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Case 22 -2013
A 51-Year-Old Woman with Epistaxis and Oral Mucosal Ulcers
(N Engl ] Med 2013;369:265-274.)

(1) OREEBE S & 2 5 DDx DL D A%

Lolal, CUHE - 5 - UHSE - 6157 & CREMOMBREXE L T30, TNH DFTREZ —JLICHA T & 3 &Y (Infection) &
#22 B B (Immune-mediated disorders) D AIHEME 257 V>,
% Infection

FRIE, ~ Ay F—F 2 I L% OV AV REYYE I OREEE % & 72328, @HBRRET 5720, SREOEMHERN 2 #E
CEbRv, =7, HSV DX B~ <27 A A2 THNE, FHHEZEVETEENZEZU-> T B2 L3k, L L,
AT I3 prednisone iC RIGHEZRL7D, 2704 FCEALT 3V 4 AV RBEYEIZE 21T W,

% Immune-mediated disorders
- % FIMAE 28 1k A3 ESE (granulomatosis with polyangiitis; GPA, Wegener PIZENE)

MERCHEEESZ 7232 L I3EL7Z0, ANCA BEMEROLES, Db EE &4k
BHILNT WS, Sl &l &0 FAEEREZD T02 25, GPA 2MERliC E285, L2
L. GPA DO HEEREIZRE < BSM T, WAOBER & sk Z 7R3 2 & 23% » (“strawberry
gingivitis”), Al Tix ANCARMT, B - RED vk, BiEh 3,

- B S EE TR 7 7 & (idiopathic recurrent aphthous ulcers)

10-20 fRIC% <. A b L ALRHTOIME CRREE, DUE, HHlE, MOE, OPRICHEREOBELEL S, 5, 7470 v
Do BEOOMTEDN, B ICHKD D 20NN TH 2, BRMICLATO 3RICHEI NG, L, HABEL R WE
PR fE e | BEOBMS 5. o RENE DRI E hrz,

@/N7 7 £#%4 (aphthous minor)---1 emBA F DiEE T, 5~10 H CHHER KR 5. &%
@K 7 7 2% (aphthous major)---1 emlA_FDiEE T, BHEZE L. BiET 2 £ CHOE~ s A»2 5%,
@~n=2HORN%K (aphthous herpetiformis)-+-0.1~0.5 cm®EEA 10 # il EHIE$ 2,

- Behcet J&

RN T 7 2, B, IR (S L) B, Mg 4¢), BOEAER (REETMEALSE) . $HEUCHME 2SR, B bra A HAR
ANic% < HLA-B51 L iVEAfR2 5 2, L2 L. ILERA ILEFH B EEICS < SE, BECIRFEZE 279 Tz D T, Behget
JRITEENTH 5,

- Crohn %

Crohn i MEZ I COLRMICT 7 2 2B T 2 2 LM bNTEH D, ASCA L OB SN T 5 (RE 60%. FrHfE
90%), L2 L., AR TR LRI 2JFEREF R 220 T 5+, CRP b IEH TH o727z, RAEMEREE(BD;
inflammatory bowel disease) I EHITH 3,

REOWUNILESEEESND Z L TIRIMICKH 27204 L 2 ¢ Ex 6N THE Y, E] - WAEEMICBIIC AR Y 25w e RICHRT 5, BKFHE
EORE®D 3-5% % ME X259 5, (Vasculitic Ulcers. Papi M, Papi C. Int ] Low Extrem Wounds. 2016 Mar;15(1):6-16. doi:
10.1177/1534734615621220. Epub 2015 Dec 11. Review.)



- % IR BE (erythema multiforme)
HSV DS f SR O B & A5G R S KL F P I R VAL - 5% 2 2o |
T UL F BRI Ch B, target lesion” & LB th LB ABURAHEA A 4, prednisone 07 |
Bk AT 5 SRS 2~ B CRBI £ T & 5 E R 5 75, ABIOBIRIRERIC 2 b T e,
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Figure 2: Algorithm depicting the basic distinction of ulceration based on the presence or absence of preceding vesicles

MEOEE % R, AESBT 2 ROBETH 22 EIcEX T hidvwid iy, BErhEELEchs L. il
MLMEE 7 & OMBREEZRD T3 2 L b, HOREWNERE. Z 0% <d OFEERE. QEXEOTREIE & »
Z 5
OXE G (pemphigus)

REMNEEE, 7A€ 7L 4 v (Dsg)icxt 3 2 AR (IgG)ic X 0 fimfigos 4 U 25 E, PEfE i L. RENICHREMEK
xRS 5, Hl Dsgl HilhD & 2380 2 FIRERKIE CIE, BFORE LEIIRE D RGS 2 DIkt L, T Dsg3 ik 238w 5 =5
HERRE T I3, KBRS LFET %, FL Dsg3 Pk D & 2580 2 54 3R BR 22 1 IRIF 3 2 CREMEE G2 23 ME R o et L.
YU Dsg3 itk L Ui Dsgl itk o miifh % 80 2 B E I3 RIBHRZ & K RRZ % 4 U % CRE IS i s M T8

@FERSa)E (pemphigoid)

RECEEIERE L 2 v 3 7 1ext 3 2 HEHURIC & o €, REM IRtk % & 72 358, REMERIEE L RREEE D 2 -
ISR E N D, KEHEERBE ClE, ~ I FAEY — LMK X v %7 (BP180, BP230)Icxf3 3 A CHifk % 280, 28 O K Ik
AR EIEMEALE LA A U 2, DERERZ 280 2 2 L b H 225, MiTh b, —/7. MBEEREE L. MIEEM IS Atk
ALK ZEL, BREKRL 5 2. FicHE IR ICA U, SRiE60%), B (20%), MHIEIH(80%), B, SMEEs, ALFJE
CAIREDR R OoN S 5, HFRAZFECED RV, HoTHEMTH 2, HEIHCHFICIZZ MM H Y, BP180 7 1=V
332(25%) e BT oD,
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[Clinical Diagnosis] H C ffZE /K IEIE Go i R IEIE 2 K IEIE)

(3) Pathological Discussion

AN SR EERITIRE & T D LB i T & e,

WUz

LaL, fERINDITEEDOL T,
H O REHKIEE 2 5t b2 2T R IR bk o7z, REDO KWL T LA

RICAT o 7 CUEREIE D AE <, 385, LR T ORIBE. U v oS8R - AP BR o i28 & i
ROERBPMHER SN (Fig. 2), 22256, LETOREEEREC X WRF IR T
7 2% BeheetJi{, 7 7 F 7 H A + ORERE G 2§~ L~ RIEGYE IBRIRYIC D
BRIt En g, & oo, HOLHUREERE TR B LB IC 1gG DRIRILE 25389 &
N7z (Fig. 2) 2 & A b S ERIE LI, SLE 72 L ORE BRI S 5 (Table 1),
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Figure 2. Biopsy Specimens of the Oral Mucosa.
Panel A (hemataxylin and eosin) shows partial lceration of the mucosa. Panel B (hematoxylin and eosin) shows
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Table 1. Histologic Differential Diagnosis.*

Diagnosis
HSV infection

Aphthous ulcers

Behget's disease

Drug reactions

Mucous-membrane
pemphigoid

Bullous pemphigoid

Pemphigus

phigus

Erythema multiforme

Erosive lichen planus

Lupus erythematosus

Paraneoplastic pem-

Histologic Pattern

Acantholysis, intraepi-
thelial vesicles

Nonspecific ulceration
Nonspecific ulceration

Interface mucositis

Interface mucositis

Interface mucositis

Various patterns, in-
terface mucositis

Bullous

Bullous

Acantholysis, intraepi-
thelial vesicles

Acantholysis, in-
traepithelial vesi-
cles, bullous

Subepi-
thelial
Clefting

Absent
Absent

Absent

May be
present
May be
present

May be
present

May be
present

Present

Present

Absent

May be
present

Prominent
Histologic Features

Nuclear changes
Nonspecific
Nonspecific

Apoptotic keratino-
cytes

Apoptotic keratino-
cytes

Vacuolar degenera-
tion, apoptotic
keratinocytes

Various patterns

Subepithelial vesicles

Subepithelial vesicles

Intraepithelial vesi-
cles, erosions

Intraepithelial and
subepithelial ves-
icles, erosions

Eosinophils
May be
present
May be
present
May be
present
May be
present
May be
present

Absent

Often pres-
ent

Often pres-
ent
(BMZ)

Present
(BMZ)

Often pres-
ent

May be
present

Other Histologic
Features

Ulceration, mixed in-
flammation

Mixed inflammation
Possible vasculitis
Mixed inflammation

Bandlike infiltrate,
atrophy, ulcer-
ation

Epithelial atrophy, su-
perficial and deep
infiltrate

Secondary ulceration,
lymphocytes, neu-
trophils, and un-
commonly, oral
scarring

Secondary ulceration,
lymphocytes, neu-
trophils, no scar-
ring

Mixed inflammation

Mixed patterns of

pemphigus and
pemphigoid

Findings

on Direct

Immuno-
fluorescencey

Fibrin at BMZ,
immunoglob-
ulins in apop-
totic cells

+ (BM2)

+ (BMZ)

+ (BMZ)

+ (intraepithelial)

+
(BMZ, intraepi-
thelial)
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(4) Discussion of Management

AIEFIClE, WHAERAT 94 F% 60mg/HCRMGL2L 25, KGR X obDD, 20k 2 » AMICHR b, Bk
EEAHFELTLE S 720 15~20mg/HU T ICIHE T2 2 LB TE AR o7, PATHIR, i HRREER. AEMINZ & OFITERH
WHLL 7272 %, TNF o fifk(etanercept) 50mg/{BICHE & MTX 25mg/ilZ BN L 7225, 270 4 FIESIRIIAD bNkmd o7,

20X ) nEEATED SEWRAIE - FIERKIIE, % LT ORBIEFRIEE <t L. B-cell depletion 289 % &\ 9 ik 2>
5. Dr. Stone & 3 I3 & L T rituximab 28R L 72(1g % 15 HREZE T T 2 EfRE), X 510, SEEREE - ISR KEE
DHEHEDF 727 7 A FvFhb [gG4 TH Y, A7 14 FElAMED 1gG4 BHEAERICH LT b rituximab 2538509 % & 5 W
BINTWD,

2 [ H @ rituximab $#%5-%., BEORBRER KB ICHEEL Toote, AT 84 FRWAK, P1EL T3 7 H, BEAE L0
Eo#ic, znd 2 HCHIBL %2, 5+ Atk. K B M EIE 3 2 1</ OS2 HF L 7272 BIE rituximab © 2 2
—ZHZTo T3, JUCEIRRIFTH 5,

[Final Diagnosis] HLARAEKSIE
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60 XD, EHDORZE % EIRICKRBEL 72, 3 2 ARiA» 5, FHCiERZ < &5 ITEER % 5 AL & KE
EBGHTH LI R E S, (KL PG ICALHE & A & 2R 5, KB R D v, KEE
DA CIIRE T A Z R HEPUREREE TR ARSI IgG & C3 & ofkIE 2 70
B, PrHIAKULER R % BT 7 SO C RN 1gG OBERIGE 2 5, Wb o 520 %
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AVascular

Alnfection ; it L§E¥+ 7L F=vicKIEL T3

- FERE/NTM 5 it

c NIRRT

cFRA, N~y F—F

Neoplasm

- R, S ()

/ADegenerative disease

(Idiopathic)

ACongenital i 50 &~

« Osler ;5 Mg/ SIGERE(-)

Autoimmune

- Behcet 5 /B2 (-)

- GPA ; FEWRIREE + S I + K+ 2 7 = 4 F2hvC % +ASCA/ANCA(-), BHEREIEH, X #RiEH
- Crohn #5 5 FUREPNTEIS + S Rk 1< 5955 ASCA/IERIEYE
- Sjogren

X Trauma

AEndocrine(d & & L EANRR)

ASCA---Crohn TOKEE T 60%. FFEEEH 90%
S --SLE, e, S
M D BHM» S ET 205 Lkw

BE TR TKENEMRL 2D TlER b EER
RAS---FFMT 7 2 EON %K
OLP--J@ V& %E

T 7 &R A U B K E & 3~10mm O HE R 2 Rk S
benign and non-contagious mouth ulcers (aphthae)
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