KJIMHWMKO-aHaMHeCTU-
YeCKUX flaHHbIX, HO U nabopaTopHbIX U NaTonoroaHaro-
MUYECKMX MeToadoB uccnepoBaHus [23, 25]. CornacHo
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KNMHMYEeCKMM pekoMeHpaumsam «[lysbipyaTka» (L10 ID:
369_2), ogo6bpeHHbIM Hay4YHO-MPaKTUYECKUM COBETOM
Mwunspgpasa Poccun B 2024 1., gnarHo3 rnysbipyaTtku ycTa-
HaBNMBAETCA HA OCHOBaHUMN: aHaMHECTUYECKUX AaHHbIX;
usnkanbHoro o6cnefoBaHus, BKIO4Yas BuU3yarbHOe
nccnefoBaHne KOXHbIX MOKPOBOB M CIU3UCTLIX 060110-
Yyek; LUMTONOrm4eckoro MUccrnefoBaHUs Ha akaHTONUTU-
Yeckue KS1eTKN CO AHa 3pOo3uii CAM3UCTbIX 06onoyek u/
UMM KOXW; MaTosioro-aHaTOMUYecKoro wuccnenoBaHus
6MOMCUMNHOro Matepmana Koxu U3 o4aros rnopaxeHus;
naTosioro-aHaTOMUYeCcKoro nccnefosaHnsa 6MOoNCUIMHOro
(onepauMoOHHOr0) MaTepuana koXxu ¢ NPUMEeHeHNEM UM-
MYHOMJIIOOPECLEHTHbIX METOA0B W/MNKU UCCNefoBaHusA
CbIBOPOTKN KPOBM METOAOM HEMNPSIMON MMMYHOMNI00-
pecueHunn ana sbisenenns IgG- n IgA-aytoaHTtuten [1].
Mpn aToM cyuiecTByOLWMe MeETOAbl AWNArHOCTUKKU My-
3blpYaTKN MMEKT CBOU MpeuMyLlecTBa U HefocTaTkuy,
M HN OOWH N3 HUX B OTAENbHOCTUN He obnapaet 100%-1
YYBCTBUTENBHOCTbLIO U CMEUNPUYHOCTLIO.

OcHoBHoOM MeTof Tepanuu 60MbHbIX Ny3bIpYaTKON —
ANUTENbHOE NPUMEHEHNE BbICOKUX [03 CUCTEMHbIX KOp-
TUKOCTEPOMAOB, KOTOpble Ha3HayalTCA nepopasnbHo
B CYTOYHOW [03€e He MeHee 1 MI/Kr maccbl Tena naumeH-
Ta (B BMAE MOHOTEpanuu UM B CO4EeTaHUn C UMMYHOLEe-
npeccaHtamu), 3aTeM UX [03a MOCTEMNEHHO CHWXXaeTcs
C Y4eTOM COCTOSHUS MauueHTa, 4To6bl YMEHbLUUTL Be-
POATHOCTb Pa3BUTUA U BbIPAXEHHOCTb HeXenaTenbHbIX
ABNEHUA ONUTENbHOW KOpPTUKOCTepouaHon Tepanuu [1].
Mpu pas3snTnn peunamnsa [o3a KopTUKocTepounaa fonxHa
6bITb NOBbLILLEHA.

[axe npu afeksaTHoON [03e KOPTUKOCTeponaa Tepa-
nMa MOXeT 6bITb HeJOCTaTOYHO 3PP EKTUBHON, U BEPO-
ATHOCTb HE3(EKTUBHOCTU NeYeHnsa Bo3pacTaeT, ecnm
[osa npenapaTta Hepoctato4yHa. B VpaHe 6binn npo-
BefeHbl [iBa uccrefoBaHna adPEKTUBHOCTM Tepanuu
605bHbIX NY3bIpY4aTKOW, B KOTOPLIX MPUMEHANUCL pas-
Hble HayaNbHble 003bl KOpTUKOCTepounaa [25]. B ogHom
uccrnefoBaHMM Tepanusa MNpeaHU3onoHOM, Ha3Ha4as-
LIMMCA B Ha4asnbHOM CyTO4HOM Jo3e 1 MI/Kr maccel Tena
nayueHTa (60,21 + 11,130 mr/cyT), Yepe3 4—6 Hepenb
6blna co4YTeHa HepocTaTo4yHo 3dekTuBHOM y 46,8%
naumeHToB [25]. B gpyrom uccnegoBaHuu, B KOTOPOM
Tepanuio HaYnMHanu u NpPoBOAUNM NPefHU30HOM B [03€e
40 mr/cyT, Yepe3d 4 Hepenwu ne4veHve 6bINO pacLEHEHO
Kak HeflocTaTo4HO ahpheKTuBHOE Yy 75% nauuneHToB [26].
Ha3Ha4yeHune KopTMKoCcTepouaa B CYyTOYHOWM [03e ucxoas
13 Macchol Tena, HenpeackasyeMocTb peLumanBsoB, Tpeoy-
IOLLMX MOBbILLEHNSA [03bl, AenalT KOPTUKOCTEPOULHYIO
Tepanuio ny3blpyaTku WHOUBUAYANbHOM ANA KaX[oro
naumeHTa n cnocob6CTBYIOT MOABIIEHNIO OLLMOOK B UX Te-
panuu.

B cBA3n ¢ BO3MOXHOCTHIO OLUMOOK B AMArHOCTUKe
ny3bIpYaTKU U N1IeYeHNn 60SIbHBIX STUM MOTEHUMANbLHO Ne-
TanbHbIM 3abofieBaHMeM akTyaslbHO OLEHUTb Ka4vecTBO
oKasaHus MeOMLMHCKOM NMOMOLLUM GOMbHBIM My3blpHaTKon
B Poccuiickon depepaunn.

Llenb uccnepoBaHusas — npoaHanu3vposBaTb AaHHble
O MpUMeHsieMbIX MeTofax AMarHOCTUKW U Tepanun 60rb-
HbIX My3bIp4aTKOM B MEAMLMHCKNX OpraHu3auusx gepmarto-
BEHEepOosIorn4eckoro Npoduns N oLeHUTb UX COOTBETCTBME
KITMHUYECKUM peKoMeHaaLumnsaM.

MeTopabl
[Jln3aiit ncenenoBanns
I'IpOBe,quo OAHOMOMEHTHOE nccrneaoBaHue.

BecTHuk gepmaTonorumn n BeHeponorun. 2025;101(3):XX-XX W
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Kputepuu cooTseTcTBUA

B mnccnenosaHme ObINN BKMOYEHBI AaHHble O 60NbHbIX
C YCTaHOBJIEHHbIM OMAarHO30M «ny3blpYaTKa» oboero nona,
no6oro Bo3pacTta.

Venosus nposeneHns

WccnemoBaHue BbIMOMHANOCL B OTAENe OepMaTorno-
rmm OIbY «MHUOK» MuHsgpasa Poccum B pamkax rocy-
napcteeHHoro 3agaHus Ne 056-00005-25-00 Ha 2025 r.
M Ha nnaHoBbI nepuof 2026 un 2027 rr. «MeauumHckoe
n3genve ons CenekTMBHOM MMMYHOCOPOLMM ayToaHTUTEN
K 9KCTpauesutonapHbIM JOMeHaM fAecmornenHa 3 Tuna
ONna Tepanuu BynbrapHor ny3sbipyaTtku» (npoTtokon J1I9K
Ne 2 o1 28 heBpansa 2023 r.).

Metoge! peructpaymm

Ons npoBefeHns nccnegoeaHusa 6oina paspabora-
Ha aHKeTa, cofepxxaLllias BOMPOChl O YMCne NnauneHToB
C Ny3blp4aTKon, obpallaBLUNXCA B MEAULMHCKUE opra-
HM3auMmM gepMaToBEHEPONIOrMYECKOro Npouns, B TOM
yucrne ¢ BHOBb YCTAHOBMIEHHbIM AMarHo3om, B 2023 r,,
MeTohax AMarHOCTUKM U JIe4eHUs JaHHOW KaTeropuu
rpaxgaH.

CratucTnyeckmi aHanm3s

MpuHUMNbI pacyeTa pa3mepa BbIGOPKKU. Pa3mep Bbl-
60pKM NpeaBapuTesibHO He paccymTbiBascs.

MeToabl CTaTUCTMYECKOrO aHanu3a [AaHHbIX.
Ona npegcTaBneHus U3y4eHHbIX nokasaTenew MCronb30-
BanM MeTOAbl OnMcaTenbHOM CTaTUCTWMKK. PacyeTbl npo-
BOAMSIM C UCMONb30BaHneM nporpammel Excel (naket npo-
rpamm Microsoft Office).

PesynbTatbl

OkasaHvne MmeauLMHCKOM nomMoLLm HaceneHunto Poccuin-
ckon defepaumm Mo nNpoguo «AepMaToBeHeponorns»
B 2023 r. ocyLlecTBnAnocL Ha 6ase 98 KOXXHO-BEHeposo-
rMYyecKnx gucrnaHcepos, 8 LEHTPOB crneLmannu3vpoBaHHOM
MeOVLMHCKOM nomoLm 1 2977 kabuHetoB. OTBETbI HA 3a-
npocbl 66N NONyYeHbl N3 68 MeAULMHCKUX OpraHn3auni
JepmaToBeHeponorn4eckoro npocuns 66 (74,2%) cyobek-
T0B P®.

CornacHo nony4YeHHbIM faHHbiM, B 2023 I. B Megu-
UMHCKME  opraHuMsauumM gepmMaToBEeHeponorn4eckoro
npocpuna obpatunocb 1480 NauMeHTOB C My3bIpHaTKOWN:
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60nbWnHCTBO — 1085 (73,3%) — C OObIKHOBEHHOM My-
3blpyaTkom (L10.0); 27 (1,8%) — c BeretmpytoLLen ny3bip-
yatkon (L10.1); 27 (1,8%) — € nMCTOBMAHOW My3blpyaT-
kon (L10.2); 87 (5,9%) — C 3pMTEMATO3HOWN Ny3bIpHaATKON
(L10.4); 185 (12,5%) — c gpyrumu ny3bipyatkamu (L10.8);
18 (1,2%) — c napaHeonnacTUYeCKOM MNy3bipHaTKOMN;
51 (3,5%) naumeHT — ¢ ce6operiHoW ny3blpyaTkon. Oua-
rHO3 BrepBble ycTaHoBfneH y 340 (23,0%) nauneHTOB:
3 Hux 258 (75,8%) — C OObIKHOBEHHOW My3blp4yaT-
kon (L10.0); 6 (1,8%) — c BereTupytoLlel Ny3bipYaTKon
(L10.1); 7 (2,0%) — c nucTtoBupgHou ny3bipyaTtkon (L10.2);
15 (4,4%) — c apuTemaTto3Hoi ny3bipyatkon (L10.4); 33
(9,7%) — ¢ pgpyrumun ny3bipyatkamu (L10.8); 7 (2,0%) —
C napaHeonnacTn4eckom nyssipyatkom; 14 (4,3%) — c ce-
6operiHon ny3blpyaTkon (tabn. 1).

MHdpopmaumio 06 ycrnoBusix okasaHusi MeguLMHCKON
NMOMOLLM MaumMeHTam C My3blp4aTkoW npegocTaBunm 66
(97,1%) MegMUMHCKMX MPOMUNbHBIX OPraHn3auuii, B Ko-
TOPbIX Ha nevyeHnn Haxoaunocb 1438 naumeHToB ¢ Ny3bIp-
yaTkon, n3 Hux 880 (61,2%) Haxoaunoch TOILKO Ha amby-
NlaTopHOM neveHun n 558 (38,8%) — Ha cTauuoHapHOM
1 ambynaTtopHOM fiedyeHun. ViHBanngHocTb B CBA3M C My-
3blpyaTKon ycTaHoBneHa y 72 (4,9%) naumeHtos. Ha mo-
MEHT aHanm3a AaHHbIX CMepTb MO MPUYMHE My3blpHaTKK
Hactynuna y 5 (0,3%) naumeHTOB.

N3 obuwero uucna naumMeHToB C Ny3blpyaTKoMn
y 72 (4,9%) naumeHTOB yCTaHOBMEHa rpynna WHBanngHo-
CTV MO MpU4YMHE OCHOBHOrO 3aboneBaHust; y 516 (34,9%)
rpynna MHBaNMAHOCTU OTCYTCTBYET; OTHOCMTENbHO 892
(60,2%) nmaumeHTOB MHpopMaumMs O MeOuKO-COoLMarnbHOWN
3KCMepTn3e OTCyTCTBYET.

Ons  OueHKM CTeneHn TAXKEeCTW  Mny3blpyaTKu
B 13 (19,1%) MeAMUMHCKMX OpraHM3aumsx Ucnonb3oBanu
mHpekcol PDAI n ABSIS. Tonbko ungekc PDAI npumeHs-
nm B 8 (11,8%) MeaMuUUHCKMX opraHnsaumsx, B 47 (69,1%)
MeOULMHCKNX NPOPUNbHbIX opraHmnaaumax nHaekcsl PDAI
n ABSIS He npumensnu. Kputepumn Mahajan He npumeHs-
NUCb HY B OQHOW MeOMUMHCKOM opraHm3anunu.

Metozabi anarHoctukm

JlabopaTopHble 1 NaTtonoroaHaToMmMyeckue mccnego-
BaHWs, NPOBOAMBLUMECS B LENAX AMArHOCTUKM Ny3blpyar-
KM, BbIMOMHANNCL KakK Ha 6a3e MeQUUMHCKNX OpraHm3aumin
JepmMaToBeHeponorn4yeckoro npodunsa, Tak u Ha 6ase
WHbIX opraHu3aumn (puvc. 1).

Tabnnua 1. Y1cno naumeHToB, 06paLLaBLUNXCS B MEAVLIMHCKIAE OpraH3aLiv 1epMaToBeHepoNnornieckoro npoduns B 2023 r
Table 1. Number of patients who visited medical institutions specializing in dermatovenereology in 2023

Yucno nauuentos, n (%)

Inarno3 MKb

Bcero 13 Hnx BnepsbIe BbIABEHHbIE
06bIkHOBEHHAsA ny3bipyatka (L10.0) 1085 (73,3) 258 (23,8)
BereTupytowas ny3sipyatka (L10.1) 27 (1,8) 6(22,2)
INnuctosupanas nysbipyarka (L10.2) 27 (1,8) 7(25,9)
dputemarosHas nysbip4atka (L10.4) 87 (5,9) 15 (17,2)
Opyrue ny3bipyatku (L10.8) 185 (12,5) 33(17,8)
[apaHeonnacTuyeckas nysbipyaTka 18 (1,2) 7(38,9)
Ceb6opeitHas ny3bipyaTka 51/3,5 14 /27,5
Utoro 340 (23,0)
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B LinTonornyeckoe uccnefoBaHne Maska-oTneyarka
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IMMYHODEpMEHTHbIN aHann3

Puc. 1. MeauumHckie opraHu3aim 66 cyobekTos PO, B KOTOPbIX NPUMEHSIHOTCS METOAbI ANArHOCTUKM My3bipyaTki, abe.
Fig. 1. Medical institutions of 66 federal subjects of RF using pemphigus diagnosis methods, abs

Bo Bcex mMeauUMHCKMX opraHu3auusx, NpefocTasuB-
LUMX WHpopMaLMIO 06 OKasaHUM MefULMHCKOW MOMOLLN
60MbHbIM MYy3bIpYaTKOW, B ANArHOCTUYECKUX Lensx npo-
BOAMNN LMTONOMMYECKOEe UCCrefoBaHe Maska-otrnevaTka
Ha aKaHTONMUTUYECKNE KNeTku, npudem B 55 (80,9%) n3 68
MeOULIMHCKMX OpraHnsaumi LMTonorMyecknii MeTo nucene-
[oBaHuA 6bIN €AMHCTBEHHBIM UCMOMb30BaBLUMMCA ANS An-
arHocTuku nysbipyatky. CornacHo nony4eHHbIM OaHHbIM,
M3 06LIEro 4vcna MeguUUMHCKUX opraHusauuin (n = 68),
npegocTaBuBLUMX MHOPMaumIo, 66 (97,1%) MeanLMHCKUX
npounbHbIX opraHu3aumin ua 64 (97,0%) cybvektos PO
NPOBOAWIN LMTONONMYECKOE WCCnefoBaHne Maska-oTne-
yaTka co AHa 9po3unin Ha 6a3e COBCTBEHHbLIX TabopaTopui.
BmecTe ¢ TeM ycTaHOBMEHO, YTO AaHHbIN BUA UCCrepoBa-
Hus B 9 cybbekTax P® nposoguncsa B pecnybivKaHCKon,
Kpaeson Unn obnacTHon 6onbHuLE; B 1 — B KNUHWKE Me-
OVLIMHCKOrO BY3a; B 2 — B KOMMEPYECKOW MeAULIMHCKOM
opraHusaumu; B 3 — B MHON MeOVLIMHCKOW opraHusauumu;
B 6 — B MeQULMHCKOM opraHm3aumm gpyroro cyobekta PO.
B 2 cy6bekTax PO yutonornyeckoe nccrnegosaHue Ha cob-
CTBEHHOW 6a3e He MPOBOANIIOCH, HO BLIMOMHANOCH Ha 6a3e
Opyro MeguLUMHCKON opraHnsaumu.

B 46 (67,6%) MeaMuMHCKMX OpraHu3auusx gepmaro-
BeHeponornyeckoro npodpuna m3 45 (68,2%) cybbekToB
P® gns gnarHoCTMKM Mny3bipyYaTKyM UCMOMb30Banoch na-
TONoroaHaToMMyeckoe uccrnefoBaHne 6GMOMNCUUHOrO Ma-
Tepuana koxu. B 10 (14,7%) MegULMHCKNX NPOCUIbHBIX
opranugauun 10 (15,2%) cybbekToB PD gns gnarHocTukm
ny3bIpYaTKy NaTtonoroaHaToMMyeckoe nuccnegosaHme 6mo-
NnTaToB KOXW MPOBOAMIOCL Ha 6a3e CO6CTBEHHBLIX na6o-
patopwuii; B 42 (63,6%) cybbektax PO — Ha 6a3e gpyrux
MEeAMLMHCKUX YyypexpaeHuin. [aHHeii BuA uccrnenosaHus
B 11 cy6bekTax P® nposoauncsa B pecrybrnmMKaHCKon, Kpa-
€BOM Unn obnacTtHon 60sbHULE; B 3 — B KIIMHUKE Meau-
LUMHCKOro By3a; B 11 — B KOMMep4ecKo MeauunHCKON
opraHusaumu; B 21 — B MIHOW MEeOULMHCKOM opraHuM3aumu;

T. 101, Ne 3, 2025

B 10 — B MeOuMUMHCKOW opraHv3aumm Opyroro cyobekrta
P®. MNpn atom B 36 cybbekTax PO natonoroaHaTomMuye-
CKOe uccrnefoBaHne 6MonTaTtoB KOXW BbINOMHANOCH TONBKO
Ha 6a3e Opyrnx MeavUMHCKUX opraHmMsaumi, a B 20 cy6bek-
Tax P® — Kak Ha cBoel, Tak Ha gpyron 6ase. B 22 (32,4%)
NpohunbHbIX MeauUMHCKMX opranudauusax 21 (31,8%)
cybbekTa PO natonoroaHaTtoMmn4eckoe uccnenosaHue 6u-
OMNCUNHOro MaTepuana KoXu He NpoBOAMIIOC.

OnpepfeneHne ypoBHa ayToaHTUTEN K AecMorfienHy 1
n/vnu 3 TMNa B KPOBM METOAOM MMMYHOMDEPMEHTHOIO aHa-
nn3a nposogunun nauyeHtam B 29 (43,9%) cybbektax PO.
CamocTosATenbLHO Ha 6a3e CBOMX NabopaTopuii OHO MPOBO-
amnocsk B 2 (3,0%) cybbekTax P®; B 27 (40,9%) cybbekTax
P® aT1o nccnepoBaHve BbINONHANWM Ha 6a3e apyrux meau-
LUMHCKUX opraHusaumii. [daHHbIin BUO uccnegoBaHus B 1
cy6bekTe PO nposoguncs B 06nacTHon 60nbHuLE; B 3 —
B KIIMHUKE MEe[ULMHCKOro By3a; B 22 — B KOMMEP4eCKown
MeLMULMHCKOM opraHuMsaumm; B 1 — B MHOW MeOuLUMHCKON
opraHusauuu; B 3 — B MeANLIMHCKON opraHu3aLumn opyroro
cy6bekta PO. B 37 (56,1%) cybbektax PO onpegeneHve
YPOBHS ayTOaHTUTEN K gecmornenny 1 u/vnu 3 Tuna B Kpo-
BW METOAOM UMMYHOMPEpMEHTHOro aHanusa He NpoBOAu-
nockb.

Ceponorvnyeckas guarHocTuka ny3blp4aTkn ¢ UCMOSb-
30BaHMeM TKaHu nuLLieBofa 06e3bsH A3 onpefeneHnst co-
JepXXaHusi ayToaHTuTen K gecmornenHy 1 1 3 Tuna B Kposu
MEeTOfIOM HenpsMorh WMMMYHOMIOOPECLEHLNN NPOBOAM-
nack B 11 (16,7%) cybbektax P®, Ho Ha cobcTBEHHON 6a3e
BbinofHAnace B 1 (1,5%) MeavumMHCKOW opraHuM3aumu;
B 10 (15,2%) cybbvektax P® paHHbI BMA MccnegoBaHus
npoBoaunca Ha 6ase Apyrnx MeauvLUMHCKMUX opraHu3aLuvi.
B 1 cy6bekTe PO OHO NpoBOAMIOCE B 0651aCTHOW 60MNbHU-
ue; B 6 — B KOMMep4eckon MeAuLMHCKON opraHu3auuu;
B 2 — B WHOW MeAMUMHCKOM opraHu3auuu; B 3 — B Me-
OVUMHCKOW opraHusauun gpyroro cy6bekta P®. Ceporno-
rmyeckas auarHocTvka ny3blp4aTku MEeTOLOoM HenpsiMown
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nMmMmyHodpnoopecLeHUMM 6bina HegocTynHa B 55 (83,3%)
cyb6bekTax PO, a co6cTBeHHasa 6a3a ana nposefeHus aTux
nccnegoBaHuin oTcyTeTByeT B 67 (98,5%) MeauUMHCKNX op-
raHM3auusx gepmMaToBeHeponornieckoro npouns.
MaTonoroaHaToMmM4yeckoe umccrnegoBaHne 6UOMNCUMHO-
ro marepuana KoXw C NnpuMeHeHVeM UMMYyHodnoopec-
LeHTHbIX MEeTOAOB (peakumn wMMmyHodnoopecLeHLmm)
BbIMNOMHANOCL B 16 (24,2%) cybbekTax PD. BmecTe ¢ Tem
YCTaHOBMEHO, YTO UCCNEefoBaHNA 3TUM METOAOM MeAULIMH-
CKWe opraHvsauumn fepmMaToBeHeponorn4eckoro npouns,
npefocTasuBLLNE MHPOPMALIMIO, CAMOCTOATENBHO Ha 6a3e
CBOMIX naéopartopuin He nposogunu. [ns nposedeHUs uc-
crnefoBaHUii 6UONTATOB KOXK C MPUMEHEHNEM UMMYHOM-
MIOOPECLIEHTHBIX METOAO0B 6 MeOULUMHCKUX opraHusauuin
JepMaToBEHEepPOnorM4eckoro npounsa Hanpasnsann 6uo-
nTaTbl KOXW B PECnybiMKAHCKYI0, KpaeBytlo unu obnact-
Hyt0 605bHULY; 1 MeaMUMHCKas opraHn3aums — B KINUHUKY
MeOMLIMHCKOro By3a; 4 — B KOMMEPYECKYI0 MeANLIMHCKYIO
opraHusaumio; 5 — B MHYI0 MEOMLMHCKYIO OpraHnsauuio;
5 — B MeAMUMHCKYIO opraHu3aumio opyroro cyébekra PO.
YCTaHOBMEHO, YTO Cpa3y ABa BMaa UccnefoBaHus (Um-
TONorn4yeckoe uccrnefoBaHne maska-otredaTka co aHa
3pO3MIA Ha aKaHTONMUTUYECKUE KIeTKM W nartosioroaHaro-
MUYeckoe mccrnegoBaHne 6MOMNCUIHOro Matepuana Koxu)
nposoamnu 9 (13,2%) MeaULMHCKUX opraHn3aunii; LMToso-
rmyeckoe nccrnefoBaHve Maska-oTnedarka co AHa 3po3ni
Ha akaHTONUTUYECKMEe KINETKM N onpefeneHne ypoBHS ay-
TOaHTWUTEN K gecmornenHy 1 n/unm 3 Tuna B KPOBM METOOOM
nMmyHodpepmeHTHoro aHanmsa — 1 (1,5%) meguumMHCKas
opranusauus. Tpu Buga MccnefoBaHus (LMTonormyeckoe
nceneposaHve Maska-oTredaTka co fHa 3po3uii Ha akaH-
TONUTUYECKMNE KINETKU, ONnpefenieHne ypoBHA ayToaHTuUTen
K gecmornevHy 1 w/vnu 3 Tvna B KpoBUM METOOOM MMMY-
HOEPMEHTHOr0 aHanm3a 1 cepornormyeckas anarHoctTuka
C MCMosb30BaHMEM TKaHU NyLLeBofa 06e3bsH Ansa onpeae-
NleHuns cofepXaHusa aytoaHTuTen K gecmornendy 11 3 tTuna
B KPOBM METOOOM HenpsmMon WUMMYHOMH0OpeCcLEeHLnN)
nposogunuce B 1 (1,5%) MeaMUMHCKOM oOpraHuM3aumu,
1 MeguuUMHCKasa opraHnsaums He NPoBOAUT NnabopaTopHble
ncenefoBaHna ana AMarHoCTUKM My3blpYaTKu.

LinTonornyeckoe nccnefoBaHne maska-otnedarka

[aTonoro-aHaToMN4ecKoe UccnejoBaHme
61ONTATOB KOXMW

OnpepeneHne YpoBHs ayTOAHTUTEN K 1CMOTTIeNHaM
B KPOBM METOZIOM MMMYHO(EPMEHTHOr0 aHanmsa

OnpefeneHne ypoBHA ayTOaHTUTEN K AECMOTNEMHaM
B KPOBW METOLOM HenpsMOoWi MMMYHOMITIO0PECLEHLMN

VccnemoBaHme 6MONTaToB KOXW C MPUMEHEHUEM
MUMMYHOMJTH00PECLIEHTHbIX METOA0B

427

Taknm o6pas3om, U3 obLLero Yymcna MeaguUmnHCKUX op-
raHvsauuin gepmartoBeHeposiorm4yeckoro npodpmns, npe-
JocTaBmBLINX MHpopmaumio, 68 (100,0%) MeauuMHCKUX
opraHu3auum B CBOMX nabopaTopusix AN AUarHOCTUKM
ny3blp4aTKM MPUMEHANN LUUTONOrMHYECKOe MUCCrefoBaHve
MasKa-oTrnevyarka co [Ha 3pOo3ui Ha akaHTonuMTu4eckue
KneTkn; 46 (67,6%) opraHmnsaumn 3 45 (68,2%) cybbek-
T0B P® — naronoroaHaToMM4YecKoe WccnegoBaHue 6u-
OMNCUMHOro Martepuana Koxu Ha cBoen unu gpyrov 6ase.
B 29 (43,9%) cy6bekTax P® Ha cBoer unum gpyron 6ase npo-
BOAMIM ONpefeneHne ypoBHSA ayToOaHTUTEN K AeCMOINEeNHy
1 wunn 3 TMNa B KPOBM METOOOM MMMYHO(EPMEHTHOIO
aHanunsa n B 11 (16,7%) cybbekTtax PO — ceponormyeckyto
ANarHOCTUKY C MCNONb30BaHMEM TKaHW NuLLIeBoAa 06e3bsH
ANs onpefeneHns cogepXaHna ayToaHTuTen K gecMornen-
Hy 1 1 3 TyNa B KPOBW METOAOM HEenpsaMon MMMYHOIIO-
opecueHumn. [laTtonoroaHatoMmMyeckoe wuccrnefosaHve
6UONCUNHOIO MaTepuana Koxu ¢ NpMMeHeHneM MMMyHOd-
NIOOPECLEHTHBIX METOAOB (peakumn MMMYHOMIOPECLIEH-
LunM) B MeOMLMHCKMX OpraHM3aumax gepMaTtoBeHeponoru-
yeckoro npocpunsa, npegocTasMBLUNX MHOPMaLMIO, 6bIfo
JOCTYMNHO naumeHtam B 16 (24,2%) cy6bektax PO n3 66,
XOTSl MPOBOAUIIOCH OHO TOSIbKO Ha 6a3e Apyrmx MeguumH-
CKMX OpraHusauui.

BmecTe ¢ TeM Ha co6CTBEHHON 6a3e NpPoBOAUNMU LM-
Tonorn4yeckne uccneposaHns 66 (97,1%) MeguuUMHCKUX
opraHvsaumin  JepmaToBeHeponiornyeckoro  npoduns
n3 64 (97,0%) cybvektoB P®; natonoro-aHaTomuyeckoe
nccnegosaHne 6MONCUAHOINO MaTepuana KoXu — nuLlb
B 10 (14,7%) u3 10 (15,2%) cyb6bekToB P®; onpeneneHve
YPOBHSI ayToaHTUTen K gecmornevHam 1 w/vnm 3 Tuna
B KPOBM METOAOM WMMYHO(EPMEHTHOro aHanusa —
B 2(2,9%) n3 2 (3,0%) cybbektoB P®; onpegeneHve
YPOBHSI ayToaHTUTen K gecmorneumHam 1 w/vnu 3 Tuna
B KPOBW METOAOM HENPSAMON UMMYHOMOOPECLEHLUN —
B 1 (1,5%) us 1 (1,5%) cybbvekta P®. MNaTtonoroaHaTomu-
Yyeckue uccrnegoBaHUs 6MONTATOB KOXW C MPUMEHEHU-
eM peakumm MMMYHOMNIOOPEeCLUEeHUNN He NpoBOAWIOCH
Ha COOGCTBEHHOW 6a3e HW B OfHOM U3 68 NpPodUNbHLIX
MeOUUMHCKUX opranusauuin (puc. 2). B 1 opraHusauum

0 20 40 60 80
m A6C. yncno m %

Puc. 2. Y1cno MeAVUMHCKIX OpraHu3aLyil AepMaToBeHePON0rN4ecKoro Npoduns B 66 cybbektax PO, BbINOAHAOLIAX 1aBOPATOPHYIO 1 NATONOr0HATOMUYECKYHO ANArHOCTIAKY

Ny3blpYaTKm

Fig. 2. The number of medical institutions specializing in dermatovenereology using laboratory and pathoanatomical diagnostics of pemphigus in 66 federal subjects of RF
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Puc. 3. YacTota HasHa4eHwst KOPTIKOCTEPOUA0B CUCTEMHOMO AEICTBIAS 6OMbHBIM Ny3bIPYaTKO MO AaHHBIM U3 67 MeAULIAHCKIX NPOMULHbIX OpraHu3aLuii, %
Fig. 3. Frequency of systemic corticosteroid administration in patients with pemphigus according to data collected from 67 specialized medical institutions, %

He NpPoBOAMNOCHL HWM OQHOro NnabopaTtopHOro uccnefosa-
HUA ON9 OMarHoCTUKK ny3blpyaTky Ha 6a3e csoen nabo-
patopwuu.

Jleyerne

[ns neyeHns nauneHTOB C Ny3blp4aTKOM KOPTMKOCTE-
povabl CUCTEMHOro AEWCTBUS NPUMEHANN nepopanbHO
(rmppokopTM3oH — B 4 (5,9%) MeAMLUHCKMX opraHu3a-
LUsIX [epMaToBEHEpPONorMyeckoro npoduns; gekcamera-
30H — B 42 (61,8%); KOPTN30H — B 2 (2,9%); meTnnnpea-
HN30/10H — B 43 (63,2%); NnpegHn30noH — B 66 (97,1%),
TpnamumnHonoH — B 6 (8,8%)) n napeHtepanbHo (6eTa-

MeTa3oH — B 29 (42,6%) MeOWUMHCKUX OpraHuM3aumsax
JepMaToOBEHEpPOSIOrnMyeckoro  nNpodwunsa; rnmgpokopTu-
30H — B 1 (1,5%); nekcametaszoH — B 54 (79,4%); meTun-
npeaHn3051oH — B 4 (4,4%); NnpeaHM30n0H — B 64 (94,1%);
TPMamMUMHONOH — B 2 (2,9%)) (puc. 3).

B 47 (69,1%) MeOnUMHCKNX opraHn3auusx gepmaro-
BEHEPOSIOrM4ecKoro nNpoduns NpUMEeHsNn MeToTpekcar;
B 16 (23,5%) — aszatmonpwH; B 12 (17,6%) — LMKNOCNOPWH;
B 3 (4,4%) — putykcumab; B 3 (4,4%) — BHYyTpPUBEHHOE
BBegeHvne nmmyHornobynuHos; B 1 (1,5%) mMeguumHckon
opraHMsaumm ucnonb3oBann MukKodeHonara mModeTun
(MyKodeHonoBy0 KNCNOTY) (pUc. 4).

00 ~————------ -
[ ]

0 | Metotpekcar
8o - B AsatuonpuH
[ [Tnasmadpepes
60 -

LinknocnopuH
50 -

BHyTpuBEHHOE BBELEHUE
40 - VMMYHOrNo6YMHOB
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Puc. 4. HacToTa Ha3Ha4eHWst UMMYHOZIENPECCAHTOB 11 ADEPEHTHBIX METOL0B Tepanii 60MbHbIM My3bIPHATKON N0 AaHHbIM 113 67 MEANULIMHCKIX NPONTbHBIX OpraHn3aLmil, %
Fig. 4. Frequency of immunosuppressants and efferent therapy in pemphigus patients, according to data collected from 67 specialized medical institutions, %
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B kayectBe uHOM Tepanuu ONs NEeYeHUs NauVeHTOB
¢ ny3bipyatkon B 13 (19,1%) MeOnUMHCKMX opraHudaumsax
HaszHayanu nnasmacdepes u B 1 — dpotodpepes.

MHdopmaLmio o Tepanuu, NnpUuMeHsemMon Ans naum-
€HTOB C BMepBble YCTAHOBMIEHHbIM AMArHO30M My3blpyaT-
ku, npegoctasunun 67 (98,5%) MeOnUMHCKMX OpraHu3a-
LUMiA [epMaToBEHEepONorM4eckoro nNpodunsa, B KOTOPbIX
NCNonb30Bann KOPTUKOCTEPOUAbI CUCTEMHOIO AEeNCTBUS.
Mpu aTomM HavanbHas p[os3a, HasHadaemas naumeHtam
B MeAMLMHCKMX opraHu3auusx, Bapbuposana ot 0,5 o
5,0 Mr/kr maccel Tena.

N3 67 npodunbHbIX MeauLMHCKUX OpraHusauun
B 34 (50,7%) KopTukKocTepoudbl CUCTEMHOrO AencTBuA
NpUMeHANN nepopansHo; B 33 (49,2%) — nepopanb-
HO B KOMOWHaUMM C napeHTepasibHbIM BBEAEHWEM CU-
CTEMHbIX KOPTMKOCTEPOMAOB MPOSIOHTMPOBAHHOIO AeW-
cTBua (6etameTa3zoH — 1 UM 2 MN BHYTPMMBILLEYHO);
B 44 (65,7%) — nepopanbHO B KOMOMHaLMK C NapeHTe-
panbHbIM BBEJEHMEM KOPTUKOCTEPOMAOB B [03€e He 60-
nee 90 Mr No NPegHN30/I0HOBOMY 3KBUBANEHTY (MpegHu-
3050H — 30, 60 unn 90 mr); B 8 (11,9%) — nepopanbHO
KOMOGWHaUMM C MynbCc-Tepanven KopTUKOCTepougamm
BHYTpVBEHHO (B fo3e oT 500 mr n 6onbLue No NpegHM30-
noHOBOMY 3kBMBaneHTty); B 35 (52,2%) — nepopasibHO
B KOMOMHaLMM C MMMyHoZernpeccaHTamu (MeToTpekca-
TOM, LIMKITOCMOPMHOM, a3aTuonpuHom un ap.); B 21 (31,3%)
MeOULMHCKOW OpraHn3aumm KopTMKocTeponabl NpUMeHs-
NMCb NapeHTepasnbHO (BHYTPMMbILLIEYHO UM BHYTPUBEH-
HO) (puc. 5).

100 -

90 &

1 —

70 o

60 &

50 -

40 -

30 -

20 -

0

429

B 1 13 npodunnbHbIX opraHn3auun nauneHTam c snep-
Bble BbISIBJIEHHOW Ny3blpYaTKOW Has3Hayanum putykcnumao
KaK B BMAe MOHOTepanuu, Tak 1 B KOMOGUHaLUKN C KOPTU-
KOCcTepoupaMn CUCTEMHOro AeWCTBUA, B APYron — pu-
TyKcMmab B Buae MoHoTepanuu. Eule B 1 MeguuUnHCKOWN
opraHvsaumm HasHadanu puTykcumab B KOMOGUHaLMK
C KOpTMKOCTEpPOMAaMN CUCTEMHOIO AENCTBUS.

KopTukocTepoungHsle npenaparsl Ans Hapy»Horo npu-
MEeHeHus rnosny4anu naumeHTbl B 3 NpodunbHbIX MeaULMH-
CKuUX opraHunsauusx. B 1 megnumHckon opraHusaummn gep-
MaTOBEHEepPOsIorM4eckoro Npouns nayneHTam c Bnepsble
YCTaHOBMEHHBLIM AMarHo30M My3bIpYaTKy NPOBOAWIIN Mnas-
Madepes.

MHopmaunio o TakTUKe BefeHWs MnauueHToB C ny-
3blp4aTkor B cny4ae HedocTatovyHOW 3(PPEKTUBHOCTU
WUNn yXyOLeHns cOoCTosiHMA Ha (poHe MpOoBOAMMON Te-
panuu npegoctaBunu 67 (98,5%) mMeguUMHCKMX opra-
HU3auu flepMaToBeHeposiornyeckoro Npoduns, n3 HUX
B 5 (7,5%) cny4am ¢ HepocTaToO4HON 3PEKTUBHOCTLIO
paHee NPOBOAMBLLEroCA fleYeHUs UNn C yxyalweHuem
COCTOAHMA naumeHToB oTcyTcTBOBanu. B 35 (52,2%)
MeOVUMHCKUX opraHusaumax B cry4ae HefoCcTaTO4YHOW
3(PPEKTUBHOCTM UMM YXYALLUEHUA COCTOAHUA Ha poHe
npoBOANMONM Tepanuu naumeHtTam cC ny3bipyaTkon yBse-
nuymsanu [o3y KopTukoctepouaa, NPUHMMaeMoro nepo-
panbHO 6e3 Ha3HaveHusa gpyron Tepanuu; B 26 (38,8%)
yBenuymeanach fo3a KopTMkocTepouaa, npMHMMaemoro
nepopansHoO, C AOMOMHUTENbHLIM NPUMEHEHMEM KOPTU-
KocTeponga CUCTEMHOrO NMPOSIOHMMPOBAHHOIO AENCTBUA

B KopTukocTepoubl CUCTEMHOIO
LeNCTBMS TONbKO NepopanbHo

7777777 m KopTukocTepomabl CUCTEMHOMO

JeicTBus + 6eTameTasoH 1 unm 2 mn
BHYTPUMbILLEYHO

KopTukoctepoupbl CUCTEMHOI0
JeNCTBUA + NapeHTepanbHo B 1036
He 6onee 90 mr

KopTukocTeponabl CUCTEMHOIO
[eNCTBNSA + NynbCc-Tepanus
BHYTpMBEHHO B J03e 500 mr 1 6onee

KopTukoctepoubl CUCTEMHOIO
JeNCTBUS + UMMYHOAENPECCAHTbI

KopTuKoCTEpPOUALI CUCTEMHOIO
LeNCTBMS TONbKO NapeHTepanbHO

45 Putykcnmab + KopTukoctepouapl

CUCTEMHOTO0 JeNCTBMA

Puc. 5. YacTota HasHa4eHs pa3ninyHbIx METOA0B Tepaniu 60MbHbIM My3bIp4aTKoii Mo AaHHbIM U3 67 MeAULMHCKIX NPOMUbHbIX OpraHM3auuii, %
Fig. 5. Frequency of administration of various therapies in pemphigus patients, according to data collected from 67 specialized medical institutions, %
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napeHTepanbHo (beTtameTa3oH — 1 UM 2 M BHYTPUMBbI-
WweyHo); B 33 (49,2%) yBenunumeanacb 4o3a KopTmkocTe-
povga, NPUHMMAEMOro nepoparsibHoO, C AOMONHUTENbHbIM
NPYMEeHeHneM KOPTUKOCTeEpOMAa CUCTEMHOrO OenCTBuSA
napeHTeparnbHO B fo3e He 6ornee 90 Mr no NpegHn3ono-
HOBOMY 9KBMBaNeHTy (Hanpumep, npegHusonoH — 30, 60
unn 90 mr); B 6 (8,9%) yBenu4ymeanach [o3a KOpTMkocTe-
povga, NPUHMMAEMOro nepopasibHO, C AOMONHUTENbHBIM
NpYMeHeHneM nynbCc-TepanMm KOPTUKOCTEPOUAOM CU-
CTEMHOI0 AeNCTBUA BHYTPUBEHHO B fo3e oT 500 Mr 1 60-
nee no NpegHU30/I0HOBOMY 3KBMBaneHTy; B 29 (43,3%)
yBenu4yMBanacb [f[o3a rfloKOKOPTUKOCTEPOUAa, NPUHU-
Maemoro nepopanbHO, C AOMOMHUTENbHBIM NPUMEHEHU-
€M UMMYHOZenpeccaHTa U uHon Tepanuu; B 28 (41,8%)
Jos3a KopTukocTepoupa, MpUHUMAEMOro rnepoparbHo,
He MeHsanacb, HO OOMOMHWUTENbHO Ha3Hayancs KopTu-
KOCTEpPOMA CUCTEMHOrO MPOSIOHIMPOBAHHOIO OEeNCTBUA
napeHTepanbHo (6eTameTa3oH — 1 unu 2 MnA BHYTpuU-
MblIweyHo); B 31 (46,3%) [o3a KOPTUKOCTEPOMAA, NMPUHK-
Maemoro nepopanbHO, He MeHsINach, HO JOMOIHUTENBHO
Ha3Havascs KOPTUKOCTEpPOUA CUCTEMHOIO AeNcTBUS na-
peHTepasnbHO B fo3e He 6onee 90 Mr nNo nNpegHN30noHo-
BOMY 9KBMBaneHTy (Hanpumep, npegHm3onoH — 30, 60
unn 90 mr); B 7 (10,4%) Oo3a KopTukoctepomaa, npuHu-
Maemoro nepopasnbHO, He MeHsINachk, HO JOMOIHUTENBHO
HaszHayanacb nynbc-Tepanusa KOPTUKOCTEPOUAOM CU-
CTEMHOI0 AeNCTBUA BHYTPUBEHHO B fo3e oT 500 mr n 60-
nee no nNpegHW30/I0HOBOMY 3KBMBaneHTty; B 37 (55,2%)
MEeOULMHCKMX NPOMUIIbHBIX OpraHn3aumax fosa KopTu-
KocTepovaa, NPUHMMAEMOro nepopasnbHO, He MEHANAch,
HO [OMOMHUTENbHO Ha3Havasnca WMMyHodenpeccaHT
W MHas Tepanus.

Bo BCex MeguUMHCKMX opraHuvsauusax pgepmarose-
Heposiorn4yeckoro nNpoduns nauMeHTaMm C ny3bipyaTKown
B Mpouecce fevYeHuss NpoBOAUNIM BU3yallbHblA OCMOTP
KOXHbIX MOKPOBOB N CIIN3UCTbIX 060M10YEK.

Ha MomeHT aHannaa faHHbIX 13 06LLero yucna nauu-
€HTOB C ny3blpyaTtkon 25 (1,7%) naumMeHTOB CKOHYanuCh:
13 Hux 5 (20,0%) — No Nnpu4MHe OCHOBHOIO 3a601eBaHMS;
20 (80,0%) — Mo nNpu4MHaM, He CBA3aHHbLIM C My3bip4at-
KOMW.
Taknum o6pas3om, Nofly4yeHHble B pe3ynbraTe npose-
OEHHOro UccrnegoBaHUs AaHHble CBMAETENbCTBYIOT O He-
[OCTaTO4HOM COOTBETCTBMM OKa3biBAEMOW MEONLNHCKOMN
NMOMOLLM KIIMHWYECKUM pekomeHgauusam «[ly3sbipyarkar
Poccuitickoro obliectsa AepMaToBEHeposioros U Koc-
mMeTonoros [1]. BbisiBNeHHOe HECOOTBETCTBME KacaeTcs
KakK AUarHoCTWKKN 3aboneBaHus, Tak 1 NevyeHus naumneH-
TOB C Ny3bIp4YaTKOMN.

O6cyxpeHue

B cootBetctBUM ¢ DepeparnbHbIM  3aKOHOM
o7 21.11.2011 Ne 323-®3 «O6 ocHOBax 0xpaHbl 340POBbSA
rpaxpgaH B Poccuinickon ®egepaumn», meanymHcKas no-
MOLLb OKa3blBAeTCA HA OCHOBE KJIMHUYECKUX PEKOMEH-
nauun.

KnunHnyecknin guMarHo3 nysblpyaTky [OSMKEH ObITb
NoATBEPXAeH NnabopaTopHbIMM U MNaToforoaHaToMu4e-
CKUMU MeTogaMun uccnegoBaHuns. TeM He MeHee Kax bl
M3BECTHbIN OMarHOCTU4ECKNUN METOL uccrnefoBaHus xa-
pakTepusyeTcs CBOen 4yBCTBUTENbHOCTLIO U crieunguy-
HOCTbIO W, COOTBETCTBEHHO, CBOEW MNPOrHOCTUYECKOMN
LLEHHOCTbIO — BEPOSATHOCTbIO Hanuuusa 3aboneBaHus
npu onpenenieHHoM (NONMOXUTENIBHOM UMW oTpuuaTenb-
HOM) pe3ynkTaTte gMarHoCcTu4eckoro tecta [27].

T. 101, Ne 3, 2025
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Bo Bcex (100,0%) MeanLMHCKMX opraHnsaumax cybb-
eKkToB PO onsa AnarHOCTUKM ny3blpHaTKU UCMONb30Banu
uMTOonornyeckoe wuccrnegoBaHme maska-oTrneyaTrka co
OHS 9p0o3uM Ha akaHTonuTu4eckune KneTku. bonee Toro,
B 55 (80,9%) 13 68 MeQuUUUHCKMX opraHu3aumi LUMTOoo-
rm4yecknin MetTod nccnegoBaHus 6ol eQUHCTBEHHBIM UC-
Nnosib30BaBLUMMCSA 0N AMArHOCTUKM Ny3bipyaTku. 3To
MeTof, YYBCTBUTENbHOCTb KOTOPOro B AMArHOCTUKE Ny-
3blpyaTtke, No gaHHbiM M. Durdu u coasT. (2008), moxeT
gocturatb 100%, TeM He MeHee, MO UX Xe AaHHbIM, cnew-
MPUYHOCTb 3TOr0 MeToAa HeBbicoKa — 43,4% [28]. AkaH-
TONMUTUYECKNE KNETKU MOTYT ObITb BbIIBMEHbI HE TOSIbKO
npu ny3blp4aTke, HO U NPU OpPYyrux 3aboneBaHusaX, Hanpu-
Mep npu repneTMyYeckom UHMEKUUN KOXU, BGynnes3Hom
MMMNeTuro, Jo6pokayecTBEHHON CeMenHOM ny3blipyaTke
Xennn—Xewnnu, 6one3Hn Oapse [28, 29]. Kpome Toro, Bbl-
SIBlEHNE aKaHTONMUTUYECKUX KINETOK LUUTONOrMYeCcKum
MeTtogom pocturaet 100% npu mnccnegoBaHuM CTapbIX
ny3blpen, KoTopble Npu ny3blpyaTKe OOGHapyXuBaroTCs
pemnKo, Tak Kak CKIOHHbI 6bICTPO BCKPbIBATLCH, a Mpu UC-
cnefoBaHUM HOBbLIX My3blper akaHTONMUTUYECKUEe KNeTKu
BbIABNAOTCA B 86% cny4vaes [30]. Mpn 3TOM, NO faHHbIM
A.WN. bynrakoBoi n coasT. (2018), akaHTONUTUYECKME
KNeTKn 6b1nn 06Hapy>XXeHbl TONbKOo Yy 47% nauuneHTos [31].

Bo3MOXHbI OLLIMGKU MPU UCMONBb30BaHUN LIUTONOMMYe-
CKOro uccrnefoBaHus Onsi AMarHOCTUKU ny3blpyaTky. Ha-
npuMep, akaHTONMUTUYECKUE KNEeTKU MOryT 6biTb MPUHATHI
3a aTUnMYHble KNETKM HOBOOOpa3oBaHui Koxu. OnucaH
naumeHT C BereTUpyoLen ny3blpyaTkon, y KOTOPOro nep-
BOHa4anbHO MO pe3ynbTataMm UUTONOrM4Yecknx uccnepo-
BaHW MMEBLLUMECSH BbICbINaHUA ObIfN pacLeHeHbl Kak Tpu
oyara 6a3anbHO-KNeTO4HOro paka, YeTbipe o4ara MnoCcKo-
KMEeTOYHOro paka M OAWH o4ar MeTaTUNUYecKoro paka,
W TONbKO AOMNOSIHUTENbHOE UCCNeaoBaHNE KPOBU METOOOM
UMMYHO(PEPMEHTHOIO aHanusa, BblSBUBLUEE aHTUTena
K gecMmornemHy 3 Tuna, B COBOKYMHOCTU C KMMHUYECKON
OLIEeHKOWM MOpaXKeHUs1 KOXU U pesynbTataMn LUTonoruye-
CKOro uccrnefoBaHus NO3BOMUIO YCTAHOBUTL AMArHo3 Be-
reTvpyoLien nyseipyatkuy [32].

BbICOKOM 4yBCTBUTENBLHOCTLIO UM 6oOsbLUEr MO Cpas-
HEHUIO C LMTONOrMYEeCKUM UCCefoBaHNEM crneumguyHo-
CTbiO 06nagaeT B AMArHOCTUKE My3blpyaTKu naTtonoroa-
HaToMu4yeckoe wuccnegosBaHve OUMOMNCUMMHOrO Marepuana
KOXM C OKPacKoW MMCTONOrMYecKoro npenapara remMartok-
CWUITMHOM-303MHOM. OTMevaeTcs, 4TO AnA AMarHOCTUKU
3aboneBaHii ¢ BHYTpUaNuaepmasbHbIM pPacrnosioXeHUeM
ny3blpel YyBCTBUTENMbHOCTb 3TOMO MeToda COCTaBnseT
80%, a cneunuyHocTb — 97% [33]. lNonoxuTensHas npo-
rHOCTMYecKas LIeHHOCTb MMCTONOrMYeckoro nccnegoBaHus
B AMarHOCTUKe ny3blpyaTkn coctaenset 89%, oTpuuarens-
Haa — 95% [33]. TeM camMbiM BEpPOATHOCTbL HanU4usa ny-
3blpyaTkyM y naumeHTa npu BbISBEHUN COOTBETCTBYHOLLNX
naTonorn4yecknx NPU3HakoB B MMCTONOMMYECKOM Mnpenapa-
Te coctaBnsieT 89%, a BEPOATHOCTb TOr0, YTO MOpaXeHus
KOXW Y NaumeHTa He ABNSITCA Ny3bipyaTKon npu oTpuua-
TeNnbHOM pe3ynbTaTe uccnefoBaHus, coctaenseTt 95%, age-
MOHCTPUPYS NMPU 3TOM, YTO Y 5% NaLMEHTOB C Ny3blp4aTKon
MOXET 6bITb OTpULATENbHbIA pe3ynbTaT MMCTONOrMYeCcKoro
uccnenosaHus. BeposiTHOCTb BbISBMIEHUS MPU3HAKOB My-
3blpyaTKy Mpu rMCTONOrMYeckKOM uccnegosaHun éuonTara
KOXWN CHWXAaEeTCs, eCcnn y naumMeHTa OTCYTCTBYIOT CBEXME,
TOMbKO MOSIBMBLUMECS MYy3bIpU U ANS UCCNefoBaHUs Obin
nosly4eH GUOMNCUMHBIA MaTepuan KOXW ¢ ny3blipeM, CyLle-
CTBYIOLLMM OOBOSbHO ONUTENLHOE BPEMS, UK Xe Ans ru-
CTONMOMMYECKOro uccneoBaHus yoanochb noayyYnTb TOMbKO
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mMartepwuarn, cofepxxallmii 3po3uio. HecMoTpsi Ha focTaTou-
HO BbICOKYIO YYBCTBUTENbHOCTb U CNEUUPUYHOCTb METO-
Ja, natonoroaHatoMuMyeckoe uccrnegosaHne 6MONCUNHOIo
mMaTtepuana Koxu B 22 (32,4%) npodunbHbIX MEAULIMHCKNX
opranusaumsx 21 (31,8%) cybbekta PO gns gmarHocTvkm
ny3blp4aTKy He NPOBOOUTCS.

BbicokocneynduyHbiM  METOOOM AMArHOCTUKK Ny-
3blpYaTKN SABMASETCA naTtofioroaHaToOMUYeckoe Wuccrne-
JoBaHVe 6MONTaToB KOXMU C MPUMEHEHUEM WMMYHOM-
noopecueHTHbIX MeTofos [34]. Ero 4yBCTBMTENBHOCTL
coctaBnsaeT 94,4%, a NonoxuTtensHas NporHocTudeckas
ueHHocTb — 90%, HO BMEeCTe C TeM OH XapakKTepuayeTcs
HWU3KOM YyBCTBUTENbHOCTLIO (36,4%) WM HWU3KOM OTpuua-
TENbHOW MPOrHOCTUYECKON LieHHOCTbIO (14,3%) [35]. OTun
JaHHble 03HayatoT, YTO NOSIOXKMUTENbHbIA pe3ynsTaT rMCTo-
NIOrMYeCcKoro UCCnefoBaHus ¢ NPUMEHEHUEM UMMYHOM-
NIOOPECLEHTHbIX METOAO0B C 60MbLLION A0NE BEPOATHOCTH
noaTBepXaaeT OuarHo3 nysblpYaTku, a oTpuuaTenbHbIn
pesynsTaT nccnegoBaHns C OTCYTCTBMEM CBEYEHUS aHTU-
Ten B aNMAaepMuUce He UCKIYaeT 3ToT AaMarHos. Bmecte
C TeM naronoroaHaToMM4yecKoe uccrnegosaHune 6montaTos
KOXW C NPUMEHEHMEM UMMYHOMTIOOPECLEHTHBIX METOAOB
6b1710 4OCTYMHO TONLKO B 16 (24,2%) cy6bekTax PO n3 66,
npu4emM peakumnss UMMyHodnNropecLeHLMn Ha 6a3e CBONX
naéopatopuini He NPOBOANTCA HU B OOHOW MeAWULUHCKOW
opraHusaumm gepmMaTtoBeHepoornyeckoro npoduns.

OnpegeneHve ypoBHSA aHTUTEN B KPOBU K fECMOrIeu-
HaM 1 n 3 TMNa ¢ NCNoNbL3oBaHMEM UMMYHOEPMEHTHOIO
aHanu3a — BbICOKOYYBCTBUTESNbHbIN U BbICOKOCMNELMKUY-
HbI MeToA AMarHOCTUKU Ny3blpyaTKn. YyBCTBUTENBHOCTb
MeToda npw onpefeneHnn aHTUTen K gecMmorneudy 1 tuna
coctaBnaer 96-100%, cneuncpmyHocte — 96—100%,
a npu onpegeneHnn aHTUTen K gecMmornenHy 3 tuna 4vyB-
CTBUTENIbHOCTb N CNEUUPUYHOCTb COCTaBMAOT COOTBET-
cTBeHHO 85-100 n 96—-100% [36]. Ho ucnonb3yetca aToT
BbICOKOYYBCTBUTESbHBIA N BbICOKOCMELMMPUYHBLIA METO[,
ONarHoOCTUKM Ny3blpyYaTKN MegULUUHCKUMW OpraHn3aumnsamm
nmwb 29 (43,9%) cybbekToB PO, 1 Tonbko B 2 (2,9%) npo-
PUNbHBLIX MEOULMHCKUX OpraHu3auusax 3To uccrnegosaHue
NPoOBOAMTCA Ha CO6CTBEHHOW 6a3e.

YunTtbiBass MOTEHUMAnbHY0 neTanbHOCTb Mny3blp4yart-
KW, 3HAYUMbIM SIBASIETCA HECOOTBETCTBUE KIMHUYECKUM
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pekoMeHAauusM npu nNposefeHnn Tepanuu nauueHTOoB.
BbisiBneHo, 4to B 21 (31,3%) MeamumHCcKoW opraHnsauum
JepMaToBEHEepONorn4eckoro nNpounsa HasHa4anmcb Kop-
TUKOCTEpOMAbl CUCTEMHOrO [EeNCTBUSA TOMbKO MNapeHTe-
parnbHO, YTO HEe COOTBETCTBYET KIMHUYECKUM peKkoMeHaa-
umam.

Mony4yeHHble B pesynsTaTe aHKeTUpoBaHWA AaHHble
2023 r. 0 4ucne naumeHToB My3blp4aTKOM 3HAYUTESIbHO
NpeBbILIAT CBEAEHWs, BHECEHHbIE B PEructp 605bHbIX
nysblp4aTkon Poccuiickoro obLiecTsa OepmaToBeHepo-
NIOroB M KOCMETOSIOroB, KOTOPLIN COAEPXUT MHopMaLmio
0 298 naumeHTax c nysbipyatkon. B 2023 r. 13 opraHusa-
UMaMM ilepMaToOBEHEPONIorn4eckoro nNpodunna B perncTp
6bIM BHeceHbl daHHble 0 49 nauueHTax, B TO Bpemsi
Kak npv aHKeTUpoBaHUK nony4eHsl gaHHsle o 10 148 naum-
€eHTax, 4YTo CBUAETENLCTBYET O HeJOCTaTOMHOM aKTUBHOCTU
cy6bekToB PO B BefieHUM perncTpa.

OrpaHn4eHns NCCnen0BaHNs

OrpaHunyeHve nccnegoBaHne CBA3aHO C HEMoNHOTOM
OTKNIMKA MEAMLMHCKUX OpraHvM3auuin OepmMaTOBEHEpOIIo-
rnyeckoro npocung. OTcyTcTByOT 0TBEThI U3 23 (25,8%)
cy6nLekToB PO.

3akntoyenue

Pes3ynbraTbl NpoOBEAEHHOrO UCCNenoBaHus CBUAe-
TENbCTBYIOT O HAIMYMM OYEBUIHBIX NPOBEM, CBA3AHHbIX
C Ka4eCTBOM OKa3aHus cneunanu3vpoBaHHOW MeaULMH-
CKOM nomMoLLym 60J1bHbIM NMy3bIpYaTKOW, N HEQOCTATOHHOM
COOTBETCTBUM OKa3blBAEMOW MEOULMHCKOW MOMOLLX
60/bHLIM My3bIPYaTKOM KIIMHUYECKUM PEKOMEHAALMAM,
a TakXXe HeJoCTaTO4YHOM aKTUBHOCTU Cy6beKTOB PO B Be-
OeHWn perucTpa.

OfHMM 13 nyTer yny4LlleHns Ka4ecTBa oKa3aHus no-
MOLLM N yCTPaHEeHNss HECOOTBETCTBUN KIIMHUYECKUM pe-
KOMeHLaLMAMM SBNAETCA MOBbILEHME KBanudmkaumum
Bpayen-gepMaToBEHEPONOroB, AN Yyero TpebyeTcs pas-
paboTka n peanu3auus LMKIOB MOBbILEHUSA UX KBasu-
ukKaumm no Bonpocam BedeHust NPoUIIbHbIX 6OMbHbIX
B COOTBETCTBUU C TPEGOBAHUAMMN KITMHUHECKMX PEKOMEH-
Jauui Ha 6a3e kadeap vnm pakynsTeToB Nocnegunaom-
Hom nogrotosku cneuuanucToe. i
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