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X% (pemphigus) BR—MIRELFEE. FROB IR RMERKR. KAE
MTFAEEBEAT B SRRMRRRBEIERFTNARAR. TARXBERRRENE
RHRHER. THRBELSTHNARFENDES SR,

XA R —FMTENSBIEN 8 SRR KA E R, RERFIFEMGEREZR, BEEX
BRI IEERXEA (pemphigus vulgaris, PV) RILFRIMFEA KA ( pemphigus vegetans) ,
FEMH B XA ( pemphigus foliaceus, PF) RHBRITBIR XA ( pemphigus erythematosus, PE) .
20 47 90 SRS T RZH XA (pemphigus herpetiformis, PH) . B XA (paraneo-
plastic pemphigus, PNP) ., Z#1i5% XM A (drug-induced pemphigus) ., IgA XfH (IgA pemphi-
gus) FFHUH, BRERTREAEZRBR, REBEARARAMFHEBELEO0.76 ~ 16.1/100 J7,
B2 L&, e PV RIEKRERDRE R—#, HARL=80% . LBIEHRINN, KB
R EKRFLEL RIS E R 3 (desmoglein 3, Dsg 3) ., HFRLNEEEH 1 (desmogleinl, Dsg
1) B 1gC B A BHik, fikSABERMAM (keratinocyte, KC) REHHRSFEE, FHAR
E R RE T 5k

BRI RGN ABEREENRBTAXBENEE IR, HEENRETERENEENR N A
EERMEER, BARSHIBRTHHIFRERE, BKAGFARE™ LR RN X RE
ARAZRBENEERTFE. REAMCASHFNHEBIAT IR, HEMNERELENR
RiF, AHEEERERAENRERT I RERZLR LT, MAGL THREBE (hemato-
poietic stem cell transplantation, HSCT) ERIEXMREKR, BAFIAKEEENEETER
g, BREFRENIIMIREHAS. BEELTARBEMXAEES. BRFTROEA, E0T
MAEBHERBRIRTT PO BE — e Fit R,

—. KERREREHERLE

(—) EHEERE

7E Pias EK F#H B+, S PV BENREARMEPHEY Dsg 3 B 1gG, MRS
FHRPMABRELE T C A HESHREARNR, HPLTLRGWIENT 8 FHEANBURHE,
g MEB B ERHE R EZ HIARMURERMORI . BRILZSE, ARE PV BEGH 5



IR RE R R B E 156 ik G HREANGER, X ERAECTMBIITHE PF RRLR
B, 1gG4. IgE #1 IgM 5i Dsgl AN S 5H b, BETHRIRE [56/IgA RAABH L Dsg3 B 16
M IgA, WHHL Dsgl B [gA, BRMEWRMRAXMBIFL—RWIUE, 777 Dsg SMIFL
HAHRIR, B4 A1k Dsg3 | Dsg | HUAKIBHAN R ZREH.0FN, BRTHEAR L Deg 3, Dsg 1
EXERLSE . KRERAOBRANFHIAAEESEMNE,

(Z) W T WAaRERE

HBIYE T 4188 (Helper T cells, Th) th#k% CD4" 4HA, X4 Th 4IMEBHIE, MO W MARE
¥, AESS5TRIEMARNENE . ABEBR-FHERIIESIER KC AFKEINER, ABAZ
B4, NTERKE. SRAERAXLNOAREFEEd Thl AN EF4EM IL-2, IFN-y, TNF-8,
IL-12 708 Th2 4084 E/™=4 0 IL-4, IL-5, IL-10 %, HHREH, PV AEMF S Th ML
EHRABEME, EEHNPXLERNBEIRE, Nagel A 5@ IWE PV BH M FH ™ #HE
i Dsg3 ¥ FHEHIIE [gE & 1564, BRBUERENRERMBENS, HAANMHAE R EHMRE
AT IgE JLRRY), SRR Th ZIMRATEERRWNXE, @5 MHC-TT (FEASHAENES&,
major histocompatibility complex) B2 ZRFUR M B HTE, SRAREF, 2% B ART4 4
FEREA, U8 PV RIRH R .

=) @FHETRENREE

CD4" . CD25 Ttk T 4 (regulatory T cell, Treg 4iffl) B— A+ F B ZHMEIME T
AR, wTREE S MM MR A B T A4 ( IL-10, TGF-B %) xt Th 41 Me @918 B 47 G,
L “E£3" WSS RENE/ SR Z0REE, M RENdEELENEER, Aok
WFSERAE, BIE XA P4, Hb Foxp 3 (forkhead/winged helix transcription factor SUAR 3k /#8
PR BEESe R ET) £ BTG Treg MMM BRBRAREZ —. BEXEERH, Treg AWML PV
BEREWY, @3 E R RT-PCR KW Foxp 3 EHB B —-BEL, Alecu M HikK, CD28 E
AL RIWT Treg JIPRBOIEEEF A TREREFER . X 16 & PV BEMER T EZ I, Treg MMEE X
tRAMA, FAf CD28 4 F3Kik B EHRRIL,

(M) NK @R

HRRGYM (natural killer cell, NK) TAJHEFE PV RBRE—EVEH, ZEPVEEG NK 4
RESEMERS, FIRELPRAFREEAER, SdRs Ccos THRSWHRERT (IL-6,
[L-8 #IFN-y), HLAJEEVHE IL-12, IL-10 #01 IL-5 {23 Th2 M9 eirEk, BENERIE,

= HSCT 3557 XA A 1Y L Br B FH

BEAR AR KA N — M R R B B B HUA M AR R, MR ERPLEESE A
FOREE, SETRIR @R, MRETREEEAMST T EROEER. BT HERL
HREROREMENRLE, EAZREERRCHTENA, BEEEREEREENEIR
AR, BEMTHARKABEASSEUASWAGBE . RERBE (ERMNE) MREH
B, HILREAEM. SN MMM 3 B, T4 HSCT ST RABE CMMEH RE I,

(—) B&EDTHRMEBE

BAENTHMBAL (autologous hematopoietic stem cell transplantation, Auto-HSCT)  Auto-



1% snTFamsaarEacHriak JER

HSCT XA FAKAMK, FREY, FoREHFRNMHABEYHE EM (graft-versus-host dis-
ease, GVHD), EMMARLZ LR, MZAREKRER, RETEHFALY, BMEFRER.
BHTFERARYE, AHA—ENEEE, TESKRNARMLEERBARIR.

2004 4F, EEZMEMET | H) auto-HSCT WK, BEN 3 ST HFLtE, 2B IEAR
PP, 2% e# (0.5mg/ (kg-d)] @973 NAR2 U EREMHITRREREES, Hk
EFT Auto-HSCT 597, SMAMSh R R : ABEBERE (cyclophosphamide, CY) 2g/m’#fk#EdE, 72h
J& G-CSF 100pg/ (kg-d) R THEHHZCDM4 I RE; BARECEMIBAAE: CY [50mg/
(kg + d) #*days-5, -4, -3, and-2, BB 200mg/kg] + HRIMBEZEEREH (rATG) [0.5mg/
(kg-d) =day-6, 1.25mg/ (kg - d) * days-5, -4, -3, -2, S5 Sme/ke] + HREHRE
(1.0g/d £ rATG RYfEF]) ; B TR AREZRHAF [G-CSF, Smeg/ (kg-d)] ETFEHE
E PR A4 X4 (absolute neutrophil count, ANC) 3k 500/mel, 3 H BB HEME RTURRESY
K6~124HA, HSCTF 10 M ABERBELERALBLRH PF U, AN EEREF. ¥
WARF IO NMAERKEBRER, RTHIFRE, EHEMFEHENMN1:640FEZE1:20 (RfF14E).

2007 £E, I"REAFEMKEETERSGHEMRE T RE S 8 &S E I THARBEETT XA
RGN, BESHEREEMEEMGIZERITHRAME, BHE2 MAMEIARET L XEER
5, HRIEINE., 2003 &, LM AESMNEMTHARBHE, shRFRIFBEME (CTX) (4g/m’ * &
%2 H, 3£6g) +G-CSF (WBC #5E 0 B4 T Spg/kg) + MR EFHH (375mg/m’, B 600me/d
*1 K, HZEETH), WBC>5x10°/LIIFARE, FAEAE: CTX [S0mg/ (kg-d) =*d-
4, -3, -2, -1], ATG [125mg/d, B} 2.5mg/ (kg - d)] * d-4, -3, -2, -1], FIREBEH
(375mg/m’, Bl 600mg/d*d 0, 7), BHESHEREE. SEERRIF, M| EXERREX
HRIEE.

2010 4, AFFEERHFHSUHRET 1 6 845 E M M THARBHETEREIER
KfEHRE. M CTX, G-CSFi#fTshiR ., BAMA CTX + B RUANIE (Flud) + HiMIRIMEERE
B (ATG) #17. B 6 ™A, Wi, B REH S WEH,

(Z) RERENDTHMEBE

SEREEDTHMEEHN (allogeneic hemotoic stem cell transplantation, allo-HSCT)  Ffit{k s
M THER=ERFEFERAN AN, ATTHBRRERWREARMEBRER, KKBREE
RFE, R, Alle-HSCT 5 &4 GVHD, HEERFAR, TEHEEFIEE BxRHEMAMINGEKRER
LERHERE TR, BRI NR—FEREHIT L.,

¥ H Ahmedabad (3LMAEAEMET, EPEE) M—THP.OEBERKBTBRERER, %9 &
PVEE CHB4k, FHFEH3.4%, FHRE2 MR, MEBRFER, HP3 EBEE
. HLA M5, 5 (iRMEEEE HLA M4, | EESEXAE) #TiEFEMtS EEEn T8
W, PHHEGBN424F, ZETLBTR: FAEA [5mg/ (kg d) *d1-3] +HLRHE
[0.4mg/ (kg-d) *dI1-3] +ATG [10mg/ (kg -d) =d1-3]; MMESIRAEBHELERY. #H
GM-CSF {10pg/ (kg-d) =d2, 3, 5-8, 10-13] M G-CSF [10pg/ (kg -d) *d5-8, 10-13] 3k
BUFE) 21,3 x 10°/kg B SRS MM (734 CD34* M4 6 x10°/kg) , B4 B KRNEBH
BHREAZENHEREHS (80ml), MR (2ml) . T8k (120ml) EAFEIML (200ml), FH4
BS~SHUBREE 1 K, #£F9. 4 BNZEHTHBEHINEAL THRSEE. REZHEAA
BHESFREA [421mg/ (kg-d)] RERRE (0.4 mg/ (kg-d), BAZFHHE] UH
FEAPRESGHRERE. PV RERGREZEM, WK, RE¥IEY, ToHHRE, KNEHE



