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OKa3aHHe MEAUITIHCKON ITOMOITIN 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 KIIMHNYECKMM PEKOMEHAALIMAM.

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; okasaHue MeMLMHCKON NOMOLLMN

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.
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Medical care for pemphigus patients 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.
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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-
aHTuTenam, HanpaBfieHHbIM NPOTUB 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. cpefHWiA NokasaTernb
3a60/1eBaeMOCTM Ny3blpYaTKOW HaceneHus B Bo3pacTte
18 net u ctapwe B Poccuinckonn degepaumm 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 3abofieBaemMoCTU ny3bipyaT-
ko B Poccunckon ®depepaunn He dopmupyetcs, no-
CKOJIbKY [laHHas Ho3oMorn4yeckas eguHmLa He BKIoYe-
Ha HU B 0fiHY 13 hopM hbefepanbLHOro cTaTMCTUYECKOro
Ha6nogeHnsa (POCH). PaHee, O BHECEHUS N3MEHEHUN
npukasom ®efgepansHon cnyx6bl rocygapCTBEHHOMN
ctatucTukm ot 21.07.2016 Ne 355, ®DOCH Ne 12 nosso-
nana pernctpuposarth NaynMeHToB cTaplue 18 net ¢ sTum
3abonesaHneM, BKM4Yas UX AucrnaHcepHoe Habnwoge-
HWe, OflHaKo Noce UCKITIYEHUs Ny3bip4aTKu U3 yKasaH-
HOWM popMbI TaKast BO3MOXHOCTbL 6blnia yTpadeHa [5, 6].

[o BHeApeHUs B NpakTUKYy KOPTUKOCTEPOUIOB CU-
CTEMHOro AeNCcTBMUS CMEPTHOCTb G0JIbHBIX My3blpyYaTKON
pocturana 75%, HO 1 B HacTosiLLee BpeMs ny3blpyaTka
OCTaeTcs NoTeHUManbHoO netanbHbiM 3a6onesaHnem [7].
Bo ®paHuum BbKMBAEMOCTb NALMEHTOB C My3bIp4aTKomn
B TeyeHue 1, 2 n 5 net coctaBuna COOTBETCTBEHHO 92,
88 n 77% [8]. CornacHo npoBefeHHbIM B Benukobpura-
Hun, ®paHuun, Uspamne un TarBaHe uccrnefoBaHUaM,
BEPOSATHOCTb CMEPTU Y NALMEHTOB C Ny3bipyaTkon B 1,7—
3,6 pasa Bbllle, YeM Yy NIOAEN, COMOCTaBUMbIX C HUMU
no sospacty u nony [8—13]. B cBa3n ¢ 3TUM 60nbLIOE
3HayeHWe MmeeT Hajnexallee okasaHwe 605bHbIM Ny-
3blpYaTkoO MeanLMHCKON NomoLLn, nogpasymMmeBaroLlen
B MepByl0 ovepedb CBOEBPEMEHHYIO AMArHOCTUKY 60-
ne3Hu N agekBaTHoe ne4veHue. 3HayeHue paHHew guna-
FHOCTMKM MNy3blpyaTKyU NoAYepKuBaeTcs pesynsrtatamu
uccnepgoBanua S. Kumar u coasT. (2017), nokasaBLumx,
4YTO ANUTENbLHOCTL 3a6oneBaHus, B NepBY0 o4epeb no-
paXeHus NoNoCTN pTa, accounnpyeTcs ¢ HeadpdpekTms-
HOCTbtO Tepanuu [14].

HOunarHoctvka nysblpyaTtkm — OAWH W3 Haubonee
CIOXHbIX BONPOCOB COBPeMEeHHoN Aepmartonoruun. Knu-
HU4yeckne nposiBneHns 3abonesaHus MOryT noTpebo-
BaTb nNpoBefeHus anddepeHumnansHon ANarHOCTUKN
Cc 6ynnes3HbiM nNemMuUronfom, reprnetudopmMHbIM Aep-
MatuTtoM [opuHra, XpoHW4eckonm cemMenHon Jobpoka-
YeCTBEHHOM ny3blpyaTkon Xennu—Xennu, 6ynnes3Hon
hopMON MHOFOHOPMHOM 3pPUTEMBI, aPTO3HBLIM CTOMa-
TUTOM, TOKCUYECKOM anunaepmasbHbIM HEKPOSU30M,
cuHgpomowm Jlarenna [13-17]. B cBa3K ¢ 3TUM BO3MOX-
Hbl OLUMOKM AMarHoCTUKK nysbipyatku [19-21]. Mo paH-
HbiM U.B. XamaraHoson u coaBT. (2016), n3 21 6onbHo-
ro, HaxoAMBLUNXCS NOA HA6MIOAEHMNEM C MYy3bIPYaTKOn, 7
(33,3%) 6bInM HanpaBneHbl 415 OKa3aHUA MeaULIMHCKOW
noMoLM ¢ ApYyrum amarHosom [22]. 1o o6ycnoBnuvBa-
eT Heo6X0AMMOCTb UCNONL30BaHUA NpU o6cnefoBaHNN
60/bHbIX My3bIPYaATKON HE TONMbKO KIIMHWMKO-aHaMHeCTU-
YeCKUX flaHHbIX, HO 1 nabopaTopHbIX U NaTonoroaHaro-
MUYECKMX MeToAdoB uccnepoBaHus [23, 25]. CornacHo
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KNMHMYeCcKMM pekoMeHpaumsam «[lysbipyaTtka» (L10 ID:
369_2), ogo6bpeHHbIM Hay4YHO-MPaKTUYECKUM COBETOM
MwuHsgpasa Poccum B 2024 1., gMarHo3d nysbipyaTKku
ycTaHaBnMBaeTCA Ha OCHOBaHUU: aHaMHEeCTU4eCKUX
AaHHbIX; dM3nKanbHoro o6cnefoBaHus, BKNoYas BU3y-
anbHoe nccnefoBaHne KOXHbIX NMOKPOBOB U CIN3UCTLIX
0605104€eK; LMTONOrM4eCcKoro nccnefoBaHus Ha akaHTo-
NUTUYECKME KNETKN CO fHA 3PO3UI CITU3UCTLIX 060N04EK
W/MnnM KoXu; NaTonoro-aHaTOMU4YEeCKOro UCCrnefoBaHus
6MOMCUMNHOro Matepmana Koxu U3 o4aros rnopaxeHus;
naTosioro-aHaTOMUYeCKOro nccnefosaHnsa 6MOoNCUIMHOro
(onepauMoOHHOr0) MaTepuana koXxu ¢ NPUMeHeHNeM UM-
MYHOMJIIOOPECLEHTHbIX METOA0B W/MNU UCCNefoBaHus
CbIBOPOTKN KPOBM METOAOM HEMNPSIMON MMMYHOMNI00-
pecueHunn ana sbisenexnns IgG- n IgA-aytoanTtuten [1].
Mpn 3ToM cyuiecTByOLWMe METOAbl AUArHOCTUKKU ny-
3blpYaTKN MMEKT CBOW MNpeuMyLlecTBa U HefocTaTkuy,
M HU OOWH N3 HUX B OTAENbHOCTU He obnapaet 100%-1
YYBCTBUTENBLHOCTbLIO U CMEUNPUYHOCTLIO.

OcHoBHoOM MeTof Tepanuu 60MbHbIX Ny3blIpYaTKON —
ANUTEeNnbLHOEe 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 coO4eTaHMn ¢ UMMYHOAe-
npeccaHtamu), 3aTeM UX [03a MOCTEMNEHHO CHWMXaeTcs
C Yy4eTOM COCTOSHUS MauueHTa, 4To6bl YMEHbLUUTL Be-
POATHOCTbL Pa3BUTUA U BbIPAXEHHOCTb HeXenaTenbHbIX
ABNEHUA ONUTENbHOW KOpTUKOCTepouaHon Tepanuu [1].
Mpu pa3snTnn peunamnsa [o3a KopTUKocTeponaa fonxHa
6bITb NOBbLILLEHA.

[axe npu ageksaTHON [03e KOPTUKOCTeponaa Tepa-
nMa MOXeT 6bITb HeJOCTaTOYHO 3PP EKTUBHON, U BEPO-
ATHOCTb HE3(EKTUBHOCTU NeYeHnsa Bo3pacTaeT, ecnm
[osa npenapaTta HepoctatoyHa. B VpaHe 6binn npo-
BefeHbl [iBa uccrefoBaHua adPEKTUBHOCTM Tepanuu
60MbHbIX NY3bIpY4aTKOW, B KOTOPLIX MPUMEHANNCL pas-
Hble HayaNbHble 003bl KOpTUKOCTepounaa [25]. B ogHom
uccrnefoBaHMmM  Tepanusa MNpegHW3onoHOM, Ha3Ha4as-
LUIMMCS B Ha4anbHOW CYyTO4YHOM fo3e 1 MI/Kr Maccel Tena
nayueHTa (60,21 + 11,130 mr/cyT), Yepe3 4—6 Hepenb
Oblna co4YTeHa HepocTaTo4HO 3PdekTuBHOM y 46,8%
naumeHToB [25]. B gpyrom uccnepoBaHuu, B KOTOPOM
Tepanuio HaYnHanu u NpPoBOAUIM NPefHU30HOM B [03€e
40 Mr/cyT, Yepe3d 4 Hepenu ne4veHve 6bINO pacLEHEHO
Kak HeflocTaTo4yHO adhpdheKTuBHOE Yy 75% nauuneHToB [26].
Ha3Ha4yeHune KopTUKOCTepouaa B CYyTOYHOWN [03e ucxoas
13 Macchol Tena, HernpeackasyeMocTb peumanBsoB, Tpeby-
IOLLMX MOBbILLEHUSA [03bl, AenalT KOPTUKOCTEPOULHYIO
Tepanuio nys3blpyaTku WHOUBUAYANbHOM ANA KaXnoro
naumeHTa n cnocob6CTBYIOT MOABIIEHUNIO OLLMOOK B UX Te-
panuu.

B cBA3n ¢ BO3MOXHOCTbIO OLUMOGOK B AMArHOCTUKe
ny3bIpYaTKU U NIeYeHnn 60SIbHLIX 3TUM MOTEHUMAnbLHO ne-
TanbHbIM 3abofieBaHMeM akTyaslbHO OLEHUTb Ka4vecTBO
oKasaHus MeOuLMHCKOM NMOMOLUM GOMbHBIM My3blpHYaTKon
B Poccuiickon depepaunn.

Llenb uccnepoBaHuss — npoaHanuanposBaThb AaHHble
O MpUMeHsieMbIX MeTofax AMarHOCTUKW U Tepanuu 60rb-
HbIX My3bIp4aTKOM B MEAVLMHCKNX OpraHu3auusx gepmaro-
BEHEepOosIorn4eckoro Nnpodunsa N oLeHUTL UX COOTBETCTBME
KITMHWYECKUM pekoMeHaaLumnsaMm.

MeTopabl
[Jln3aiit ncenenoBanns
I'IpOBe,quo OAHOMOMEHTHOE nccrneaoBaHue.
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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
MeOUVLMHCKOM nomoLm un 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:

451

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%) — ToNbKO Ha ambynaTopHOM
nedyeHun n 558 (38,8%) — Ha cTaumMoHapHoOM U ambyna-
TOPHOM feYveHnn. NIHBanugHOCTb B CBA3WU C My3blpHaTKon
ycTaHoBneHa y 72 (4,9%) naumeHToB. Ha MOMEHT aHanu-
3a [aHHbIX CMepTb MO MNPUYMHE My3blpHaTKM HacTynuna
y 5 (0,3%) naumeHToB.

N3 obuwero uyucna nauveHToB C Ny3blp4aTKon
y 72 (4,9%) naumeHTOB yCTaHOBMEHa rpynna WHBanugHo-
CTV MO MpU4YMHE OCHOBHOro 3aboneBaHus; y 516 (34,9%)
rpynna WHBanMOHOCTU OTCYTCTBYET; OTHOCMTENbHO 892
(60,2%) nmaumeHTOB MHpopMaumMs O Me[uKO-CoLMarnbHOWN
3KCMepTn3e OTCyTCTBYET.

Ons  OueHKM CTenmeHn TAXKECTU  MNy3blpyHaTKu
B 13 (19,1%) MeanUMHCKMX OpraHM3aumsx Ucnonb3oBanu
mHpekcol PDAI n ABSIS. Tonbko uHpgekc PDAI npumeHsi-
nm B 8 (11,8%) MegMUUHCKMX opraHn3aumsx, B 47 (69,1%)
MeOULMHCKNX NPOPUnbHbIX opraHnaaumax uHgekcsl PDAI
n ABSIS He npumensnu. Kputepumn Mahajan He npumeHsi-
JICb HW B OQHOM MEeAULMHCKOWM opraHmMsaumu.

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 OopraHu3aumn (puc. 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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0
B LluTonornyeckoe UccreaoBaHne Maska-otreyarka

10 20 30 40 50 60 70

m [laTof10ro-aHaToMnU4eckoe 1ccriefoBaHne 6MONTATOB KOXU

IMMYHOChEPMEHTHBbI aHanu3

Puc. 1. MeauumHckie opraHu3avim 66 cyobekToB PO, B KOTOPbIX NPUMEHSHOTCS METOAbI ANArHOCTUKM My3bipyaTki, abe
Fig. 1. Medical institutions of 66 federal subjects of RF using pemphigus diagnosis methods, abs

Bo BCcex MeguUUHCKMX opraHusaumsx, npenoctaBuB-
Wwnx nHcopmMaumio 06 oKasaHuM MeOULIMHCKOM MOMOLLN
60MbHbIM MNy3bIPYaTKOW, B AUArHOCTUYECKMX LEnsix npo-
BOAMNN LUUTONOMMYECKOEe uccrefoBaHve Maska-oTrnevar-
Ka Ha akaHTonuMTU4eckue KrneTku, npuyem B 55 (80,9%)
13 68 MeOULMHCKUX OpraHu3auum LUTONorMyeckni Metoq
uccnenosaHns 6bi1 €AMHCTBEHHBIM  UCMOMb30BaBLUMMCS
ONna  OUarHOCTMKM ny3bipyaTku. CornacHo nosyYeHHbIM
OaHHbIM, M3 O6LLero 4vMcna MeguuuHCKUX opraHm3auui
(n = 68), npemocTaBMBLLUMX WHOpMauuo, 66 (97,1%)
MEeAMLUMHCKUX NpobuiibHbIX opraHm3aumin us 64 (97,0%)
cy6bekToB PO npoBoAnnm UMToNnornyeckoe nccnegosaHve
Maska-oTrneyarka CO AHa 3po3ui Ha 6a3e COB6CTBEHHbIX
naéopatopuin. BmecTte ¢ TeM YyCTaHOBMEHO, YTO OaHHbLIN
BUA uccnegosaHus B 9 cybbektax P® nposoguncsa B pe-
Cny6MKaHCKOW, KpaeBon nnm obnactHon 6onbHuue; B 1 —
B KNWMHWKE MEeOMLMHCKOro BYy3a; B 2 — B KOMMeEpYecKon
MeaMLMHCKOW opraHusaumm; B 3 — B UHOW MeguLUHCKON
opraHusaumu; B 6 — B MeQULMHCKOW OpraHm3aumm gpyroro
cy6bekta PO. B 2 cybbekTax PO uyutonornyveckoe nccne-
JoBaHve Ha CO6CTBEHHOM 6a3e He NpoBOAMIIOCH, HO Bbl-
NOSHANOCL Ha 6a3e Apyro MeguLMHCKON opraHu3aunn.

B 46 (67,6%) MegUUMHCKUX opraHnsaumnax gepmarto-
BeHeponornyeckoro npodpuna m3 45 (68,2%) cybbekToB
P® ans guarHoCTMKM My3blpyaTKU UCMONb30Banochb na-
TONoroaHaTtoMuMyeckoe uccnefoBaHne 6GMOMNCUUHOrO Ma-
Tepuana koxu. B 10 (14,7%) MegULUMHCKNX NPOtUIbHBIX
opranundauusx 10 (15,2%) cy6bektoB PO ana gnarHocTnkm
ny3bIpyYaTKy naTonoroaHaTtoMmMyeckoe nccnegosaHve 6mo-
NTaToB KOXMW MPOBOAWIOCL Ha 6a3e CO6CTBEHHbIX nabo-
patopuii; B 42 (63,6%) cybbektax PO — Ha 6a3e gpyrux
MeAMLMHCKUX YydpexaeHun. [aHHbli BUA uccrnegoBaHus
B 11 cy6bekTax P® nposoauncsa B pecrnybrmMKaHCKon, Kpa-
€eBOM unu obnacTtHom 60sbHULE; B 3 — B KIIMHUKE Meau-
LMHCKOro By3a; B 11 — B KOMMeEp4eckKon MeguuuHCKOMN
opraHusaumu; B 21 — B MHOW MEOULIMHCKOM OopraHM3aumm;

T. 101, Ne 3, 2025

B 10 — B MeOMUMHCKON opraHvsaumm Opyroro cyobekrta
P®. MNMpn atom B 36 cybbekTax PP nartonoroaHatomu4e-
CKoe rccnefoBaHne 61MonTaToB KOXW BbIMOSHANOCH TOMLKO
Ha 6a3e Apyrux MeauUmMHCKUX opraHmsaumi, a B 20 cy6bek-
Tax P® — Kak Ha cBoel, Tak Ha gpyrou 6ase. B 22 (32,4%)
nNpothunbHbIX MeauUMHCKMX opraHu3aumsax 21 (31,8%)
cy6bbekta P® naTtonoroaHaToMM4ecKoe wccrnefosaHve
61OMNCUNHOIO MaTepuana Koxu He NpoBOAUIIOCH.

OnpepeneHne ypoBHa ayToaHTUTEN K JecMorfieunHy 1
n/vnu 3 TMNa B KPOBM METOZOM MMMYHO(DEPMEHTHOIO aHa-
nm3a nposoaunun nauueHtTam B 29 (43,9%) cybbvektax PO.
CamocToATeNnbHO Ha 6a3e cBOMX nabopaTopuii OHO Mpo-
Bogunock B 2 (3,0%) cybbvektax P®; B 27 (40,9%) cybb-
ekTax P® 310 MccnepgoBaHune BbINOMHANU Ha 6a3e apyrux
MeOMUMHCKUX opraHusauui. [aHHbln BUA, uccrnenosaHus
B 1cybbekte P® nposoguncsa B obracTHOM 60sbHULE;
B 3 — B KIIMHVKE MEOULMHCKOro By3a; B 22 — B KOMMep-
YeCKOW MeOUUUHCKOW opraHus3auuun; B 1 — B MHOM Meaun-
LMHCKOW opraHusauuu; B 3 — B MeAULMHCKOM opraHuaa-
umm gpyroro cyobekta P®. B 37 (56,1%) cybbvektax PO
onpegesnieHne ypoBHS ayTOaHTUTEN K AeCMOrfnenHy 1 n/mnm
3 Tuna B KPOBW METOAOM MMMYHOMEPMEHTHOIO aHanusa
He NpoBOANIIOCh.

Ceponorvyeckas guarHocTuKa ny3blp4aTku ¢ UCMOSb-
30BaHMeM TKaHu nuLLiesofa 06e3bsiH A9 onpefesieHns co-
Jep>XXaHus ayToaHTuTen K gecmornenHy 1 1 3 Tuna B Kposu
MEeTO[IOM HernpsMor WMMMYHOMIIIOOPECLEHLNN NPOBOAM-
nace B 11 (16,7%) cybbekTax PO, Ho Ha cob6CcTBEHHON 6a3e
BbinofHAnace B 1 (1,5%) MeaMuMHCKOM opraHu3aumu;
B 10 (15,2%) cy6bekTax PO aaHHbIM BUA uccrenoBaHus
npoBoAWICA Ha 6ase Apyrnx MeauuMHCKUX opraHu3aLuii.
B 1 cy6bekte P® oHo npoBoamniock B 06n1acTHON 60bHU-
ue; B 6 — B KOMMep4ecKo MeOuLMHCKON opraHu3auuu;
B 2 — B WHOW MeAMLUMHCKOW opraHusauuu; B 3 — B Me-
OVUMHCKOW opraHmnsauun gpyroro cy6bekta P®. Cepono-
rmyeckas OuarHocTvka nysbip4aTku MEeTOA4OM HemnpsiMown
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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, Y4TO MeAWLMHCKME opraHu3auumn gepmaro-
BEHepOosiornyeckoro npoduns, npegocrasmeLLne MHAOP-
Mauuio, UCCnefoBaHUs 3TUM METOAOM CaMOCTOATENbHO
Ha 6a3e cBoux naboparopui He nposoaunu. [na nposene-
HUA nccrnefosBaHuin GUOMTATOB KOXWU C NMPUMEHEHMEM UM-
MYHOMPNIOOPECLEHTHLIX METOAOB 6 MEAMLIMHCKUX OpraHu-
3auun fepMaToBeHepoiorMyeckoro npoduns Hanpasnanm
6uonTaTtbl KOXW B pecnybIMKaHCKyto, Kpaesyto nnm obnact-
Hyto 601bHULY; 1 MeguUMHCKasn opraHnsaumsa — B KIMHUKY
MeOMLIMHCKOro By3a; 4 — B KOMMEPYECKYI0O MEeANLIMHCKYO
opraHusaumio; 5 — B WHYI0 MEOMLMHCKYIO OpraHnsaumio;
5 — B MeAVLUMHCKYI0 opraHusaumio apyroro cyébekta PO.
YcTaHOBNEHO, YTO cpa3y ABa BMaa nccnenosaHus (Um-
TOMOrNYecKoe uccrefoBaHne Maska-oTnedarka co fgHa
3pO3MIN Ha aKaHTONUTUYECKWE KNeTKM W naTororoaHaTo-
MUYeckoe nccnegoBaHne 6MOMNCUIAHOrO Matepuana Koxu)
nposogmu 9 (13,2%) MeaNLMHCKUX OpraHn3aLuuii; LMTono-
rmyeckoe nccrnefoBaHve Maska-oTrnedaTka co fiHa apo3ni
Ha akaHTONUTUYECKME KINETKU U onpefeneHne ypoBHS ay-
TOaHTUTeN K ecmornenHy 1 n/unm 3 Tmna B KpOBM METOOOM
nMmyHodepmeHTHoro aHanmsa — 1 (1,5%) meguumMHCKas
opraHusauus. Tpyn BMAa uccnegoBaHus (LMToNoOrM4eckoe
uccrnegosaHve mMaska-oTrnedvaTka co fHa 3po3ui Ha akaH-
TONUTUYECKUNE KNETKU, OnpefeneHne YpoBHA ayToaHTUTen
K gecmornevHy 1 u/vnn 3 Tuna B KPOBM METOLOM MMMY-
HOOEPMEHTHOrO aHanuaa n ceponornyeckas aMarHocTmka
C MCMosb30BaHMEM TKaHU NyLLeBoaa 06e3bsaH Ansa onpefe-
neHnsa copepXaHusa ayToaHTuTen K gecmornenHy 1 n 3 Tuna
B KPOBM METOAOM HenpsiMon uMMyHodbnoopecLeHLmmn)
nposoguince B 1 (1,5%) MeauUMHCKOM oOpraHu3auunm,
1 MeguuMHCKasn opraHnsaumsa He NpoBOAMT NlabopaTopHble
nccnefosaHusa AN AMarHOCTUKW Ny3bipHaTKu.

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

453

Taknum o6pas3oM, U3 o6LLero YymMcna MeguumnHCKuUX op-
raHvsauuii gepmMaToBeHeposiornyeckoro npodumns, npe-
JoctaBmBLINX MHopMmaumo, 68 (100,0%) mMeanuMHCKMX
opraHmMsauui B CBOMX nabopaTtopusix Ans OUarHOCTUKK
ny3blp4aTky NMPUMEHSANN LUTOSIONMHYECKOE UccreaoBaHve
Maska-oTneyaTka CO AHa 3PO3UIN Ha akaHTONUTUYecKne
KneTkn; 46 (67,6%) opraHmnsaumn ms 45 (68,2%) cybbek-
TO0B P® — naTtonoroaHatomm4yeckoe uccnegoBaHme 610-
NCUAHOrO Martepuana KoXw Ha CBOer unu gpyromn 6ase.
B 29 (43,9%) cybbektax P® Ha cBoel unu gpyrov 6ase
NpOBOAWNN OMNpefeneHne ypoBHA ayToaHTUTeNn K AecMo-
rmevHy 1 n/vnu 3 Tuna B KPOBU METOLOM MMMYHOQEp-
MeHTHoro aHanuza u B 11 (16,7%) cybbvektax P® — ce-
PONOrnyecKyo OMarHOCTUKY C MCMNONb30BaHMEM TKaHu
nuwesoda o6e3bsiH AN onpefdeneHns copjepXaHus ay-
TOaHTUTEN K gecMornevHy 1 n 3 Tuna B KpOBU METOAOM
HenpsMor ummyHodpntoopecueHumn. NartonoroaHatoMu-
yeckoe uccnegoBaHve OMONCUMIMHONO Marepvana Koxwu
C NPUMEHEHNEM UMMYHOMTHOOPECLIEHTHBIX METOLOB (pe-
aKLMN MMMYHOMTHOOPECLIEHLIMM) B MEOULIMHCKMX OpraHu-
3aumax [OepMaToOBEHEPONOrnyeckoro npoduns, npepo-
CTaBMBLUMX MHpopMaumio, 6bI10 AOCTYNHO MNauMeHTam
B 16 (24,2%) cy6bekTax PO 13 66, xoTa NpoBOAMIOCH OHO
TONbKO Ha 6a3e gpyrux MeaMLIMHCKMX OpraHu3aLuii.

BmecTe ¢ TeM Ha co6CTBEHHON 6a3e NpoBOAUNMU LM-
Tonornyeckne uccnepoBaHna 66 (97,1%) MeguuUMHCKUX
opraHvMsauuii  [epMaToBEeHeposiorM4eckoro npoduns
n3 64 (97,0%) cybvektoB P®; natonoro-aHaTomMu4eckoe
uccneposaHMe GUMOMCUMNHOIO Matepuana KoXu — JuLlb
B 10 (14,7%) n3 10 (15,2%) cy6bekToB P®; onpeneneHve
YPOBHA ayToaHTuTen K gecmornewHam 1 wu/vnm 3 tvna
B KPOBM METOOOM WMMYHO(EPMEHTHOrO aHanmMsa —
B 2(2,9%) ns 2 (3,0%) cybbektoB P®; onpegeneHue
YPOBHA ayTOaHTUTEN K gecmornemHam 1 w/vnm 3 tuna
B KPOBU METOAOM HENpAMOr MMMYHOTI0opecUeHLNN —
B 1 (1,5%) us 1 (1,5%) cybbvekta PO. MNaTtonoroaHatomu-
YeckrMe UCcnepoBaHUs 6UONTaTOB KOXWU C MPUMEHEHU-
eM peakunm MMMYyHObIoopecUeHLUNN He NPOBOANIIOCH
Ha COGCTBEHHOW 6a3e HW B OA4HOM U3 68 NpPodUNbHLIX
MeOMUMHCKUX opraHusauun (puc. 2). B 1 opraHmsauun

mA6c. 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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® MetunnpenHnu3onoH

TpuamumnHonoH
KopTusoH

Puc. 3. HacToTa HasHa4eHns KOPTUKOCTEPOMUA0B CUCTEMHOTO AEACTBIS B0MbHBIM My3bIPYATKON N0 AaHHbIM 13 67 MEANULMHCKIX NPOMUIbHBIX OpraHn3auni, %
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%) MepuLMHCKUX OpraHu3aumsax
JepMaToOBEHEPOSIOrMYeckoro  nNpoduns; rmgpoKopTu-
30H — B 1 (1,5%); nekcametaszoH — B 54 (79,4%); meTun-
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nNpefaHn305oH — B 4 (4,4%); NnpeaHn30n0H — B 64 (94,1%);
TPMamMUnHONOH — B 2 (2,9%)) (puc. 3).

B 47 (69,1%) MeOWUMHCKNX OopraHu3auunsx gepmaro-
BEHEpPONorn4eckoro Npouna NpUMeHsnM MeToTpekcar;
B 16 (23,5%) — aszatmonpwH; B 12 (17,6%) — LMKNOCNOPWH;
B 3 (4,4%) — putykcumab; B 3 (4,4%) — BHYyTpPUBEHHOE
BBegeHne nmmyHornobynumHos; B 1 (1,5%) mMeauumHckon
opraHvMsaumm ucnonb3oBanu MukodeHonata ModeTtun
(MyKodeHonoByto K1cnoTy) (puc. 4).

B kayecTBe MHOM Tepanuu Ons Ne4YeHUs MauvMeHToB
¢ ny3bipyaTtkon B 13 (19,1%) MeOQuUMHCKMX opraHm3aumsx
HazHavyanu nnasmadgepes n B 1 — gpotodepes.

MHopmaumio o Tepanuu, NnpuMmeHseMon AN nauu-
€HTOB C BMepBble YCTAHOBMEHHbLIM AMAarHo30M Mny3bipyaT-
KW, npepgoctaBunun 67 (98,5%) MeOuuUHCKMX opraHusa-

m MeTtoTpekcar

B A3atnonpuH
Tnasmacepes
LlnknocnopuH

BHyTpuBEHHOE BBEAEGHME
VMMYHOTI06yNUHOB

Putykcumab
MwkodbeHonara mochetusn

®otoepes

Puc. 4. HacToTa Ha3Ha4eHWst UMMYHOZIENPECCAHTOB 11 ADHEPEHTHBIX METOL0B Tepaniii 60MbHbIM My3bIPHATKON N0 AaHHBIM 113 67 MEANLIMHCKUX NPONbHBIX 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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LUMiA [epMaToBEHEepONorM4eckoro nNpodunsa, B KOTOPbIX
NCNonb30Basnn KOPTUKOCTEPOUAbI CUCTEMHOIO AeNCTBUA.
Mpn aTom HayanbHasa [o3a, HasHadYaemas naumeHTam
B MeOULUMHCKUX opraHm3auusx, sapbumposana ot 0,5 go
5,0 Mr/kr maccel Tena.

N3 67 npodunbHbIX MeauLMHCKUX OpraHusauun
B 34 (50,7%) KopTukKocTepoudbl CUCTEMHOrO AencTBUA
npuMeHsanuM nepopaneHo; B 33 (49,2%) — nepopanb-
HO B KOMOWHaUMM C napeHTepasibHbIM BBEAEHWEM CU-
CTEMHbIX KOPTMKOCTEPOMAOB MPOSIOHTMPOBAHHOIO AeW-
cTBus (6etameta3zoH — 1 UM 2 MmN BHYTPMMBILLEYHO);
B 44 (65,7%) — nepopanbHO B kOMOMHaLMK C NapeHTe-
panbHbIM BBEAEHMEM KOPTUKOCTEpPOMAOB B [03€ He 60-
nee 90 Mr No NPegHN30/I0HOBOMY 3KBUBANEHTY (MpefHu-
30n0H — 30, 60 unn 90 mr); B 8 (11,9%) — nepopanbHO
KOMOGWHaAUMM C MynbCc-Tepanven KopTUKoCcTepougamm
BHYTpVBEHHO (B fo3e oT 500 mr n 6onbLue No NpegHM30-
noHoBOMY 3kBuBaneHty); B 35 (52,2%) — nepopasibHO
B KOMOMHaLMM C MMMyHoAernpeccaHTamu (MeToTpekca-
TOM, LIMKITOCMOPMHOM, a3aTuonpuHom u ap.); B 21 (31,3%)
MeOULMHCKOW OpraHn3aumm KopTMKocTeponabl NpUMeHs -
NMCb MapeHTepasnbHO (BHYTPMMbILLIEYHO UM BHYTPUBEH-
HO) (pwuc. 5).

B opgHom npodhmnbHOW opraHuMsauuMm nauuveHtTam
C BNepBble BbIABMIEHHOW Ny3blp4aTKOW Ha3Havanu pu-
TykcumMab Kak B BMAE MOHOTepanuu, Tak u B KOMOWU-
Hauum C KOPTMKOCTEpoMgaMm CUCTEMHOrO AEeNcTBuS,
B Apyron — puTykcumab B Buae MoHoTepanuu. Eue
B OOHOW MeOULMHCKOW OpraHM3aunn HasHavanm putyk-
cumab B KOMOBUHAUUKM C KOPTUKOCTepongamMum cUCTeM-
HOro gencTBus.

KopTukocTepougHble npenapaTtbl A1 HAPY>KHOro npu-
MEHEeHMWs Nonyyanu nauneHTbl B 3 NpodnibHbIX MeanLNH-
CKMX opraHmsaumsx, B 1 MeguUMHCKON opraHvM3aummn gep-
MaTOBEHEPONOrnyeckoro Npoduna naumeHTam ¢ Brepsble
YyCTaHOBMEHHbIM AMAarHO30M Ny3bIp4aTKy MPOBOAMNN NNas3-
Madhepes.
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MHopmaunio o TakTUke BefeHWs rnauueHToB C ny-
3blp4aTkor B cny4ae HedocTatovyHOW 3(PPEKTUBHOCTU
WNN yXYALUEHUs COCTOAHMA Ha dOHe NMpPOBOAMMON Te-
panuu npegoctaBunu 67 (98,5%) mMeguUMHCKMX opra-
HU3auu flepMaToBeHeponiornyeckoro Npoduns, n3 HUX
B 5 (7,5%) cny4anm ¢ HepocTtaToO4HON 3PEKTUBHOCTLIO
paHee NpPOBOAMBLUEroCA fleYeHUs UM c yxyaweHuem
COCTOAHMA naumeHToB oTcyTcTBOBanu. B 35 (52,2%)
MeOVUMHCKUX opraHusaumax B cny4ae HefoCcTaTO4YHOW
3(PPEKTUBHOCTM UMM YXYALLUEHUA COCTOAHUA Ha poHe
npoBOANMONM Tepanuu naumeHtTam c ny3bip4aTkon yBse-
nuyvsanu o3y KopTukoctepoupaa, NnpuHMMaemMoro nep-
opanbHo, 6e3 Ha3Ha4yeHus gpyrorn Tepanuu; B 26 (38,8%)
yBenuymeanach fo3a KopTMkocTepouaa, npMHMMaemoro
nepopanbHO, C AOMOSIHUTENbHLIM MPUMEHEHUEM KOPTU-
KocTeponga CUCTEMHOrO MPOSIOHMMPOBAHHOIO AENCTBUA
napeHTepasnbHo (6eTameTa3oH — 1 M 2 MN BHYTPUMbI-
weyvHo); B 33 (49,2%) yBenuymeanach o3a KOpTUKOCTe-
poupa, NpMHMMaeMoro nepoparnsHo, ¢ AOMNONHUTENbHbLIM
NPUMeHeHneM KOpTUKOCTepouaa CUCTEMHOrO AencTBus
napeHTeparnbHoO B fo3e He 6ornee 90 Mr nNo NpeaHn3ono-
HOBOMY 9KBMBAeHTY (Hanpumep, npegHusonoH — 30, 60
unu 90 mr); B 6 (8,9%) yBenu4msanacb fo3a KOPTUKOCTe-
poupaa, NPMHMMaeMoro nepoparnsHo, C AOMNONHUTENbHbLIM
NpUMeHeHneM nynbc-Tepanum KOpTUKOCTEPOUOOM CHU-
CTEMHOro [encTBuA BHYTPUBEHHO B flo3e oT 500 Mr n 60-
nee no NpPegHU30/I0HOBOMY 3KBMBaneHTy; B 29 (43,3%)
yBenuymeanacb [fo3a rNIoKOKOPTUKOCTeponaa, MnpuHn-
MaeMoro nepoparnsHO, C AOMNOHUTENbHLIM NPUMEHEHHU-
€M MMMYHOZenpeccaHTa nam nHon tepanuu; B 28 (41,8%)
Jo3a KopTukocTepoupa, MpUHMMAEMOro rnepoparbHo,
He MeHfAnacb, HO [OMOSIHUTENbHO HasHa4vancs KopTu-
KOCTepou CUCTEMHOro MPOSIOHIMPOBAHHOIO AENCTBUSA
napeHTepanbHo (6eTameTa3oH — 1 unu 2 Mn BHYTpU-
MbiLleYHo); B 31 (46,3%) [o3a KopTMKOCTepouaa, NpUHU-
MaeMoro nepoparnsHO, He MeHANachb, HO JOMONHUTENBHO
Ha3Ha4vasncsa KOpTUKOCTepoua CUCTEMHOIO AeNcTBuA na-

B KopTukocTepouibl CUCTEMHOrO
JencTBNA TOSTbKO NepopasrbHo

,,,,,,, ®  KopTuKoCTepomabl CUCTEMHOTO

JeicTBua + 6eTametasoH 1 unu 2 mn
BHYTPUMBILLEYHO

KopTukocteponbl CUCTEMHOIO
JENCTBUS + NapeHTepanbHo B 4036
He 6onee 90 mr

KopTukocTepougbl CMCTEMHOTO
JencTBna + nynbc-tepanus
BHYTpMBEHHO B Jo3e 500 mr 1 6oree

KopTukocTepouapl CUCTEMHOTO
[EeNCTBUA + MMMYHOZENPECCAHTbI

KopTukocTepousbl CUCTEMHOTO
[eNCTBUA TONMbKO NApPEHTePaNbHO

Putykcumab + KopTukocTepouabl
CUCTEMHOrO AeNCTBMA

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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peHTepanbHO B fo3e He 6onee 90 Mr No NpegHN30/10HO-
BOMY 3KBMBaneHTy (Hanpumep, npegHm3onoH — 30, 60
unn 90 wmr); B 7 (10,4%) O0o3a KopTukoctepomaa, NpuHKU-
Maemoro nepoparnbHO, HE MeHsNach, HO JOMOIHUTENBHO
Ha3Hayanacb nynbc-TepanuMs KOPTUKOCTEPOMAOM CU-
CTEMHOI0 OeNCTBUSA BHYTPUBEHHO B fo3e oT 500 Mr u 60-
nee no nNpegHW30/I0HOBOMY 3KBMBaneHTty; B 37 (55,2%)
MeOULMHCKMX NPOMUIIbHBIX OpraHmM3aumax fosa KopTu-
KocTepovaa, NPUHMMAEMOro nepoparbHO, He MEeHANach,
HO [OMOMHUTENbHO Ha3HayYanncb WMMMyHoZenpeccaHT
U MHasa Tepanus.

Bo BCcex MeauMUMHCKMX opraHusauusax pgepmarose-
Heposiorn4eckoro Npodunsa nauMeHTaMm ¢ ny3bip4aTKown
B Mpouecce nevyeHuss NpoBOAWUAM BU3yallbHbIA OCMOTP
KOXHbIX MOKPOBOB U CIIN3UCTbIX 060M10YEK.

Ha MomeHT aHanusa gaHHbIX 13 o6LLero yicna nauu-
€eHTOB C ny3blp4aTtkon 25 (1,7%) naumeHTOB CKOHYamnuUCh:
13 Hux 5 (20,0%) — no NpvHYnHE OCHOBHOIO 3a60N1EBaHUS;
20 (80,0%) — no npn4nHaMm, He CBA3aHHbIM C My3bIpHaTKOW.

Takum 06pas3om, MoNyYeHHble B pel3ynbrate npose-
OEHHOro uccnegoBaHns AaHHble CBMAETENbCTBYIOT O He-
[OCTaTOYHOM COOTBETCTBUM OKa3biBAEMOW MEeONLMHCKOMN
MOMOLLM KIIMHUYECKUM pekomeHpauusam «[lysbipyaTkar
Poccuitckoro obuiectBa gepMaTOBEHEPOSIOrOB U KOC-
mMeTonoros [1]. BbiiBNeHHOe HECOOTBETCTBME KacaeTcs
KakK AUarHoCTWKKN 3aboneBaHuns, Tak 1 NieveHus naumneH-
TOB C Ny3bIpHYaTKOMN.

O6cyxpeHune

B cootBetcTBUM ¢ DepeparnbHbiM  3aKOHOM
oT 21.11.2011 Ne 323-d3 «O6 ocHOBax oxpaHbl 300POBbSA
rpaxpgaH B Poccuinckont ®egepaumn», MmegnymHcKas no-
MOLLb OKa3blBAeTCA HA OCHOBE KJIMHUYECKUX PEKOMEH-
nauun.

KnunHnyecknin guMarHo3 nysblpyaTky [OSMKEH ObITb
NOATBEPXAeH NnabopaTopHbIMM U MNaTofnoroaHaToMu4e-
CKUMU MeTofaMu uccnegoBaHunsa. TeM He MeHee Kaxabln
M3BECTHbIN OMarHOCTU4ECKNUN METOL uccrnefoBaHus xa-
pakTepusyeTcs CBOen 4yBCTBUTENbHOCTLIO U crieunuy-
HOCTbIO W, COOTBETCTBEHHO, CBOEW MNPOrHOCTUYECKOMN
LLEHHOCTbIO — BEPOSATHOCTbIO Hanuuua 3aboneBaHus
npu onpenenieHHoM (NOMOXUTENBHOM WX oTpuUaTesb-
HOM) pe3ynbkTaTte gMarHoCTU4eckoro tecta [27].

Bo Bcex (100,0%) MeAMUUHCKMX OpraHn3aumsax cybb-
eKToB PO onsa AnarHOCTUKKM Ny3blpH4aTKuU UCNoNb3oBanu
uMTOonorMyeckoe wuccrnegoBaHne maska-otrneyaTka co
OHS 9p0O3UM Ha akaHTonuTu4eckue Knetkn. bonee Toro,
B 55 (80,9%) 13 68 MeguUUHCKUX opraHuM3aumi LUTOmo-
rm4yecknin Metod nccnegoBaHus 6ol eQUHCTBEHHBIM UC-
Nnonb30BaBLUMMCH O AMArHOCTUKM MNy3bipyaTku. ITo
MeTof, YYBCTBUTENbHOCTb KOTOPOro B AMArHOCTUKE My-
3blpyaTke, No gaHHbiM M. Durdu n coasT. (2008), moxeT
pocturatb 100%, TeM He MeHee, No UX Xe AaHHbIM, cne-
UMPUYHOCTL 3TOrO MeToaa HeBblcoka — 43,4% [28]. AkaH-
TONMUTUYECKNE KNETKU MOTYT ObiTb BbIIBIEHbI HE TOMBKO
npu ny3blp4aTke, HO U NpPU OPYyrux 3aboneBaHusaX, Hanpu-
Mep Mpu repreTu4eckon UHMEKUUN KOXW, BGYnie3HoM
MMNeTUro, Ao6pokayecTBEHHON CeMenHOM ny3blipyaTke
Xennn—Xennu, 6one3Hun dapbe [28, 29]. Kpome TOro, Bbl-
AIBMIEHNE aKaHTONMUTUYECKUX KNETOK LUUTONOrM4YecKum
Metogom pgocturaet 100% npu mccnegoBaHUM CTapbIX
ny3blpen, KoTopble Npu ny3blpyaTKe OO6GHapyXuBaKTCSA
penKo, Tak Kak CKMOHHbI 6bICTPO BCKPbIBATLCS, & NpU UC-
CcnefoBaHUM HOBbIX My3blper akaHTONUTUYECKUE KNeTKU
BbIABNAOTCA B 86% cny4daes [30]. [pn 3TOM, N0 faHHbIM
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A.WN. bynrakoBoi n coasT. (2018), akaHTONMTUYECKME
KNeTKn 6blnn 06Hapy>XXeHbl TONbKOo Yy 47% nauuneHTos [31].

B03MOXHbI OLLIMGKW MPU UCMONb30BaHUN LIMTONOrnYe-
CKOro uccrefoBaHva ana AMarHocTUKWM nysbipyaTku. Ha-
npuMep, akaHToNMUTUYECKMe KNETKU MOryT ObITb NPUHATHI
3a aTtunuyHble KNeTKM HOBOOGpa3oBaHMi koxu. OnucaH
nauMeHT C BEreTUpytoLLen nysbip4aTkor, y KOToporo nep-
BOHa4asnbHO MO peaynsTataM LMTONMOrMYeCcKnx uccnepo-
BaHU MMEBLLMECH BbICbINAHUA 6bINTN pacLieHeHbl Kak Tpu
o4yara 6a3anbHO-KMEeTOYHOro paka, YeTbipe o4ara niocko-
KNeToYHOro paka M OOMH ovar MeTaTUNMYECcKOro paka,
W TONMbKO AOMONHUTENbHOE UCCrefoBaHe KpoBU METOOOM
UMMYHO(PEPMEHTHOrO aHanusa, BbIfBMBLLUEE aHTUTena
K fecMornevHy 3 Tuna, B COBOKYMHOCTU C KITMHUYECKOW
OLIEHKOW MOpPaXKeHUs KOXW W pesynbratamu uuTosiornye-
CKOro uccrepfosaHusa Mo3BONUI0 YCTaHOBUTL ANarHo3 Be-
reTvpyoLen nyseipyatkuy [32].

BbICOKOM 4yBCTBUTENBLHOCTLIO M 6OsbLUEr MO Cpas-
HEHUIO C ULUTONIOrMYECKUM UCCnefoBaHneM cneumdund-
HOCTbIO 06NaflaeT B AMarHOCTMKe Ny3blpYaTKy NaTonoro-
aHaToMu4yeckoe uccrnegosaHve 6MOMNCUIMHOrO martepuana
KOXW C OKpackoW MMCTONOrM4YecKoro npenapara remartok-
CUNNHOM-303nHOM. OTMevaeTcsi, 4TO AN AUarHoCTUKW
3abo0neBaHn ¢ BHYTPUINUAEPManbHbIM pacnonoXeHnem
nysbipen 4YyBCTBUTENBLHOCTL 3TOMO MeToAa COCTaBnseT
80%, a cneunuyHocTb — 97% [33]. lNonoxuTensHas npo-
rHOCTUYecKas LLleHHOCTb MMCTOSIOrMYeCcKoro nccnefosaHus
B MarHOCTUKe My3blpYaTku coctasnaet 89%, oTpuuarens-
Haa — 95% [33]. TeM camMbIM BEpPOATHOCTb Hann4usa ny-
3blpYaTKn y nauneHTa rnpu BbISBIEHUM COOTBETCTBYIOLLNX
naTonorn4eckux NpU3HaKkosB B rMCTONOrM4eckom npenapa-
Te coctaBnsieT 89%, a BEPOATHOCTb TOr0, YTO MOpaXeHus
KOXW Y NnaumeHTa He fBNAITCA ny3bipyaTKon npu oTpula-
TeNbHOM pe3ynbTaTe uccnegoBaHus, coctaenseTt 95%, ae-
MOHCTPUPYS NPU 3TOM, YTO Y 5% NauMeHTOB C Ny3bIpHaTKon
MOXeT ObITb OTpULATENbHLIA pesynsTaT rmcToNnorn4eckoro
nccnenosaHua. BepoAaTHOCTL BbISIBIIEHUS MPU3HAKOB My-
3blpYaTKuM NpU rMcTONOrM4eckom UccnegoBaHnmn éuonrara
KOXW CHWXXAaETCA, eCnv y naumeHTta OTCYTCTBYIOT CBexXue,
TOMbKO MOSIBUBLUMECH My3bIpU U ANS UccnefosaHns 6bin
nosly4eH GUOMNCUMHBIA MaTepuan KOXW ¢ ny3blipeM, CyLle-
CTBYIOLLMM [OBOSbHO ANUTENbLHOE BPEMS, UK Xe ANs rv-
CTONOrM4eCcKoro UccnefoBaHns yaanoch nonyynTb TONMbKO
MaTepwarn, cogepxawuin apo3uto. HecmoTps Ha gocTarTouy-
HO BbICOKYIO YYyBCTBUTENBHOCTb U CMEunpUIYHOCTL MeTo-
fa, naTonoroaHaToMM4eckoe uccrnegosaHne 6MONCUMHOIo
mMartepuana koxu B 22 (32,4%) npoduibHbIX MEAULIMHCKUX
opranmngauusx 21 (31,8%) cybbekta PO gna guarHocTvkm
ny3bIpYaTKy He NPOBOANTCS.

BbicokocreunuyHbiM - METOAOM  OMArHOCTUKK  My-
3blpYaTKn  ABNSAETCH  naTtonoroaHaTtoMMyeckoe uccne-
JoBaHve OMOoNTaTtoB KOXW C MPUMEHEHUEM WMMYHO-
dnoopecueHTHbIX MeTofoB [34]. Ero 4vyBcTBUTENBLHOCTH
coctaBnsier 94,4%, a NonoxuTenbHas NPorHocTuyeckas
LeHHocTb — 90%, HO BMECTe C TeM OH XapaKTepusyeTcs
HU3KOW 4YyBCTBUTENBbHOCTLIO (36,4%) M HU3KOM oTpuua-
TENbHOW MPOrHOCTUYECKon uUeHHocTelo (14,3%) [35]. OTun
JaHHble 03Ha4aloT, YTO MONOXWUTENbHLIM pesynsTar u-
CTONOrMYECKOro UCcnefoBaHns ¢ NPUMEHEeHNEM UMMYHO-
ONOOPECLEHTHLIX METOAOB C 60SbLLON AONEN BEPOSATHO-
CTUNOATBEPXAAET AMarHo3a nysbipyaTku, a oTpmuaTesbHbIN
pesynsTar uccnefoBaHust ¢ OTCYTCTBUMEM CBEYEHUSI aHTU-
Ten B aNuaepMuce He UCKMYaeT 3ToT AmarHos. Bmecte
C TeM naTonoroaHaToMmn4eckoe nccrefosaHne 6uonTaTos
KOXW C MPUMEHEHNeM UMMYHOMTIOOPECLIEHTHLIX METOLOB
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6bI510 JOCTYNHO TOMbKO B 16 (24,2%) cy6bekTax Pd 13 66,
npuyemM peakuus UMMyHooopecLeHLMM Ha 6a3e CBOUX
naéopaTopui He NPOBOAMTCA HU B OQHOM MEAULIMHCKON Op-
raHM3aumm gepmMaToBeHepoiorn4eckoro Npoduns.

OnpepeneHve ypoBHSA aHTUTEN B KPOBU K OECMOITIEU-
HaMm 1 1 3 TMNa ¢ NCNoNbL30BaHUEM UMMYHOEPMEHTHOIO
aHanu3a — BbICOKOYYBCTBUTENbHBIN U BbICOKOCMNELNUY-
HbIA METOL AVArHOCTMKM My3blpHaTKn. YyBCTBUTENBHOCTb
MeToga npu onpefeneHnn aHTUTen K gecMmorneudy 1 tuna
coctaenaetr 96-100%, cneundpuyHocte — 96—100%,
a npu onpejeneHnn aHTUTen K gecMornenHy 3 tuna vyB-
CTBUTENBHOCTb N CNEUUPUYHOCTb COCTaBMAIOT COOTBET-
cTBeHHO 85—-100 n 96—-100% [36]. Ho ucnonb3yeTtca aT10T
BbICOKOYYBCTBUTESbHbIA N BbICOKOCMNEUMMPUYHBIA METOf,
ONarHoOCTUKM Ny3bIpyYaTKn MeOULUHCKUMW OpraHn3aumnsamm
nmwb 29 (43,9%) cybbekToB PO, 1 Tonbko B 2 (2,9%) npo-
PUNbHBLIX MEOULNHCKUX OpraHu3auusx 3To uccrnegosaHune
NpoBOANTCA HA CO6CTBEHHON 6a3e.

YuntbiBas MOTEHUMANbHYO neTanbHOCTb MNy3blpyart-
KW, 3HA4YMMbIM SABNSAETCA HECOOTBETCTBUE KIIMHUYECKUM
pekoMeHOaumMsaM npu npoBefeHun Tepanun naLueHTOoB.
BeisBneHo, 4yto B 21 (31,3%) MeauUMHCKOW opraHu3aumm
JepMaToBeHeponorMyeckoro npodunsa HasHavanucb Kop-
TUKOCTEPOUAbl CUCTEMHOrO [OEWCTBUA TOSIbKO MapeHTe-
panbHO, YTO HE COOTBETCTBYET KIMHUYECKUM peKoMeHaa-
umsim.

MonyyeHHble B pes3ynbTate aHKeTUpPOBaHUS OaHHbIe
2023 r. 0 uyucne nauneHToB My3blpHaTKON 3HAYUTENBLHO
NPeBbLILIAT CBEAEHUS, BHECEHHblIe B Peructp 60MbHbIX
ny3blpyaTkon Poccuiickoro obLlectsa pepmMaToBeHepo-
JIOroB U KOCMETOSI0roB, KOTOPbIA COAEPXUT UHopMaLnio
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0 298 naumeHTax c nyabip4aTkon. B 2023 r. 13 opraHusa-
UMMM ilepMaToBEHEpPOIorn4eckoro npouns B perncTp
6bINMM BHeceHbl faHHble 0 49 naumeHTax, B TO BpeMms
Kak Npu aHkeTMpoBaHWW nosy4yeHsl gaHHslie o 10 148 naum-
eHTax, YTO CBMAETENbCTBYET O HEAOCTATOYHON aKTUBHOCTH
cy6bekToB PO B BefileHUn perncrpa.

OrpaHn4eHns NCCnenoBaHNs

OrpaHunyeHve nccnegoBaHne CBA3aHO C HEMonHOTOM
OTKNIMKA MEAMLMHCKUX OpraHvM3auuin OepMaTOBEHEpOsIo-
rnyeckoro npocuns. OTcyTcTByOT 0TBEThI U3 23 (25,8%)
cy6nLekToB PO.

3akntoyenue

Pes3ynbraTbl NpoOBEAEHHOrO UCCNenoBaHus CBUAe-
TENbCTBYIOT O HAIMYMM OYEBUIHBIX NPOBEM, CBA3AHHbIX
C Ka4eCTBOM OKasaHus cneunanu3vpoBaHHOW MeaULMH-
CKOM nomMoLLm 60J1bHbIM Ny3bIpYaTKOW, N HEAOCTATOHHOM
COOTBETCTBUM OKa3blBAEMOW MEOULMHCKOW MOMOLLN
60/bHLIM My3bIPYaTKOM KIIMHUYECKUM PEKOMEHAALMAM,
a TakXXe HeJoCTaToO4HOM aKTUBHOCTU Cy6beKTOB PO B Be-
OeHWn perucTpa.

OfHMM 13 nyTen yny4lleHns Ka4ecTBa oKa3aHus no-
MOLLM N yCTPaHEeHNss HECOOTBETCTBUMN KIIMHUYECKUM pe-
KOMEeHOaLMAMM SBNAETCA MOBbILEHME KBanudumkaumnm
Bpayen-gepMaToBEHEPOSIOroB, AN Yyero TpebyeTcs pas-
paboTka n peanusauus LMKIOB MOBbILEHUA UX KBasu-
ukKaLumm no Bonpocam BedeHust NPoUIIbHbIX 6OMbHbIX
B COOTBETCTBUU C TPEGOBAHUAMMN KITMHUYECKMX PEKOMEH-
Jauum Ha 6a3e kadeap vnm hakynsTeToB Nocnegunaom-
Hom nogrotosku cneuyuanucToe. i
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