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benopycckuil Tocy1apCTBEHHBIM MEAULIMHCKUN YHUBEPCUTET

Ilenw: chopMupoBaTh NPEJCTABICHUE O METOAaX OOBEKTHBU3AIUN CTCIICHH
TSOKECTH TCUCHHSI ayTOMMMYHHBIX OYJIJIC3HBIX JEPMATO30B.

Mamepuan u memoosl: aHAIW3 WCTOYHUKOB JINTEPATYPHI, MOCBSIICHHOM
pa3paboTKe KIMHUYCCKUX WHACKCOB, IIKAJ JJIS OICHKH CTCIICHH TSDKECTH TCUCHUS
ayTOMMMYHHBIX ~OYJUIE3HBIX J€PMaTo30B, MPEACTABICHHBIX B ITOMCKOBBIX
cucremax PubMed / MEDLINE, Medscape, ScienceDirect, BiolnfoBank Library,
SearchMedica u npyrux.

Pezynvmamupr: AyTOUMMYHHBIE OYJUIC3HBIE JEPMATO3bl OOBEAMHSIOT P
penKux 3a0oJieBaHUI, KOTOPBIC XapaKTEPH3YIOTCS BBIPAaOOTKOW ayTOAHTUTEIN
pasnuunbix kjaccoB (g G, Ig A), HampaBieHHBIX MPOTUB OIPEACICHHbBIX
AHTUTCHHBIX CTPYKTYpP KOXXH, W 0Opa3oBaHHWEM Iy3blped Ha Koke W [/ win
ciu3ucThiX [1-6, 26, 32-34, 36].

Hecmotpst Ha 1ocTaTOYHO OOJIBIIHE YCIIEXH B M3yUYECHUH NTATOTeHE3a JaHHOU
IATOJIOTHH, pa3padOTaHHBIC aJITOPUTMbI TUATHOCTUKU U TEPAIUN 3a00JICBaHHM, JI0
CHX IO HE CYMIECTBYET YHUBEPCAIBHOTO U HAJIC)KHOTO HHCTPYMEHTA ISl OLICHKH
CTEIICHH TSKECTH TEYCHHS ayTOMMMYHHBIX OyJIJIC3HBIX JepMaTo30B [7].

3a mocaeaaue 25 JIeT B pa3IuIHBIX UCCIICIOBAHUIX ObLIO MpeacTaBieHo 116
KJIMHUYCCKUX WHJICKCOB, IIKAT JUIS OOBbEKTHBU3AIMU CTEIICHU TSHKECTH TCUCHUS
naHHOW matojoruu. Cpear HUX: MHIEKC IUIOIIAIU MOPaKCHUS TPU Iy3bIpUaTKe
(PDAI — Pemphigus Disease Area Index), OamibHas OIlEHKA TAXKECTH
ayTOMMMYHHBIX OyJuie3HbIx 3a0oneBanuii koxku (ABSIS - Autoimmune bullous
skin disorder intensity score), HWHAEKC IUIOMAAM IOPAXCHUS W TSHKECTH
ny3bipuatku (PAAS Pemphigus Area and Activity Score), nHaekc akKTHBHOCTH
npu my3eipyatke (PAS — Pemphigus activity score), cucrema rpamanuu Jyis
My3bIpYaTKH CIIM3UCTON mojioctu pra (Sops -Saraswat's oral pemphigus scoring),
WHJIEKC TSHKECTH MOpa)KeHUs NpU ByJbrapHoi myseipyatke (PVLSS — Pemphigus
vulgaris lesion severity score), cucrema onenku Kymapa (KSS - Kumar's scoring
system), cucrema rpaganuu npu Ty3bipuatke Xapmana (HPG - Harman's
pemphigus grading), cuctema onenku Maxamkana (MSS - Mahajan's scoring
system), unnekc Tsokectr npu nyssipuatke |keda (lkeda’s SIP - Ikeda’s Severity
Index for Pemphigus), uxuekc mromaay nopaxeHus npu OyJIe3HOM MeM(pHUTOnIe
(BPDAI — Bullous Pemphigoid Disease Area Index), mkana 3yaa npu OyJie3HOM
nempuronne (BPDAI pruritus score — Subjective Bullous Pemphigoid Disease
Area Index pruritus score), craaupoBaHHE TOPaKEHHs Tja3 HpU PyOIyroIIeM
nemdurone, paspadoranHoe Tauber u coasropamu (Tauber’s staging system for
ocular cicatricial pemphigoid), mkama «oOmeii oreHku Bpadom» (PGA -
Physician's Global Assessment), «mpasuno aesstok» (Wallace's rule of nine) [7-
16, 21, 23, 25, 28-31, 37-39].



[To MHeHuUIO psiga aBTOpOB Ha AaHHbIM MomeHT unaekchl PDAI u ABSIS —
3TO HamOoJiee YHUBEpPCAJIbHbIE WHCTPYMEHTHI /JII OLIEHKU CTEIEeHH TIKECTU
Te4YeHHs Imy3bIpyaTku [7-9, 15, 22, 24, 25].

st 0OBEKTUBU3ALMU TSKECTH TEUeHHUs OyIie3Horo mnemduronaa ObUIH
pa3paboTaHbl HHCKC ILIOMIAAM HopaxkeHus npu OyiesHom nempurounae (BPDAI
— Bullous Pemphigoid Disease Area Index) u mkama 3yma mpu OyJIIe3HOM
nemburouge (BPDAI pruritus score — Subjective Bullous Pemphigoid Disease
Area Index pruritus score.

Buieoowi:

OObeKkTMBHM3AIMS  CTEMEHW  THKECTH — TedeHus  3a0oyieBaHUs €
UCIIOJIb30BAaHUEM COOTBETCTBYIOIIMX HMHJIEKCOB JOJDKHA OBITh HEOThEMIIEMOU
YacThlO0 KJIMHUYECKOTO OOCIIEIOBaHMS TAIMEHTa C ayTOMMMYHHBIM OYJUIE3HBIM
JepMaTo30M. ITO HEOOXOJIMMO ISl aJIeKBATHOIO HA3HAUYCHHS TEparuu U OICHKU
CTETNICHU OTBETA Ha TEPAINIO, a TAKXKE JJII BO3MOXKHOCTH CPABHEHHS PE3yJIbTaTOB
HAyYHBIX MCCIICIOBAaHUM.

Nunexkc mmomanu nopaxkenus npu myssipuarke (PDAI) sBnsercs Oonee
HAJICKHBIM U BOCIPOU3BOJIMMBIM KJIMHUYECKUM UHACKCOM, YeM OallibHasl OIICHKA
TSOKECTH  ayTOMMMYHHBIX — OyJule3HbIX 3a0oneBanuii  koxku (ABSIS) nmnsa
OOBEKTUBU3AIIMKA CTEIEHU TSDKECTH TEUEHHS My3bIPUYATKU B CIIydae JIETKOTO WIIU
CPEIHETSKENIOTo TeYeHHs 3a00JIeBaHNUS.

B ciyuyae Oynne3Horo nem@urona st OIEHKU CTENEHU TSKECTH TECUCHUS
3a00y1eBaHUsl HEOOXOAMMO MCIOJIb30BaTh HWHAEKC IUIOMIAAA TOPAXKEHUS MpHU
oymiesHom nempuronae (BPDAI) u mkany 3yna npu Oyisie3HoM nem@purouae
(BPDAI pruritus score).

HeoOxonumbl  nanpHEWINMEe HWCCIEIOBAHUS MJiS pa3pabOTKU HaumOoJiee
YHUBEPCATHHOTO HWHCTPYMEHTA JJIi OIEHKH CTENEHU TSHKECTH TEUEHUs
AyTOUMMYHHBIX OYJIJIE3HBIX JIEPMAaTO30B U OMNPEACNICHUS WX HAJEKHOCTH H
BaJIUHOCTH MPHU UCIIOJIb30BAaHUH B KIIMHUKE.

Knioueevle cnoea: ayrouMMyHHbIE OyJIJIE3HBIE NI€PMATO3bl, My3bIpUaTKa,
Oysu1e3HBIN IeMPUTOUT, pyOITYIOMINA TeM(PUTON, HHACKCHI TSHKECTH.

I'pynma ayTOMMMYHHBIX OYJUIE3HBIX JEPMATO30B OOBEAUHSIET Pl PEAKUX
3a00JIeBaHUM, KOTOPhIE XapaKTEPU3YIOTCS BBHIPAOOTKON ayTOAHTUTEN Pa3IMYHBIX
kimaccoB (Ig G, Ig A), HampaBiCHHBIX TPOTHUB OIPEICICHHBIX AHTUTCHHBIX
CTPYKTYpP KOKH, U 00pa30oBaHHEM ITy3bIpel Ha Koxke 1 / win cau3ucThix. Hanboree
pacmnpoCTpaHEHHBIMU Cped JaHHBIX 3a00JICBAaHUN SBISIOTCS MYy3bIpUaTKa,
Oyiie3nslit mempurona u repnerudopMusiii aepmaros ropunra [1-6, 26, 32-34,
36].

HecMoTps Ha qocTaTo4HO OOJIBIIIME YCTIEXH B U3YUYEHUU MATOTEHE3a JaHHOMN
MaTOJIOTHH, pa3pab0TaHHBIC aITOPUTMBI TUATHOCTHKY U T€panuu 3a00JIeBaHUH, 710
CUX IOp HE CYIIECTBYET YHUBEPCAIBHOTO U HAJIEKHOIO MHCTPYMEHTA JJIsl OLIEHKHU
CTEIECHH TSHKECTH TCUCHHSI ayTOMMMYHHBIX OYyJUIE3HBIX AepMaTo30B [7].



3a mocneaHue 25 €T B pa3NUYHbIX UCCIEI0BAaHUAX ObLIO MpeacTaBieHo 116
KJIIMHWUYECKUX WHIEKCOB, IIKaJ i OObEKTUBU3AIMKU CTETIEHU TSHKECTH TEUEHUs
naHHoi natojoruu [21, 25]. Cpeau Hux:

1. Wupexc miomiaau nopaxenus npu myseipuatke (PDAI — Pemphigus
Disease Area Index) [7, 8].

2. bamibHas OIEHKAa TSDKECTHM ayTOMMMYHHBIX OYIIJIE3HBIX 3a00JieBaHUMN
koxu (ABSIS - Autoimmune bullous skin disorder intensity score) [7-9, 15].

3. Wupgexkc mromanu mopakeHUss W TsokecTd my3bipuatku  (PAAS
Pemphigus Area and Activity Score) [7, 10, 28].

4. Wupekc aktuBHOCTH npu mmy3bipuatke (PAS — Pemphigus activity score)
[7].

5. Cucrema rpajauuu Ui My3bIpYaTKU CIM3UCTON MOJIOCTH pTa (SOpPS -
Saraswat's oral pemphigus scoring) [7,11].

6. Wuaekc TskecTu mopa)xxeHUs mpu ByJbrapHoi myssipuatke (PVLSS —
Pemphigus vulgaris lesion severity score) [7].

7. Cucrema onenku Kymapa (KSS - Kumar's scoring system) [7,12].

8. Cucrema rpamanuu npu my3bipuaTtke Xapmana (HPG - Harman's
pemphigus grading) [14].

9. Cucrema ornenku Maxamkana (MSS - Mahajan's scoring system) [7, 13].

10. MHupekc tsoxectu npu my3sipuatke lkeda (Ikeda’s SIP - Ikeda’s
Severity Index for Pemphigus) [29-31].

11. HHnekc miomaay nopaxkeHus mnpu OyiwiesnoM nemburouae (BPDAI
— Bullous Pemphigoid Disease Area Index) [37,38].

12. Ilkana 3yma npu Oymiesnom nemdpurouae (BPDAI pruritus score —
Subjective Bullous Pemphigoid Disease Area Index pruritus score) [37].

13. CramgupoBaHue mMOpaXeHUs TJa3 TpH PyOIryromeM mnemMpuronse,
paspaboranHoe Tauber u coaBropamu (Tauber’s staging system for ocular
cicatricial pemphigoid) [39].

14. Illkana «oOmieir orenku Bpadom» (PGA - Physician's Global
Assessment) [8].

15.  «IlIpaBuno nessarok» (Wallace's rule of nine) [8, 16, 23].

Ileny  HacroOsiiero  HWCCIEAOBAaHUSA  cOocTossia B (hOpMHUpPOBAHUM
NPEACTABICHUS] O METOJaX OOBEKTUBU3AIMM CTENEHU TSKECTH TEUYEHUs
ayTOMMMYHHBIX OYJUIE3HBIX JI€PMAaTO30B.

Mamepuan u memoowvi: aHan3 UCTOYHUKOB JIMTEPATYPHI, MOCBSILIEHHON
pa3pa60TI<e KIIMHUYCCKUX MHACKCOB, IIKAJ JJI1 OIICHKHU CTCIICHU TSAXXCCTHU TCUCHUA
AYTOUMMYHHBIX 6y.l'[J'I€3HBIX ACpMATO30B, IMPCACTABIICHHLIX B ITOHMCKOBBIX
cucremax PubMed / MEDLINE, Medscape, ScienceDirect, BiolnfoBank Library,
SearchMedica u npyrux.

Pe3ynomamul u oocyscoenue.



Hawnbonee npocThiM MHAEKCOM JIsl ONIPEACIICHUS CTETIEHU TSKECTH TEUEHUS
ayTOUMMYHHOTO OYJIJIE3HOTO JIepMaTo3a sIBJSEeTCS] BU3yajbHasi aHAJIOroOBas IIKalia
«obmeit onenku Bpauom» (Physician's Global Assessment) (prucynoxk 1).

Pucynok 1 — IlIkana «oO1iei oIeHKH Bpadyom.

o 1 2 3 4 5 6 7 8 9 10
CocrosiHue Haubonee tsxenoe
3/10pOBbS COCTOSHHE

Jlns  ompeneneHus CTENEeHW TSHKECTH TEUeHHUs 3a00JieBaHUs Bpady
HEOOXOJMMO OIEHUTh COCTOSHUE KOXH TalreHTa mo mkaiae or 0 (OTCyTCTBHE
NaTOJIOTHYECKNX M3MeHeHui) 10 10 6amtoB (Hambosee TSHKEI0e COCTOSTHUE KOXKHU
namuenTa) [8].

JlaHHBI MHAEKC, 4acTO HCIOJIb3YEMBIM NpH IMcopuase, JUM(OME KOXH,
JK3EeMe, JEPMATOMHO3UTE U JPYTUX BOCHIAIUTEIBHBIX 3a00JICBAaHUSIX KOXKH,
SIBIISICTCS JIOCTATOYHO CYOBEKTUBHBIM M HE MOJYYWII IIUPOKOTO PACIIPOCTPAHCHHS
B CJIy4ac ayTOMMMYHHBIX OyJUIe3HBIX JepMaTo3oB [8, 17-20].

«IIpaBuino peestok» (Wallace's rule of nine) yuuteiBaeT 1UTOIIATH
nopakeHus: Koxu. 3a eaununy (1%) mpuHATa Mmiomaab JaJ0HHON MOBEPXHOCTH
kuctH (pucyHok 2) [8, 16, 23].

Pucynok 2 — [IpaBmiio «IeBATOK» JUIsl B3pOCIIOTO TAIMCHTA.

JlaHHBI WMHOEKC HE YYWUTHIBAET XapaKTep KOXKHBIX 3dduopecteHuil u
TaK)Ke HE MOXKET OBITh JOCTATOYHO HAAEKHBIM HHCTPYMEHTOM IS OLIEHKH
CTEIICHH TSHKECTU TeUCHHsI 3a00ICBaHMSI.

Wupgekc mmomaay mopaxeHus v TspkecTH my3bipuatku (PAAS — Pemphigus
Area and Activity Score) paspabotaH OZHMM W3 IEPBBIX IS 00BEKTUBU3ALNN
KIMHUKH y3bipuatku (Taomuma 1) [7, 10] .

Tabmaua 1.
VHekc mioaan mopaxeHus u Tsokectu my3bipyatku (PAAS)
Ko:xka
KJ'II/IHI/I"ICCKI/IC bamnsl
HPU3HAKU 0 | 1 ‘ 2 ’ 3 | 4 | 5 | 6

A.AKTHBHOCTB ITaTOJOTHYECKOTO Inponecca




a. Konmnuectso 0 1-5 6-10 11-20 | bonee 20 - -
HOBBIX ITY3BIPEH B
TEYEHHE CYTOK
0.Ilepudeprueckoe | oTcyTcTBYeT | HEOONb- | CpelHee | 3HAYH- - - -
pacrnpocTpaHeHHe ioe TeJIbHOE
CYIIECTBYIOIINX
ny3bIpei
B. CuMnitom OTpHULIATENb- | KPAeBOU Ha - - - -
Huxonbsckoro HBIN BUAMMO

HEU3Me-

HEHHOM

KOXe

b. ITmomane BBICBIITAHUSA 0-15 16-30 31-50 51-70 71-90 Boitee
nopaxenust (%) OTCYTCTBY- 90
(TTIT) 0T
I' (koxxa romossl) = [( a+0+8)] x 6ammsl T111] x 0,1
T (koxa Tynosuia) = [( a+6+8)] x 6amrsr [1I1] x 0,3
BK (Bepxuue koneunoctu) = [( a+6+8)] x 6amwtsl [111] x 0,2
HK (amxnue koneunoct) = [( a+6+8)] x 6amisr [111] x 0,4
HNugexc PAAS(koxka) =T + T + BK + HK (8 6ayutax ot 0 0 15)
Camsucroie 000J104YKH
Knunnueckue babt
PU3HAKH 0 1 2 3
[Tnomans BBICBIITAHUSA 1 oOiacte 2 obOnactu nojioctd | OoJee 2 oOnacreit
nopaxxenus (ITIT) OTCYTCTBYIOT TIOJIOCTH PTa pra TIOJIOCTH PTa
Cremnenb BBICBITIAHUS Jerkast yMepeHHas TsDKeNas
BBIPAKCHHOCTH OTCYTCTBYIOT
(TSDKECTD)
BbIchinanuii (T)

HNupexc PAAS (causuctoie) = [II+T(8 6amnax ot 0 10 6)

Huapexc PAAS (06muii) = ungexe PAAS(ko:ka) + munaexc PAAS (cau3ucroie)
(B 6ayutax ot 0 o 21)

B ocHOBe uHEKCa — OICHKA ILIOMIAAN MOPAXCHUS, KOJMYECTBA JIEMCHTOB
(6e3 ydera mx pasmepa). OneHKa TSKECTH TMOPAXKEHUS CIHU3UCTBIX, MPH 3TOM,
cyOBbeKTHBHA, 4TO JiefaeT uHaeke PAAS HETOYHBIM )11 ONpeieSICHUs] aKTUBHOCTH
3a00JICBaHUS U IMMUTHPYET €T0 UCTIOJIb30BaHue B npakTuke [7, 10, 28].

WNuaexc akruBHOCTH Tipu my3eipyatke (PAS — Pemphigus activity score)

YUUTBIBACT

HapsTy C

10 aabro

MOPAXKECHUS

HWHTCHCUBHOCTbH

uMMyHocytpeccuBHoM Tepanuu (Tadnuna 2). HemoctaTkom sIBisieTCsl OTCYTCTBUE
OTJIEJILHOTO yYeTa PacHpOCTPAHEHHOCTH BBICHIAHUN HAa KOXE M CIU3UCTHIX, a
Takke xapakrepa s daopecieHmmi [7].

Tabmaua 2.
Wunexc aktuBHOCTH nipH my3bipuatke (PAS)
Bbanawbl PacnpocTpaneHHOCTH Ho3a Jo3a uurocraTukoB
BBICHIIAHU I TJIIOKOKOPTHKOCTEPOHI0B
0 BrIChIaHusl OTCYTCTBYIOT He ncnons3yercs He ncnons3yercs
1-2 TpaH3UTOpHBIE BBICHITIAHUS Tonnueckne cTepoun bl He ucnons3yercs
(3axuBiIeHUE B TeueHue 48




YacoB)

1 ygactok nonoctu pra unu 0-
10% nomaan moOBEpXHOCTH
KOKH

[Ipeauu3zonon menee 15 mr
B CYTKH

A3aTHONPUH WK

nukinodochamur MeHee

100 Mr B CyTKH

2-3 y4acTka 1ojoctu pra wim 11-
30% mutoma M NOBEPXHOCTU
KOXH

[Ipenuu3zonon 16 —49 mr B
CYTKHU

A3aTHONPUH WIH

nukinogpochamua 6omee

100 Mr B cyTKH

4-5 y4acTKOB IIOJIOCTH pTa WK
31-50% muromnaau MoBEepXHOCTH
KOXKH

[Ipeanuzonon 50- 89 mr B
CYTKH

bosiee 5 yyacTkoB moJsioctu pra

nnu 51-70% nnomann
MTOBEPXHOCTH KOXKHU

[Ipeanuzomnon 90 u 6osee
MT B CYTKH

PAS (pacnpocTpaHeHHOCTB)
(ot 0 1o 4 6amioB)

PAS (MHTEHCHBHOCTH TepaNUHu)
(ot 0 1o 6 GaIoB)

PAS (06muii) = PAS (pacnpocTpaneHHOCTb) + PAS (MHTEHCHBHOCTDH TepaNiHu)

Cucrema rpagainuu i IMy3bIPYATKU CIM3UCTOM mojoctu pra (SOpPS —
Saraswat's oral pemphigus scoring) npenacrapiieHa B Ta0IuUIE 3.

Tao0muua 3.

CucreMa rpafaiun JUis IMy3bIPUaTKH CIM3UCTOHN TOJIOCTH pTa (SOPS)

OO0beKTHBHAS OLIEHKA: PACIIPOCTPAHEHHOCTh

1 0an-BeICHIIAaHUS IPUCYTCTBYIOT

0 6a110B- BBICHIITAHHUSA OTCYTCTBYIOT

Cnuzucras BEpXHUX S3BIK

JIECEH

Cnuzucras HUKHUX JIHo monoctu pra
JleceH

Cnuzucrast BepxHel ryObl

TBepnoe HEOO

Causucras HIKHEH ryosl

Msrkoe He0O

Cnusucras J1eBoi
LIEYHOI 00J1acTh

I'notka

Cnuzucras npaBoi
IIEYHOM 00IacTH

Sops(pacnpocTpaHeHHOCTh)= X 0a/U10B NePeYHCJIeHHBIX AHATOMUYECKHX o0s1acTeii

(ot 0 no 11 6anmnoB)

Cy0beKTHBHAsI OLCHKA: TSKECTh (AMCKOM(OPT NPH NpHeMe MU / TUTHe)

Ena/murbe banasl (b) | Koagppuuuent nas guckompopra (Ku)
1 — Gonb/kpoBOTEUEHHUE TPUCYTCTBYET BCETa
0,5 — 6oB/KpOBOTEUCHIE BO3HUKAET HHOTIA
0 — HuKorJa He ObLIO BBIIETIEPEUNCIEHHBIX
npobieM

Bona 1

Cyn 2

Horypr 3

3aBapHoli KpeMm/kene 4

KaprodenbHoe mope/aunynuiia 5

3arneueHas ppida 6




benbiit x11€6 7
S1610K0/CBIpast MOPKOBb 8
JKapenoe msico/1ienpHO3epHOBOM 9
xJ1e0

Sops (Taxects) =X b x Kn
(ot 0 mo 45 GamoB)

JlaHHBII WHCTPYMEHT OCHOBAaH Ha MOIU(DUKAIMA CUCTEMBI TpaJaruu
miucarnn Jlakkaka u benerra [27] u ucmonb3yeTcs Takke Ui OICHKH CTCIICHH
TSOKECTH TedeHHsI 3a0oeBaHMs B Clydae JOOpPOKAYECTBEHHON My3bIpUaTKU
CIIM3UCTOM TOJOCTH pPTa, TEpPHETHYECKOrO0 T'HHTMBOCTOMATUTAa, CHHIpPOMA
CrueHca-/{»x0HCOHa. Hapsany c OOBEKTUBHBIMH IIPU3HAKAMH
(pacrpoCTpaHEHHOCTh BBICBIMIAHUM HA CIM3UCTHIX), HHACKC SOPS YYUTHIBAET
CyOBEKTUBHBIC MTPU3HAKN — CTENIEHb AUC(aruu mpu npueMe onpeaeIeHHON MUIIH
[7, 11].

NHnekc TsoKecTH Topa)keHusi NMpu ByJbrapHoi myseipuatke (PVLSS —
Pemphigus vulgaris lesion severity score) npencrasiieH B Tadnmuie 4 [7].

Tabnmna 4.

WHekce TsSHKeCTH MopakeHHs U ByJIbrapHoi mysbipyatke (PVLSS)
Ouaru Ha KOXe Ouyaru Ha CJIIM3UCTBIX
Amnaromuueckue odactu | CTeneHb TSHKECTH AHaToMHYECKHUE Crenenp TSHKECTH

o0acTu
JIuno e OTcyTcTBHE Cnusucras pra e OTcyTCTBUE
Boiocucras yacts MTOPaKCHUS Cinmsucrast Hoca MTOPAKCHUS
TOJIOBBI o Jlerkas — o Jlerkas —
Hoc HopaXkeHsl 1-2 I'optanp nopaxesa 1
MOJI0YHBIE JKEIE3bI AHATOMUYECKHUE KonsrokTrsa aHaTOMMYECKast
IToamelieynbie 001aCTH o0acTh Causucras 0011aCcTh
o Cpenusisa — 3-5 Te€HUTAITHHA e CpenHss —

[TaxoBas o6nacTh oOnacreit VYperpa 2-300sactu
I'pynHas knetka ¢ Tspxenast — 6onee o Tsxenas — 6onee
Kusor 6 obOnacrei 4 obmacreit
Koneunoctn

Cucrema rpaganuu npu myssipuatke Xapmana (HPG — Harman's pemphigus
grading) moka3zana B Tabmuime 5. Hapsay ¢ pacnmpocTpaHEHHOCTBHIO BBICHITTAHHIA
JIAHHBIA WHCTPYMEHT YYHUThIBaeT pe3ynbratel UDA [14].

Tabnuna 5.
CucTema rpajanuu npu myssipuatke Xapmana (HPG)

TsxecTs nopakeHns Pesynpratel
UMMYHO(EPMEHTHOT'O
aHaJIn3a

ITonocts pra ‘ Koxa Tutp aHTHUTED K




bannsr:

0 — BBICHITAHHS OTCYTCTBYIOT
1 — menee 5 apo3uit

2 —5-20 spo3swuit

3 — 6omee 20 »po3uit

bannbr:

0 — BBICHITAHUS OTCYTCTBYIOT
1 — menee 3 »po3uit

2 — 3-10 spo3swuit

3 — 6omee 10 »po3wuit

necMmorieuny 1 u
JIECMOIJIENHY 3 B
CBIBOPOTKE KPOBH

Cucrema onenku Kymapa (KSS — Kumar's scoring system) npejicrapiicHa B
tabnmute 6 [7, 12].
Ta0mumna 6.

Cucrema onenkn Kymapa (KSS)

ITonocts pra

bannbr:

0 — BBICBIIAHUSA OTCYTCTBYIOT

1 — MUHHMMAaJIBHBIC MTPOSIBICHUS 3a00JIeBaHuUs (MTOpaXkKeHa TOJIBKO 1 001acTh MOJIOCTH pTa:
CJIM3HCTAs MEK/CIMU3HUCTAst TY0 U JIeCeH/CIM3HCTas sI3bIKa/CIM3UCTast He0a/CIIM3UCTAast TIIOTKH )
2 — yMEpEeHHbIE NMPosiBIeHUs 3a0051eBaHUs (OPaXKEeHBI 2-3 00JaCTH MOJIOCTH PTa)

3 — TshKeIbIe TPOsIBIICHUS 3a001eBaHMs (PacpOCTPaHEHHBIEC APO3UH W/ MTOpakeHbI Oosee 3
obJacTel oJIOCTH PTa)

Koxa

bauter:

0 — BBICHITIAHHS OTCYTCTBYIOT

1 — MuHHUMAasbHBIE IPOsIBICHHUS 3a001eBanusl (opaxeHo MmeHee 10% miIomaay MOBEpXHOCTH
TEma)

2 — yMepeHHbIe nposiBieHus 3aboneanus (mopaxeno 11 — 30% miomaamn moBEpXHOCTH TeNa)
3 — TspDKeTbIe IPOsIBIICHUS 3a00s1eBaHus (mopaxeHo 0omnee 30% mromaay moBepXHOCTH Tea)

Cucrema onenkn Maxamkana (MSS — Mahajan's scoring system) nmokasana

B Tabmume 7. JlaHHBIA WHIEKC YYMTHIBACT OOBCKTUBHBIC ITOKA3aTeIIH:

PacIpOCTPAHEHHOCTh BBICBHIITAHUN Ha KOXKE€ M CIM3UCTBIX 000JOYKax, a TakkKe

CyOBEeKTHBHBIC IIOKa3aTeld — HaJIM4he JIUcKoMdpopTa IMalueHTa MpU IIpUEME
OIpEe/ICIICHHON TTHIIK ¥ BO3MOKHOCTh BBIMTOJIHATH MMOBCEIHEBHYIO padoty [7, 13].

Tabnuma 7.

Cucrema onenkn Maxamkana (MSS)

CrereHp TIKECTH

Koxa

CimsucTeie

Jlerkas (1+)

[Topaxxeno menee 10% miomaau
MOBEPXHOCTH TeJIa UM TOJIBKO
CJIM3HCTAS TOJIOCTU PTa, MAIUCHT
MOJKET BBIITOJHATDH MIOBCEAHCBHYIO
paboty 6e3 auckomdopTa

Briceimanus 10KaJIn30BaHbl TOJILKO
Ha CIM3UCTOM IIEK, HET
3aTPyJAHEHUH B IJIOTaHUHU U
JKCBAHUUN

Cpennsts (2-+)

[Topaxxeno 10 — 25% mmomanu
MOBEPXHOCTH TeJIa Haps Ly CO
CIIM3HUCTOM TOJIOCTH PTa, NALUEHT
MOYKET BBITMOJIHATH TOBCEAHEBHYIO
paboty ¢ nuckomMdpopToM

BrichImanus mokain30BaHbl HA
CIIM3UCTOM IIIEK, TYO, eCeH,
MMEIOTCS 3aTPYTHCHUSI TIPU TIPUEME
TBEPAOM MUIIH

Tsoxenas (3+)

ITopaxxeno 25 -50 % mmomanu

PacnipocTpaHeHHbIE BHICHIITAHUS HA




MOBEPXHOCTH Tella HapsLy COo CJIM3UCTOM MOJIOCTU PTa, UMEIOTCS
CIIM3UCTOM MOJIOCTH PTa, MALKUEHT | 3aTPYIHEHUS MPU NIPUEME
HE MOXET BBITIOJIHATH HOJTyTBEPAON MUIIH
MIOBCETHEBHYIO paboTy

UpesmepHas (4+) [Topaxeno 60xee 50 % mnomaau PacnpocTpaneHHbIe BBICHIIAHUS HA
IIOBEPXHOCTH TeJIa HapsLy CO CIIM3UCTOM MOJIOCTHU PTa, HA
CIIM3UCTOM MOJIOCTU PTA, MAIIMEHT | CIM3HUCTHIX APYTUX JIOKATHU3AIHH,
MIPUKOBAH K MOCTENU UJIH UMEET HMMEIOTCS 3aTPYTHEHUS J1aXKe TIpU
OCJIO’KHEHUS npueMe KHUJIKOCTEH

Nunexc tsoxectn npu my3sipuatke lkeda (lkeda’s SIP — lkeda’s Severity
Index for Pemphigus) Obu1 mipemioxked B 1993 roay B SImoHuu mo pesyibraTtam
OOIIECHAIMOHAILHOTO  ATHMICMHOJIIOTHYECKOTO W KIMHHYECKMX HCCIICIOBaHUM

(tabmuma 8) [29, 30].

Taomumna 8.
Wunekc Tsokectu npu my3sipuatke Ikeda (Ikeda’s SIP)
bayuer [Tmomans Cumnrom KomnuectBo | Tutp [Tmomans
MOpaXKEHUS Hukonsckoro HOBBIX ayTOAHTUTET MOpaXKEHUS
(%) ny3blpeld B MOJIOCTH
JICHb pta (%)
3 bonee 15 BoipakeHHbli bonee 5 o 1:640 bonee 30
MOJIOKUTETTbHBIN
(xpaeBoii+Ha
HEMOBPEXKACHHON
KOXeE)
2 5-15 [Monoxurenpubid | 1-5 1:40-1:320 5-30
(kpaeBoli+Ha
HEIIOBPEXKACHHOU
KOXe)
1 Menee 5 [TonmoxurensHplli | Heckombko Jo 1:40 Menee 5
(TOJIBKO KpaeBoil) | HOBBIX
Iy3bIpel B
HEZEII0
0 Ouaru Otpunatensbiii | Het He Ouaru
OTCYTCTBYIOT OTpENeNAI0TCA | OTCYTCTBYIO
T

Hupexc lkeda’s SIP (ot 0 mo 14 6amioB)

JlaHHBI WHACKC YYHUTHIBACT IUIONIAJb TMOPAXKEHUS KOXHU M CIU3UCTHIX
000J104eK, Har4ne cuMnToMa HUKOJIbCKOT0, KOJIMYECTBO HOBBIX MY3bIPEH B JICHB,
a TaKXke TUTp CHenu(PUUHBIX 7 Ty3bIpyaTKu ayToaHtuten. llpu sTom
MOJIYYCHHBIC PE3YJIBTATHI TPAKTYIOTCS CIEIYIONTUM 00pa30M:

e Jlo 5-6 GamioB — JieTKOE TEUCHHE MMy3bIPYATKH,

e /-10 GanoB — TEUCHHUE CPEIHEH TIKECTH;

e 11-14 GamnoB — TsHKEIOE TeUeHHE My3bIpuaTku [29].

ITocne mepecmotpoB 1997 u 2000 romoB mocienHsis peaakius HHACKCA
Ikeda’s SIP He yuutsiBaeT TuTp ayroantuten [29, 31].




HanOonpmnii KTMHUYECKUI MHTEPEC B Cllydae My3bIpYaTKHU MPEICTABISIOT
co0oii MHACKC TUIoIaau nopaxenus mpu my3sipuatke (PDAI — Pemphigus Disease
Area Index — tabmawuia 9) u O0auIbHAs OICHKA TSKCSCTH ayTOMMMYHHBIX OYIIJIC3HBIX
3aboneBanuii koxku (ABSIS SCORING SHEET — Autoimmune bullous skin
disorder intensity score — ra6auma 10).

Taomuma 9.

Wunekc romanay nmopaxkenus npu myseipuatke (PDAI)

AKTHBHOCTD IAaTOJIOTHYECKOr0 nmpouecca

BropuuHnsle
H3MEHCHHUs KOKH

PDAI-ko:ka
AHaTtomuueckue | DpOo3HuH/Ty3bIpH WIH HOBBIC OYarH KommaectBo | [locTBocmanuTenb-
obnactu SPUTEMBI: 3JIEMEHTOB Hast
(0 0aymI0B-OTCYTCTBYIOT; (eciiu MeHEE | rUmepnUrMeHTALMS
1 6amn — 1-3 anemenTa, npudem 1o 1 3) WJTU dpUTEMa TTOCIIe
aJieMeHTa 0osiee 2CM B IUaMeTpe, HET pa3pernBIINXCS
3JIEMEHTOB OoJiee 6¢M B TUaMETPE; BBICBITIAHU I
2 Gama — 2-3 3;eMeHTa, 1Mo KpaHen 0 6ayoB-
Mepe 2 anemeHTa 6osnee 2¢M B OTCYTCTBYET
JMaMeTpe, HET JIEMEHTOB OoJjiee 6¢cM 1 6ann-
B IMAMETPE; MPUCYTCTBYET
3 Gamna — 6oiiee 3 JIIEMEHTOB, HET
3JIEMEHTOB OoJiee 6¢M B TUaMETPE;
5 0aoB — 0oJiee 3 IIEMEHTOB, H/UIN
o KpaiHel mepe 1 anemeHT Oonee
6CM B IHMaMETpE;
10 6aytoB — OoJiee 3 3JIEMEHTOB,
W/WIM IO KpaiiHei mepe 1 aneMeHT
Oosee 16cM B uaMeTpe Wiiu
TOTAILHOE MMOPAKECHUE
Y
Hoc
OcranbHble
oOJracTH JMma
[les
I'pyne
Kusor
CnuHa/sroauisl
Kuctu
[Ineun+npenrue
9bsl
benpatronenun
CrynHu
I'enutanuu
Y. 0a/110B
AHATOMHYECKHX (ot 0 10 120 GamtoB) (ot 0 10 12 GanoB)
obJiacrei

PDAIl-BosiocucTas 4acTh roJioBbl

DpOo3UN/My3bIpH WU HOBBIE O4aru
APUTEMBI:
(0 6ayIoB — OTCYTCTBYIOT;

KomnyectBo
DJIEMEHTOB
(ecnu meHee

IlocTBOCHATUTEB-
Hasa
THIICPIIUTMCHTAI S




1 6amn — B 1kBagpaHTe;

3)

HJIN DpUTEMA IIOCJIC

2 Gayuta — B 2 KBaJIpaHTax; pa3peluBIINXCS

3 Gayuta — B 3 KBaJlpaHTax; BBICBIIAHUN

4 Gana — BeCh 4eper; 0 6ayoB-

10 6amoB — o kpaitHent mepe 1 OTCYTCTBYET

aJIeMEHT Oojiee 6CM B TUaMeTpe 1 Gam-
MIPUCYTCTBYET

Nupekc

PDAI
(BoJIoCcuCTaN
4acTh I'0JIOBbI)

(ot 0 mo 10 GastoB)

(ot 0 1o 1 Ganna)

NupexcPDAI (ko:xa)= X 6a/s10B aHaTOMUYecKuXx obsacreii + PDAI(BosocucTast 4acThb

r0JI0BbI)

(ot 0 10 130 GamioB)

PDAIl-can3ucTnie 000J104YKHA

Anatomuueckue | Dpo3un/my3bIpu: KonuuectBo
obnactu (0 GayI0B — OTCYTCTBYIOT; AJIEMEHTOB
1 6amr — 13nemeHT; (eciu MeHee
2 Gaya — 2-3 ajeMeHTa; 3)
5 6atoB — 6osee 3 AIEMEHTOB WIIH 2
aremMeHTa 6ojiee 2 CM B TUaMETpe;
10 6ayoB — Best 001aCTh
['naza
Hoc

Cinuzucrast mek

TBepnoe HeOO

Msrkoe vHe0o

Cnusucras
BEPXHUX JIECEH

Cnusucras
HIDKHUX JIECEH

SI3BIK

JIHO monoctu pra

Cnuzucras ryo

3agHsa CTEHKA
TJIOTKHU

AHoreHuTaiabHas
o0Jracte

HNupexc PDAI(cam3uctbie 000,104KH) = X 0a/1J10B aHATOMHYECKUX 00J1acTell CIM3UCTBIX

000J1049€eK

(ot 0 mo 120 6amtoB)

Nupexc PDAI (aktuBHocTh)= UHaeke PDAI (ko:xka)+ UHaekce HNunexc PDAI
PDAI(caun3uctbie 000J104KHN) (BTOpMYHBIE
(ot 0 10 250 GamnoB) U3MeHEeHHUs)

(ot 0 mo 13 GastoB)
PDAI o0mmit

(ot 0 10 263 GanioB)

Nunexc PDAI 6b11 ipemsioxken B 2005 rogy MexayHapoaHbIM KOMUTETOM
MO0 TMy3bIpYaTKE U YYUTHIBAET AaKTUBHOCTh IMaTOJIOTMYECKOTO TMpoliecca B




pa3TUYHBIX AHATOMHYECKUX O0JacTIX: KOXKE TYJOBUIIA W KOHEYHOCTEH,
BOJIOCUCTOM 4YacTH TOJIOBBbI, Ha CIM3HUCTBIX o0Oojoukax. B 3aBucumoctu OT
HaJIM4Msl, XapakTepa, pa3Mepa ¢  PacHpOCTPAHEHHOCTH  BBICHIIAHUN B
OTIPEJICTICHHOW aHATOMUYECKOW O0JIACTH BBICTABIISIETCS PA3IUYHOE KOJIUYECTBO
o6aoB ot 0 mo 10. Takke AaHHBIM WHAEKC yduThiBaeT Haiauuue (1 Oamm) wiam
orcyrcTBUe (0 0amioB) MOCTBOCHATUTENBHBIX U3MEHEHUN (ITOCTBOCHAIUTEIHLHOM
TUMNEPIUTMEHTAMA WM SPUTEMBI TIOCIE pa3pelieHus BBICHITIAHWN) Ha KOXKeE
TYJIOBHIIA, KOHEYHOCTEH, BOJIOCUCTON YacTH TOJIOBHI [7, 8, 22, 24].

MunumansHoe KojmuecTBo OamnoB — 0, MakcumanbHoe (PDAI-00mmit) —
263, uto OoTpaxkaeT HambOosee TsHKeNoe TeueHue 3abojeBaHus, mpu 3ToM 10 250
OaJIJIOB TIPUXOAUTCS HA aKTUBHOCTH MATOJIOTHYecKoro mporecca (mo 120 6ammoB —
koka, 10 10 GamnoB — BoOJIOCHCTAsT 4acTh ToJ0BBI, 10 120 0amioB — CIM3HUCTHIE
00010ukn) U 10 13 6amIoB HA OIEHKY MOCTBOCIATUTEIBHBIX U3MEeHEeHHH. Ecin B
OTIPEJICTICHHOW aHAaTOMHUYeCKOi oOnactu umeercs 1-3 smeMmeHrta, mpudem 10 1
aneMeHTa Oosiee 2 ¢cM B JuUaMeTpe, HET JJIEMEHTOB Oosiee 6 ¢cM B JuaMeTpe,
HEOOXOJAMMO OTIIETFHO YKa3bIBaTh KOJWYECTBO TakuxX ayeMmeHToB. [lpu stom 1
AJIEMEHTY COOTBETCTBYeT 1 Oay, 2 snmemenTam — 1,3 6amia, 3 anementam — 1,6
oamoB [8, 24, 25].

ABSIS — DbamibHas oOleHKa TSDKECTH ayTOMMMYHHBIX — OYIUIE3HBIX
3abosneBannii koku (tabsmna 10) Obu1 mpemioxen B 2007 romy Pfiitze M. wu
coaBropamu [7-9, 15, 24, 25].

Tabmuma 10.

bapHas OlleHKa TSHKECTH ayTOMMMYHHBIX OyIIe3HbIX 3a0oneBannii koxxu (ABSIS)

ABSIS(ko:xka)

IHopaxkenue Koxu ILnomans KoappuumeHr st orsaryarommx
nopaxkeHusi Ko:xku y | paxropos (Ko)
nanuenta (ITIT) 1,5 — 3po3uu ¢ sxccynanuei

1 — cyxue spo3un

0,5 — smuTenu3anys BEICHIIaHNN (B TOM
YuCJIe TTOCTBOCTIAJINTENBHAS SPUTEMA
W/WIM TUIEPIUTMEHTAlINsA )

I'onoa u mres (9%)

Jleras pyka (9%)

ITpaBas pyka (9%)

TynoBwuIie-TiepeHss U 3aTHSIS
noBepxHOCTh (36%)

JleBas Hora (18%)

IIpaBas Hora (18%)

I"enuranuu (1%)

ABSIS(koxka) = X ITII x Ko
(ot 0 go 150 GanoB)

ABSIS(camn3ucThle)- pacpoCTpaHEHHOCTh BBICHITTAHUIHA

1 0an-BeICHIIAHUS IPUCYTCTBYIOT
0 6asI0B- BBICHITAHUS OTCYTCTBYIOT

Cnusucrasi BEpXHUX JECEH S3BIK

Cnusncras HIKHHUX 1€CEH JIHo nosioctH pra
Cnuzucrast BepxHeH ryObl TBepnoe HebO
Cnusucras HIKHEH ryobl Msirkoe HE60




CnusucTas JIeBOU IeYHOH I'notka
o0acTu

Cnuszucras npaBoy MEYHON
o0JjacTu

ABSIS(ciiu3ucTbie) = X 0a/U10B NePeYnCIeHHbIX AHATOMUYECKUX 00J1acTeil
(ot 0 1o 11 6asoB)

ABSIS(cy0obekTHBHBIE OLLYIIIeHHsI) — TUCKOM(OPT MIPH €16/ TTUThE

Ena/nutbe YpoBeHb Kosdduumnent nus auckompopra (Kn)
W) 1 — 6051Bb/KpOBOTEUYEHNE IPUCYTCTBYET
BCerjaa

0,5 — 601B/KpOBOTEUCHNE BO3HUKAET UHOT/IA
0 — HuKOTraa HEe OBLIO BHIMICIEPEUHNCIEHHBIX
npooyieM

Bona

Cyn

Horypt

3aBapHoil Kpem/Kene

KaprodensHoe nmope/asnyanna

3aneueHas prida

benwrit x51eb

S1610K0/CBIpast MOPKOBB

O ONOOOIRIW|IN|F-

XKapenoe MscO/11ETLHO3EPHOBOI
xJ1ed

ABSIS(cy0bexkTuBHbIe omrymenns)= X Y x Kx
(ot 0 10 45 6asoB)

ABSIS o0mmii
(ot 0 1o 206 GaIoB)

ABSIS yunTbIBaeT OOBEKTHBHBIC [IOKA3aTeIH: IUIOMAAh TOPaKEHUS,
XapakTep BBHICBIMMAHWA Ha KOXKE, HAJIWYUE WM OTCYTCTBHE BBICHIMTAHWM Ha
CIIM3UCTBIX 000JI0YKAaX, a TakkKe CYOBEKTHBHBIE IIOKa3aTeld — CTENeHb
nuckoM@opTa manMeHTa Npu NpUeMe TOM WM MHOW mnuum. MuHuUMaibHOe
KoJimuecTBo 6amioB 0, MakcumanbHOE — 206 (0 150 6amtoB — koxka, 10 11 Gamios
— CITU3UCTas PTa, 10 45 6a/IoB — CTeneHb AuckomMdopTa namuenta) [7-9, 15].

[To mMHeHuto psiza aBTOpOB Ha JaHHBIM MOMeHT uHaekchl PDAI u ABSIS —
3TO HamOoJiee YHUBEpPCATbHbIE WHCTPYMEHTHI I OIICHKH CTETCHH TSKECTU
TedeHus my3bipyatku [7-9, 15, 22, 24, 25].

[Ipu »TOoM OBUIO TMOKAa3aHO, YTO WHACKC IUIOMIA[A TOPAKECHHUS TIPH
ny3bipuatke (PDAI) sBmsiercs Oosiee  HameKHBIM M BOCIPOHU3BOIUMBIM
WHCTPYMEHTOM, 4YeM OalllbHas OIICHKA TSUKECTH ayTOMMMYHHBIX OYJUIE3HBIX
3aboneBanuit koxku (ABSIS) nns oObekTUBHM3alMKM CTEMIEHH TSXKECTH TEUCHUS
My3bIpYaTKU B ClIydae JIETKOTO UM CpeHEeTsDKeNIoro TeueHus 3adoneBanus. PDAI
TaKXke 00JIee aCCOIMMPOBAH C BU3YAIbHBIM BOCIPHITHEM BpadoM (tkanoi PGA)
TSOKECTH TedeHusl my3bipuatku, uyeM ABSIS, u Oonee 4yBcTBHTENEH K
MUHUMAaJIBHBIM H3MEHCHHSM B COCTOSIHUHU TarenTa [8, 35].

Wunekc muromaan mnopaxeHus npu Oysiesnom nemduronae (BPDAI —
Bullous Pemphigoid Disease Area Index) Obu1 mpemtoken B 2011 romy




MexnynapoaueiM  komuteToM 1o nemdurouay. BPDAI umeer neGombiine
orninuust oT PDAI: Gonbiie BHUMaHUs yAeIsIeTcsl MOPaXEHUSIM Ha KOHEYHOCTSIX,
YeM Ha JIMIIE, BOJIOCUCTOM YacTH T'OJIOBBI MJIM Ha CIM3UCTBHIX OOosioukax. Takke
pacnpoCcTpaHEeHHOCTH
YPTHUKAPHBIX/3PUTEMATO3HBIX BBICBHIIIAHUN, KOTOPbIE MOTYT BCTPEYAThCSA MPH
Oymnesnom nempurounzae (tadauna 11) [37, 38].

CCTh

OTJICIbHBIN

cToJioen

TUTS

OLIEHKH

TaOmuma 11.

Wunekc miomaay mopaxeHus mpu Oyuie3HOM neMpUTronie

(BPDAI — Bullous Pemphigoid Disease Area Index)

AKTHBHOCTBH NAaTOJIOTMYECKOI0 Npouecca Bropuunnie
U3MeHeHHUs!
KOKH
BPDAI-ko:ka
Anatomuue- | Dposun/my3bipu win | Komude- | Bomgsipu/spurema/ | Komuue- | IToctBocma-
CKHue HOBBIE OYaru CTBO Ipyrue CTBO JHUTENbHAS
obnactu SPUTEMBI: JJIEMEH- | BBICHIIAHUS: 9JIeMEH- | TMIepIur-
0 6aynoB- TOB 0 6anos- TOB MEHTAaLMs
OTCYTCTBYIOT; (ecu OTCYTCTBYIOT; (ecu WIH SpUTEMA
1 6amn — 1-3 menee 3) | 1 6amn — 1-3 meHee 3) | mocie
AJIEMEHTA, HET JJIEMEHTA, HET pa3penins-
a5IeMeHTOB Ooiee 1 3JIeMEHTOB Oostee 6 HIAXCS
CM B JIUAMETDE; CM B INAMETE; BBICBITIAHU I
2 6aymna — 1-3 2 Gayma — 1-3 0 6amnos-
3JIEMEHTA, 110 3JIEMEHTA, 110 OTCYTCTBYET
Kpaifaeit mepe 1 Kpaiineit mepe 1 1 6amr-
aneMeHT 6osee lcm 3MeMeHT 6osee 6ecm PUCYTCTBYET
B JIMaMETpe; B IMaMETpeE;
3 6aina — 6ozee 3 3 Gamna — 6ozee 3
JJIEMEHTOB, HET JJIEMEHTOB, HJIH 110
3JIEMEHTOB Ooiee 2 KpaitHeil mepe 1
CM B JIHaMETE; anemeHT 6osee 10
5 6amnoB — Oonee 3 CM B TUAMETPE;
3JIEMEHTOB, U IO 5 6amaoB — 6onee 3
KpaiiHeil mepe 1 DJIEMEHTOB, U 110
aJIeMEHT Oolee 2 cM Kpaitaeii mepe 1
B TMAMETPE; ajIeMEHT Ooltee 25
10 6amoB — Gosnee 3 CM B TUAMETDE;
3JIECMEHTOB, H I10 10 6amnoB — Oomee
KpaiiHeu mepe | 3 3JI€MEHTOB, U 110
3JIeMEHT OoJjiee ScM KpaitHeil mepe 1
B IMaMeTpe WU aneMeHT Gosee 50
TOTAJIbHOE CM B IMaMETpPe WU
MopakeHue TOTAJBHOE
MOpakeHUe
I'omoBa
[les
I'pyns
JleBas pyka
[IpaBas pyka

Kuctu




Kusot

T'ennranuu

Crnunal/sro-
JTALIBI

JleBas Hora

IIpaBas Hora

CtynHu

X 6aJ10B
aHATOMHYe- (ot 0 mo 120 GamtoB) (ot 0 go 120 GamtoB)
CKHX

obsaacrei

BPDAI(ko:ka) = X 6a/1J10B aHATOMHYECKHX 00J1acTel
(ot 0 mo 240 GaoB)

(ot 0 mo 12
OaJIIoB)

BPDAIl-cau3ucTbie 000104YKH

AHatoMuueckue | DpO3UH/My3bIpH:
obmacTu 0 6ayI0B — OTCYTCTBYIOT;
1 6amn — 1smeMeHT;
2 Gamna — 2-3 djIeMeHTa;
5 0aioB — OoJtee 3 3IIEMEHTOB MIIM 2 3JIeMEHTa Ooiiee 2 ¢M B
JTMaMeTpe;
10 6amnoB — BCs 001aCTh

I'naza

Hoc

Cnusucrast meK

Tsepnoe He6O

Msrkoe HeOO

Cnusucras
BEPXHUX JIECEH

Cnusucras
HWKHUX JIECEH

S3BIK

JIHO monocTr
pTa

Cnusucras ry0o

3aaHsaa cCTEHKA
TJIOTKH!

AHoOreHuTaJIbHaA
o0JacTe

HNunexec BPDAI(ciu3ucTbie 000/104KkH) = X 0a/1J10B AaHATOMUYECKHX
o0JiacTell CJAM3UCTHIX 000J10YEK
(ot 0 1o 120 GamoB)

HNupexe BPDAI (aktuBHocTh)= UHaexke BPDAI (ko:xka)+ Uuaexe
BPDAI(cau3ucrbie 0007109KH)
(o 360 6amnoB)

HNupexc
BPDAI
(BTOPHYHBIE
U3MEHEeHMs)
(ot 0 mo 12
OaJIIOB)




[lkana 3yma mpu Oymiesnom mnemduroune (BPDAI pruritus score —
Subjective Bullous Pemphigoid Disease Area Index pruritus score) npejicrapieHa
B JIByX BapUAHTAaX:

e BugyanbHas anamorosas mkajga (MalUeHThl CaMU OIICHUBAIOT CTEIEHb
BBIPOKEHHOCTH 3y/1a B pa3lIMyHbie BPEMEHHbIE MEPUOIbI 1O 1iKasie oT 0 10
10, nmamee pe3yabTaThl CYMMHUPYIOTCSA, W  TOJy4YaeTcs  CpPEIHss
WHTEHCUBHOCTH 3y/1a 32 MECSAI C MaKCUMyMOM 3HaueHui B 30 6asioB);

e Cucrema OLIEHKM OOBEKTHBHBIX IMPU3HAKOB 3y/la — SKCKOpUaluid (B ciydae
NAI[MeHTOB C HApPYIIEHHBIMA YMCTBEHHBIMH (YHKIHSIMH JOKTOpP CaM
OLICHMBAET HAJIUYUE M PACIPOCTPAHEHHOCTh HKCKOpPUALMUA U BBICTABISET
COOTBETCTBYIOIIEE KOJIMYSCTBO OayioB) (Tabmuia 12) [37].

Ta0muma 12.

IIkana 3yna npu 0ymiesHom nemuronae (BPDAI pruritus score)

A. Hackoisbko BbIpaK€HHBIM ObLI 3y[ nocaennue 24 yaca?

01 2 3 456 7 8 9 10
3yna He O6bUI0 OdeHb BBIPAKEHHBIN 3y

b. Hackonbko BbIpa)KEHHBIM OBLT 3yl TOCIEAHIOK HEAETI0?

01 2 3 456 7 89 10
3yna He ObLI0 OueHb BbIPAKEHHBIN 3y

B. Hackonbko BbIpa)K€HHBIM ObLI 3yl OCAEAHUN Mecs?

01 2 3 456 7 8 9 10
3yna He O6bUI0 OdeHb BBIPaKEHHBIH 3y

BPDAI pruritus score (cpeaHsiss MHTEHCUBHOCTb 3y/a 3a Mecsil) = A+b+B
(ot 0 10 30 6anoB)

Wonu (a1 nanMeHToB ¢ HApyIIEHHBIMU YMCTBEHHBIMU () YHKITUSIMU )

Her cnenoB 3yna (HeT skckopuanuil) 0 GannoB

Jlerkuii 3yn (HeOOJBIIOE KOJIMYECTBO SKCKopualuil He Oosiee uem B 2 | 10 6amios
aHATOMMYECKHX 00J1aCTsIX)

VYMmepenHsblil 3ya (3kckopuauuu B 3 U Oojiee aHaTOMHUYeCcKuX oOrnactsx, | 20 6amioB
HapyleHne JHEBHOM aKTHUBHOCTH)

Tsoxensiit 3y/1 (reHepaTn30BaHHbIE YKCKOpPUAIIMU, HAPYIIEHUE CHA) 30 GamioB

BPDAI pruritus score
(ot mo 30 GansoB)

Craauu nopakeHHs TJa3 npu pyouyromem nemburouzae (Tauber’s staging
system for ocular cicatricial pemphigoid) Obpumm mnpemnoxkensr Tauber u
coaBTopaMu. JlaHHBI MHCTPYMEHT ONMMCHIBAET CTETIEHb Pa3PYIICHUS] KOHBIOKTHUBBI
U Hanuuue cumoOinedapoHa (cpauieHusi KOHbIOKTUBBI BEK C KOHBIOKTHUBOM TJ1a3HOTO
s10J10Ka):



o Cramua | — XpoHMYECKHH KOHBIOKTUBUT M CYO3NUTEIHATBHBIN

bubpo3;
e Cragus Il — ykopoueHre KOHBIOKTHBAJILHOTO CBOJIA JIIO0O0 CTETeHH;
o Cranus Il — cumbnedapon moboii cTeneHw;

e Cramus IV — askmnoOnedapoH (cpalieHue KpaeB BEK, B pe3yibTaTe
4ero riasHas Iejib Cy>KeHa WM IMOJHOCThIO oTcyTCcTBYET) [39, 41].

Taxoke ObLTH TIPENITIOKEHBI U APYTUE CUCTEMBI ISl OLIEHKH CTETICHH TSKECTU
HopakeHHs TJia3 mpu pyoryromeM mnemduronae: cucrema Mondino u Brown
(ocHOBaHa Ha OIpEACNICHUH B MPOLIEHTAaX CTENEeHH pyOlieBaHUS KOHBIOKTHBBI) U
HOBasi CHCT€Ma, OCHOBAHHAs Ha HW3MEPEHHH B MULIUMETpPaX pacCTOSHUS OT
HUKHETO JIMMOa 710 3aTHEr0 Kpas HATSHYTOTO HIDKHETO BEKa B TPEX IMOJIOKEHUSIX
— MPU B3TJIsi/I€ BHU3, BBEPX M HAPaBO, BBEpX U HaJeBo [39-41].

Takum  0o0pa3oMm, aHamM3  MPEACTABICHHBIX  JAHHBIX  ITO3BOJIHII
c(hopMyJIMPOBATH CICAYIOIINE b1800bL:

1. OObekTUBHM3alMsT  CTEMEHM  TSHKECTH  TEUeHUsl  3a00JIeBaHUSl  C
WCITOJIb30BAHUEM COOTBETCTBYIOIIMX WHJICKCOB JOJDKHA OBITh HEOTHEMIIEMOMN
YaCThI0 KIIMHUYECKOTO OO0CIIeIOBAaHUS TAIMEHTa C ayTOMMMYHHBIM OyIUTe3HBIM
JepMaTo30M. ITO HEOOXOJIMMO JUIsl aJIeKBATHOTO HA3HAYCHUS TEparuu U OICHKU
CTETNICHU OTBETA Ha TEPAIMIO, a TAKXKE JJII BO3MOXKHOCTH CPABHEHHS PE3yJIbTaTOB
HAyYHBIX MCCIIEIOBAaHUM.

2. Nnneke miomiaau nopaxkenus npu myseipyatke (PDAI) sBasiercs Gosee
HAJIC)KHBIM U BOCIPOU3BOJIUMBIM KJIMHUYECKUM UHACKCOM, YeM OajlsIbHasi OIleHKa
TSOKECTH  ayTOMMMYHHBIX — OyJUle3HbIX —3a0onieBanuii  koxku (ABSIS)  mos
OOBEKTHBHU3AINKA CTEIICHU TSDKECTH TEUCHHS MYy3BIPYATKH B CIydae JIETKOTO WA
CPEIHETSKENIOTO TeUCHHsI 3a00ICBaHMS.

3. B caywae OyminesHoro memduronga Uil OIEHKH CTEMEeHU TSOKECTH
Te4eHus 3a00JIeBaHUA HEOOXOIUMO HCIIONIb30BaTh WHIEKC IUIOMIAIN MOPAKCHUS
npu Oymiesnom mnemburoune (BPDAI) wm mkamy 3yma mnpu  Oyiie3HoM
nemdurounzae (BPDAI pruritus score).

4. HeoOXoauMbl JalIbHEHMIIME HCCIIENOBAHUS [Jisi pa3paboTKu Haubosiee
YHUBEPCAIBHOTO HWHCTPYMEHTA JJiIi ONEHKH CTENEHU TSHKECTH TEUEHUs
AyTOUMMYHHBIX OYJIJIE3HBIX JIEPMAaTO30B U OMNPEACNICHUS WX HAJEKHOCTH H
BaJIUHOCTH MPHU UCIIOJIb30BAaHUH B KIIMHUKE.
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