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Abstract

Type A lymphomatoid papulosis: subclassification of lymphomatoid papulosis and

histopathologic differential diagnosis of anaplastic large cell lymphoma

Gawon Mun', Jae-Wang Kim’

'Jeju National University School of Medicine,

*Department of Dermatology, Jeju National University School of Medicine, Jeju, Korea

Lymphomatoid papulosis is a chronic self-regressing papulonecrotic or papulonodular skin disease with histologic
features suggestive of a malignant lymphoma. It is part of a spectrum of CD30—positive cutaneous lymphoproliferative
diseases, is considered as one of indolent cutaneous T-cell lymphomas. The disease is characterized by recurrent
crops of pruritic papules at different stages of development that predominantly arise on the trunk and proximal
extremities. Clinicopathologically, lymphomatoid papulosis should be differentiated from anaplastic large cell lymphoma.
Continued observation of all patients is essential because lymphomas develop in 20% of the patients with lymphomatoid
papulosis. Herein, we present two cases of type A lymphomatoid papulosis proven by the histopathologic examination.

(J Med Life Sci 2016:6(1):30-39)
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Type A lymphomatoid papulosis: subclassification of lymphomatoid papulosis and histopathologic differential diagnosis of anaplastic large cell lymphoma
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Figure 1. Multiple, well-delineated, elevated, rounded erythematous infiltrative nodules bearing superficial dry crusts on
her left upper arm and left thigh (case 1).

Figure 2. (A) Low-magnification view of a wedge— Figure 2. (B) Mixed cellular infiltrates composed of larger
shaped, dense dermal infiltrate in the whole dermis atypical lymphoid cells, small lymphocytes, histiocytes,
(case 1) (H & E, X50). eosinophils and neutrophils (case 1) (H & E, X100).

7317



Gawon Mun, Jae—-Wang Kim

Figure 2. (C) Scattered anaplastic large transformed

histiocyte—like cells with prominent nucleoli, singular or
several irregular hyperchromatic vesicular nuclei &
ample pale cytoplasms (case 1) (H & E, X200).
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Figure 2. (D) Immunohistochemistry representing CD30-
positive multiple large atypical lymphoid cells (case 1)
(X100).

Figure 3. Scattered multiple, round, erythematous

infiltrative nodules with central ulcer masquerading as
eschar of scrub typhus on her left upper arm and left
thigh (case 2).



Type A lymphomatoid papulosis: subclassification of lymphomatoid papulosis and histopathologic differential diagnosis of anaplastic large cell lymphoma

Figure 4. (A) Low-magnification view of a wedge-— Figure 4. (B) Polymorphous mixed infiltrates consisted of
shaped intradermal infiltrate in the dermis (case 2) (H & larger atypical lymphoid cells, small lymphocytes,
E, X50). histiocytes, eosinophils and neutrophils in the dermis

(case 2) (H & E, X100).

Figure 4. (C) Clusters of anaplastic large atypical cells Figure 4. (D) Immunohistochemistry shows atypical
with prominent nucleoli, singular or multiple irregular lymphoid cells with the positivity to CD30 (case 2)
hyperchromatic vesicular nuclei & ample cytoplasms, (X100),

within heterogeneous mixed inflammatory infiltrates
(case 2) (H & E, X200).
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Lype T-HZHEZE 5 Ryt o g A 24 8 2 (primary
cutaneous anaplastic large cell lymphoma, PCALCL) 5= 3}
3t uBul CD30+ T-A|ZHZZAA 3K primary cutaneous
CD30+ T-cell lymphoproliferative disorders)ollA] 7} oFAgel
HIEFOR CD30+ HIFE T-Al27t 7% A EAfskz 750
Y CD30+ T-Al22gdZ2F A A% #4A5F (mycosis
fungoides) Thx O & &9t HRYUZFOR A #HHIZF9
26%5 AAFTF Y, LyPe 4 AE YeiaL A% £7] o
ol dRo)A 1yPE T-HE A3 Y ZE(pseudolymphoma)2]
HEE AAT)7)E S}, LyP $FAke] 40~60%004] T-Al224=
LA fARe] GEE A o] ERIEA A7l
LyPE 4 2 Hujeror ofd gxg Ao s 7hstal §)
= FAloI.

QI 10091 & 1.2~1.9% A== skt Qo ==
T} 30~50tf AJele] @il Aolols F3] EETP, wuH:
1.5~312 o o}, 2 FHE2 55ME 47 444 ¢
52419] 4 o/ dE0]drt.

k74 0 2 ok Aubo] @ A(herpes simplex virus), Q17F
T-A|FZWE o] A(human T-cell leukemia/lymphotrophic
virus, HTLV-1) & Hlol2A 44, v 3 A=, W94 5
o] IAE AoR A} CD30 (Ki-1) FU A1g Fy
ool o g ALY (extracellular domain)®] TNF-«
Y NGF 4=8A| superfamilyo]™, 2/d3}¢ B-A2ELF T-A2E0f
Al ==Y Hodgkin HEZF, ALCL, 2A|ZH$Hlarge cell
transformationy& Wol= FAASE, U5 AAASAEZ/T-A)
EHEE FolA Al ®EEH, CD30 ASAGA A P2t
9] A Aol FIS F ALE I, f1A 284,
A ZAEARCHH O] o)Ak W TGF-8 5 Wz HEZ o] HH| o]
A, FEE A2 A Fol LyPel WAl HdE AR Ho
=l AP-1 HARIARERIA Q] hel JunBe| Tjthdd o] A|is
Ap M| EZApEAR] S FH, CD30 a0 vAIHA GA
R 4(CD30-promotor microsatellite repressive element) %
30M377 tHH-FHA7F LyPo] ofl, 30M362 thH 347t LyP
o] thE HIF Hgte] HHE AR I},

- o2 AA 1~2em ©Jeke] FRHMI(uicy-red) &2 A5
o] oiibyd %31, 3, 24, e, FRIEENEC] LAE
e, o § A, Ak 94, FE 52 Rk,
theFet Z13) gl WSt R gt ShRlollA] TRt A1719]
EHEo] TAshs S Aok, 2 7k, l, 5o ZEeld
=& grgjo| sekRyE &t A, wE|gol, ddd &
V=, A7 ol A W3, 55% oldollAl 7t shH,
HEl= Aol o] Eéb=dl 51.6%cA4 1270 |lu,
27.3%°I1 4 12~5070, 21%+= 507K oldel o]&ct. 70%+= %4l
o FASATHA AL 0% 49 Fad yPRA 54 19
of Faxow ey, giA|R 7] e Rek 2%
oz W} WAzt 2710 djEe ik RO A%

o

of o 24 29, =y, 152y, e, HRHIEER,
YA, A, A, AR o7 JegReyt, ey of
g R]of] AP o2 YR WETF EHs| % oF, L
H e AgEEHA A BEZE DA e S, 9 R
o8 yatd 27] 131 HEE SAldA HAe EESH
G (vascular pattern)r} 3 FHO| wiAl Slojo] by
), HE7L dsste] AYeE Jdes e Tl
AlgE Holu] HE F42 34 g vHAny, /i eSS
U SERep FE, BB, MLAAAS, BPULNH S 5
HESHHA] 2~8F $-2 3~12F oo AL E Y ST A
S WhESHAA] 10~20 52 Hdff 40d7HA| = A|&ETH, 50%
= G738 FEVE e, & 2o BYeE AAxH7t
S olde] AFto] AQHY. AFHORE FHSFRY
A ok 52 (pityriasis lichenoides et varioliformis acuta),
A H(folliculitis), HellE®, 287HE U (prurigo nodularis)
08 QQIT 4= qUrh’. dwkHoR LyP7l A=W 1) o
Fubd Fxlou Aol A8k, 2) 5 HH o= AAXH
A WHEskm, 3) X 2E JHAISHA] o2 Aol A 2 374
A ool 3em oo A7|& AJSHA] Wolof slal, 4) W Al
Hout o]Hef st HZFOoR Qg AT TR EH
o] glojof gk},

He|2ZtH 02 [yPE Willemzed] EHH4]0] 275t A
3, BE TR RSO dAls LyPe oS AFNE
FE7HA] o4l 7IA 2 RSN Table 1). Z2u 59U SxjolA
7IA] o)) ofge] FEH 4= qlom olgt EAF ol 4.4%
S AT, g2 AFoA BHOE BEA CHORE oty It
o] HEo] M”77 s, WA A¥(nodular type, Hodgkin's
lymphoma-like pattern)2 AA| LyP2] 47~75%% A}A|5h=
#2] Fejjoln] FAH R LyPo] 2ALHS A 245 A
o, Aullg A4 AR ZlooA 712 Xujo o]27]714]
3 = tE T-Al2eF ok £ el o &7] FH =
ol st X9 Fgo] EACR H7] 2g g9 Y

1o o am & N

o

oflt ok

Mo ot rlo rlo ofN oXt H
=)
K

vieke moel FaslA EAP, AE e 58 52 o
H A gz, o3 /d(polymorphic) AEAIE 52L& FJE
gh o] BAolt)?, AR Zlalo A st Hu7kR] S5, S
A, FAAE, 22T, s FE F ool AFAEEC] Tk
ok HlE&E R, 25~40me] & CD30+ I v P2
7} AGAlY ARG O R 17] o]k AAZ WA, Ef
2stal AR ApAA S (hyperchromatic nuclei), &2 A4

Z(open vesicular chromatin), E+2]3F 3o} F<&moro R wb
) (convoluted) THEA . o2 3Kbinucleate) 3 TL T}
(multinucleated, anaplastic large—cell pattern), ZH3IAY &
Aol FHE MZAS 7H4 Hodgkin HZEo| 49 Reed-
Sternberg Al32E W=t A AEAEZS 20~50%5 A5
] A2 Eolx] EABITE?, o]5 MEE wE wgAl WA
Z(immunoblast)E H7]% P, o] CD30+ AFA FNTE= §
HietE o2 AGolARE EF7A| wE Sy, gt Py
U 250 &S Aue} Eu] miRofa] TP, v
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Table 1. Histopathologic subtypes of lymphomatoid papulosis

gt oA ASAIEe] A, CD30+ Y9FA BIAE AlEEo]
+MEL] 20%5 AR|EHA T A-oly TR o] FX] okal
Zoix 45t A, H|3ET] 3 (non-epidermotropism) 52| e
o2 AHS B AY LyP= AHE 4= o

CD30
positivity

CD8
positivity

Inflammatory
infiltrates

Atypical
cells

Epidermotropism

Surface
ulceration

Lichenoid
infiltrates

TCR8 F1, TIA-1,

Folliculotropism
Granzyme—-B P

Angioinvasion

Anaplastic
large cells + - ++
(20~50%)

Type A

Small
cerebriform
hyperchromatic
cells (Lutzner
cells)

Type B

++

Anaplastic
large cells + -
(50~75%)

Type C

Small/medium
Type D —sized * * *

++

++ + - ++ -

Small/medium
Type B —sized * * *

Anaplastic
large cells

Type F

B& (mycosis fungoides—like, band-like)& A LyP2]
10~17%% RIS, 326553 FASHA EF2l8t o] e
9|(cerebriform) ZHFFA T} slatet AEZAE 71 AF(8~15um)
3o =3 CD30- BAY HIZL(Lutzner cells)=S©o] Alu]-3Eu]
AARE wep mrEeFeR AR Xgjoi FAleh, FuZIsH
(epidermotropism)©] @AJste] Fulo o]F HAFY HzZA9 3
o] HPAET, 4% v Pt o]eof A=t
4l At o3t 718 2], P
Aot Cof| Hs| fAREEAS E6tA] ¢ho
F19 HaE g sy, B
SAHE= s, ey o= CD30 R H A7)
9] IR BYoA CD30 2402 dexl HIHY HzAiE0]
AHE2 CD30 g AlxEets 4% A=y, MFSE Sk
ng R MreEe] JhEo] off ¢y Mre= @] WHEHE
A4

C¥(diffuse large cell type, borderline type, Ki—1+
lymphoma pattern)2 22.8%%5 *}A|sl=d] 31| &A(nuclear
atypicality)2 7F2 CD30+ G4 ZA|E7} ZA-8A222) 50~75%
E AAatH, ol& AMEEFC] T Avlel] AA U Ty &
(monotonous sheet), 24 &8 - (cluster)S A5} 1514
e mjulshA WS, HFS S = Ao Y Az
ot FHH-2 A9 glow, "xgt= WE Q] 7Rt ol Algk
Hep, fAREEAS AT o dAsioy, i w7l T
ZAbE, HES 5 TS A5AlE7E Fdbskar, A2 994

e o
i (% Ho

o
Ko

o] B4Holng ALCLe
2 ALCLE HRA1ES

Fgo] AY BrRsshl. chat

5% oVllA AR A=}

e

¢

LY A= s, CPold HEEo] A
g wolx| glol 1yPe] AFo2 1T,
© C¥= ALCLe} 254 ¢ AT ALCLE =
s, CRb AR AZFD} [P PHo| BB F9
£ Fol AAE CD30+ ZZH(borderline CD30+ lesions,
regressing atypical histiocytosis, regressing—phase anaplastic
lymphoma) 2.2 HAs7| = S},

D# (epidermotropic CD8+ type, lichenoid & epidermotropic
form)& 7.8%5 AHA|shH, BEAH #u|ZIsPdo] Zhoto] A
HHYFIES(pagetoid reticulosis)®t HFoH, TR-AURGE
3 CD8+ MZEAT-ANZHZZE(primary cutaneous
aggressive epidermotropic CD8+ cytotoxic T—cell lymphoma)
= FARSIEF?. CD8+ CD30+ TCRAF1+ TIA-1+ granzyme-—
B+ HAY T-M2rt 235 deh”, sjAdmeF 2o e
FuRIgo] EAolt)?, DEFL CD30o Yoz ZFFdS
SRR, UNEAQl yPe] AT SuelnE ATEYEAG
of Y& Hol= thE HEuR3t dxFat ghHo] 7hesil. ¢
EZT} v 2 g458] Jdishs Agrlold A
Esit,

E¥(angioinvastive type)}> 7Y i FEHE(0.6%) 47 3=
H4%  CD8+ CD30+ YLFo| o3t Aoty

re oXx
B o

Ug
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[
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(angiodestruction), &¥541/d(angiocentricity),
(angiopermeation)”} E3o|t}”, D3} vpd7HA R HY
44=0] Arkgt AR 7E EXJou s A

©F CD30+ H|AY /\’]]:‘T’;—%
TRl 8 Mg

Fgtol,

FRe 220 Z7ke upe ofy
4
H
ECESERE BT

o rlo

\__E]—

e PAE ehgel, 53] 43

perforin, granzyme—-B, CXCR3 (Thl cell marker) &

713 (folliculotropism)©] 735k EX]
[e]

= 7t ofge) ket AolsHA UrEWr—Eﬂ
CD30+ A7} slakel BES Allekal YA A, C, D, EY
CD30 A4S yehdch CD2, 3, 5, 7 5 ®T-H= 3Xlx}°ﬂ
A& YehlE T-AZE X2} o4
T—cell immunophenotype}> TFeHA| YEl=t] o] F CD7
71 B3] S4S YERUH, CD2, 3, 5% A 84S Helth,
CD4, HLA-DR, CD25 (IL-2 receptor), transferrin <=8-A|of+=
4 39 HITES A
©2 CD4o] YA Holth. CD8S DI EFolA T LS
Bl EEA 4Aof Fxjo|A] RS HITh, CD56 TIA-1,
2 TS

s M F83 (aberrant

ERE
an

A 8RS YERWY 53] DFolA e AS dERADY,
ALK1, EMA, CCR4 (Th2 marker), t(2;5)(p23:q35), CLA
(HECA452) T2 P 2Aelob?. T-AlE =84 At T
2 A EL 40~60%0l AT T, F5 FEAte] Wz FAY A
EOA = %‘Q?ﬂ Z2o) Hed = ‘RADP. AR AFofAE= LyP
o] A& AEE= OS2 D30+ HAY FAE 47 HEFE
CD30- T-A|2£7} EAf3t Aojetal $75tiet, MUML ol 2
A1} ¥E IRF4/DUSP22 AAA|IAL 2] 57 (6p25.3 AHi &)
PCALCLY] H| 7 Eo]Zel AA25%) 0.2 dHA ot =3
E“’ﬂl 0] LyP EAlolA 9AS Ho] LyPE PCALCLY} H&

FFe uHEAY CD30+ T-HEZYZFA AT olel= A7}

q_?)
7“‘“‘§P°§h T TR RS Hﬂl‘éﬁ, ALCL, w44
4%, Hodgkin HZF ?01 glov 1 # ALCLY} 7P =83}
ﬁ,=wlA%4(J o ALCLeFe] =A|slx zhHo| Basict
(Table 2).

Table 2. Comparison of lymphomatoid papulopsis (LyP) and anaplastic large cell lymphoma (ALCL)

LyP

ALCL

Lesions

Natural history

Recurrence

Nodal invasion

Systemic (extracutaneous) involvement
Architecture

Subcutaneous invasion

Cytomorphology

CD30 positivity

Large CD30+ cells array pattern
Polymorphous background infiltrate
Angioinvasion, tissue necrosis

Mitotic figures

Epidermal hyperplasia

Bax (proapoptotic protein) expression
TIA-1, granzyme-B, TCRAF1

Clonal T—cell receptor gene rearrangement
CCR4

ALK1

EMA

#2:5)(p23:935)

IRF4/DUSP22 translocation (6p25.3 rearrangement)
CLA (HECA-452)

10—year survival rate

Multiple smaller papulo—nodules

Almost regress

¥

5~10%

Wedge—shaped infiltrates
Rare

Large atypical T—cell

Type A>20%, Type C>50%
Scattered

Prominent

Angioinvasion in type E
+/= (type A, type C)

+

++

Rare (type D)

40~60%

100%

Solitary to clustered several rapidly growing ulcerative larger nodules
Regressed in {25~40%

+ (42%)

Sometimes

10~30%

Nodular or diffuse infiltrates

+

Large atypical T—cell(hallmark cell) Multinucleated horseshoe—shaped
Pleomorphic, anaplastic, immunoblastic
Y75%

Diffuse cohesive sheets or clusters
Rare

+

++

+/-

+/-

+/-

290%

PCALCL-SALCL+

PCALCL-SALCL+

PCACL-SALCL+

PCACL-SALCL+

PCALCL+ (25%) SALCL-

PCALCL+ SALCL-

PCALCL 50~90% SALCL 35%

*PCALCL: primary cutaneous anaplastic large cell lymphoma, SALCL: systemic anaplastic large cell lymphoma
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LyP F4238] W2 277F 22 A58 A 4ol HX|vt
ALCLE HREAY Thabge] obzkl 28 23| 377 331
03 cm), WEA s, HlFS A FRESkL, 25~40% Wk
oflAluk S LyPollAlel 2 7“’ et AAaEe A9 glck
Y ALCLE HZdolvt Wi 7] 5 v Re(10~30%) 02
¢Igk AAFAdol W= oy LyPe A9 . ALCL
PCALCL= LyPAIH 40~50tf ZdZol wou HAlAd ALCLS
A2 S wdF B sk, 2ALAN LyPe A X
Tof| A FE #7] HeF F3-S Kol CD30+ A= ZojA &4
8l WhH ALCLY: CD30+ 24|27t 2ot Austs x93 s
&, AEmek, vty He Holn, 1 s AHL 72 ZJJJ
oA, T W E3 FH 9 G Wil = SRk
ALCLOIA] CD30+ H]A& ZA|EZE A hallmark cell2A4] Xd_xil
e MY 5% ol & AR|ehH, AL EFARE SRR 2t
e ey, 38 52 3R H, o]l I 52 ], dA
3t 17)) o|Ake] MAaA|, MY ==(intranuclear protrusions), =5
st M2 58 BNkt LyPoll A1) vy FAlEe} Zol7) ¢l
P47 Hallmark cell> Reed—Sternberg A3 o|QJo] &&A], W
AuAz, g4 E%f‘f“*ﬂa‘?i Hol7|k Jt, ALCL:= LyPA®
1% wi7gol F5et Al IaS Rk ghow, FAL
o2 TH & A9 A olA] EEA EE 5
3 A2 EFS AlQstal LyPollA] =4 Holu ALCL
9 2] JApE Zaiep, ARG AF Y C
3 LyPollA] 2} =Y ALCLoA] K} dAsic), Fa]o=
Mo f&, Y, 7MIAxES, o, ARG ES4
(pseudoepitheliomatous hyperplasia) 5 ©J|x}4] H3lE HY 4=
ot Lypoll vlal i3 W2 g Sty LyPAE HT-A2
EAA A4 wRgo] YEeRtA] CD2, CD3, CD5, CD7, CD45RO,
CD45RA (ICA) 5ol A 34& Yeplcy. LyPel FUstAl
CDh4+= AY SA4ES UBUHAY LyPet+= e TIA-1,
granzyme-B & A=A IA O] A4 S HATP, T-A|Z
84 GEE Auld 24 LyPo] 40~60%°14, ALCLY] 90%
oA TWHEETH, ALK1, EMA, CCR4 (Th2 marker),
2:5)(p23;935) 5= LyP+= T4 4 UERHAYE A4l ALCL
oA ApF °W° ek, MMl wh gty weE
IRF4/DUSP22 GAAIAE] %7 (6p25.3 AulE)Z HECA452
(CLA)x= PCALCLO] Eo|& AHAOFE LyPu AAl ALCLOA A
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