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A Caes of Xeroderma Pigmentosum Associated with Squamous Cell Carcinoma

Ha Rin Lee - Mi Ae Lee * Hyung Chul Kang - Jeong Hee Hahm
Department of Dermatology, College of Medicine, Ewha Womans University

Xeroderma pigmentosum is a rare autosomal recessive disorder characterized by extreme

photosensitivity and defect in repair of damage to DNA. Lentigenes, freckles, telangiectasia

and the hyperpigmented cutaneous macules in the sun-exposed area and early development

of cutaneous malignancies are observed. In addition to cutaneous symptoms, ophthalmologic

changes and neurologic abnormalities can be associated.

We report a case of xeroderma pigmentosum associated with squamous cell carcinoma in

a 4-year-old girl. This case is thought to be more earlier development of malignancies than

ever reported.
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Fig. 1. There are two pea-sized papules on the left
cheek and numerous freckles, lentigines and dif-
fuse telangiectasia on the face.
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Fig. 2. Six months after the treatment recurrence or
new lesions are not observed.
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Fig. 3. Specimen from the papule on the left cheek
shows epidermal proliferation and invasion into
the dermis(H & E stain, X20).

lamellar structure and central keratinization.
Most of the epidermal cells are well-differentia-
ted squamous cells with the exception of a few
atypical cells which show cellular pleomorphism
and nuclear hyperchromasia(H & E stain, X
400).

398 —



i]fi 2 A3 smme] EA AHLR HE R
2 2Ag AAAL EAlde FAADA
=Xy 7HEE 4% =& V=S

A AARE AF R dole] 2FL HFHA

gton A& FHRF F AH(Fg. 2).

«‘1 L (e u°

kd
ik

AxAd AYSL 18703 Hebras) Kaposioll 23f
“xeroderma” E¥: “parchment skin”o]Z 1 Lo 2
71& o)z 18829 &0 & 73 “pigmento-
sum”o]Zhe ©ol7h AZMEATY. ddHoz B
B =g RS 423 F2A7L 2GS 7]
AR Lot BARIAEY, 4 4%, TBES
2 H85F 5o RILFEE FlE 2E2
EH AHH Fgolv A7 ] fzol EWhd

A}\o;qz)w) 53], A5ANE, £FF, 4LH

23, 94 &5d=2F, ¢, "]’7‘]”]"3] T 43S

&

>

/ﬁ] 88 3l = A-%E DeSanctis-Cacchione &37-0]
23 ),
2 oA 94 4 T4e Fie 43F39Hy

grAdgoz o 280~310nm I3 oA
93 &4 DNA 3% 7]%59] Fof7t 4ol Clea-
ver'¥d] o 3] wralz o). 19721 De Weerd-Kastelein
198 MaA A¥F] tFd BAE Agd 99
BAETE AS YA, FA] AFAEE o]
S AE FF ]“” © 2 Complement group A &
13 @ variantE & ¥ 107148 Jo g FEE
Ak AT 0-4 23 A9 ngt o7t g
cd 94 Sd4E Aail} variant® o] 7} &3l
83 u)Zf A= A¥, CH, DY 2 variant¥ 0] 7}
2 goz <A %IEPS), AF L DNA 3EH-g89
2% 2 o}F don ddFozE 4 ABTF o
A& Sl DeSanctis-Cacchione 3225 H
2738 A< o] o] gl e A4S e
B FHdAE o= g HateAe AHHA XH
gozE :ch},] dFuy Butd e HEEY,
?'1}1. Vb}’\ < d&3t7] A8A complement
g ot Aolrt
% Hadida!”d] o8] YyHo= 3
71Z ERdted F, A1 7e 304 da4 W
YB3 &R 9 Yl AV o)L A 2 V)& d79
A&7 2AERY] FF & ARF F4o] FPUEHA

N

AsAelE G4 2 G Fgol SuHa Zu §
goz AYY £E e A7jolt 2 ZdE A1

Aol A 3 7ol Adse G PR 2AL B
dok. Aa4 AWZONA WE WEE BE 1~24
Aol Uer] A&sht s%AE 14MAA 2
HEA e S JOorP Wy x7)d ¥ 1}
Ehle Wals FAFEng, A4, AR,
5329 9% 2 FA43Z o] Yk KhariS!D9
MaY ANZE BA 2ad e TN HRZHo] 1}
Bhiz) ARae A7E 4% ohddlA sAz 3
4% 7sAgolRed WRe ArARy Azt
44 B8 2402 ey

Huzopel wye Ma4 AN 849 45%o0]
Aol kg ddo] Z7heel wet MEs} Z7}
sa] 10~144 B39 50% 04 T RZ o] LA}
ol £3) AMNES, B A, FAAHS
o] 59kE 4 g3 =27 AT, H4EE,
2B, YRGS, 4FIHES 2 v)AY AH
gz so] ZulE ), KraemerS1Pd]| ¢3HE 204

olde MaA AMF AN ZIHAEYS & HH
Ao NxE 4yt AT wa 4,3004)
re Aoz eyl Kharis!®e HudA] o
Fdo 22 A7 24 A 1042 B sA o
S 240 FTHFS BFAIAXZY, NAHEY,
Z1ARHF A TG €42 Jeych

A2 AT FFFe] vEd F HEgol
HAgtE A7lE o sdes HuHYer 5% &
30 F = FEge] HAsA g
gopid), 2 FEdAE RSy 2E F 4de] 9
Hoto] WA Bt Th. RobbinsE!9L 14d%¢t A9S
FAE BT A 370 HFYAAEY, 35709
NIAAZE, 1709 ARFAES, VI8 A/&F
3 o} EAF BB g Byt SHEDINE
FREZAFH JHAELE FA] Hu oiVg
ANANEGT BHFI A EE Eutst OI0s B

18w gow o] 0o o5 HATNF, DA
Wehds, ARIALY, NAATY, BA4EZ,

A4 R55d g ‘1}** 2 FAZTFe] & &R
oA 2AF 47t ZaHAPt Hay AAFAA
GAEAE HEE 5~5%2 204 ]38t $A}d|
H" dureirct 20008 W=7 3 M4 75

SO 35T 7 GAIEL 1942 B3

g3,

- 399 —



A AsFdAE F3E5F gdz FAY
QA A Fio] Fukg F YOW, F P
U o, 33 g ndelu §5%F, 8%
k4 WEy) Bukd 5 9 Ty JJHAE
U HEASAEgs 24E 4 Jey dHF
ouE Aud Afde FAGNS, 24 5,
o] AaAF, A%, AU 59 F8e] vE
AR SAEZoN) AR WP FAME
dejut AN LS AT B v g £F
MAA AFNZF 829 4% A HGolido] VEle
o R Fre 44 F¢ DLl F4UA =
108F WA 208) 7H Eol 27] Al § <l
g7z @how). 17384 oy ahdcsE
E5A AgAs7t siEH Yoy 254z
Ze NAAR % 7%, WS A A
A2 34 A5 2ol 598 §F JP. 2
JANE AL FAFHZ o] 9]of) ¢+a}7 i ot
T o) 272 FAFA G AFABNI 9
Aoy 839 gz ¥z ASHAE Y
34 2

AN ANFZY ARE dF53% LHe2 A9
Ag Aetate] We BA4S FHUFToz A
GAdF ko] BAHAE Agoles 27| AE5H
HolE wolo} ok FAFYl TAE A5 AA
£2 AAGFAY FA43}FdE 5FUY TAEFW0
2 8 F 93 9AHELY AR PR 464
A} Bleomycin®] EAWFADE o] 9ler 33 ¢e)
quro g2 HFL retinoic acidE A717 Fodte W
o2 Ao AASa o £ FHgME &
A7} o1 8l 1ol g 7] W&ol retinoic acid & AH&3H A&
2g

B ZHE vaE ofg Yoy FRFFg B
ARG A EGo] FUE FYHA HaA AYFe
2 =7 d4ue gAddAs Azsgen A
HA FABZZ Yot Ade] 2L BolA| ¥l
At

o, O o 1x
£ P

O

£or2 o ud oft F
=3

o oox
o

2 =

AREE 48 Jolol A AF $A9%E ¢E 2
F4 22090 42084 2ARR o] ye
W] Akl 4dF Waol BRI AEo] BA

SELEDEECEEEEELENEEEESE
FiFFe] PAY SF 42 Az Wase b
oleh.

References

1) Kaposi M : Xeroderma pigmentosum. Ann Dermatol
Venereol 1883 : 4 : 29 Cited from ref. 13
2) Arnold HL, Odom RB. James WD : Andrew’s Diseases
of the Skin. 8th ed, WB Philadelphia, Saunders Co
1990 : 32-33
3) Patterson JW, Jordan WP . Alypical fibroxanthoma in
a patient with xeroderma pigmentosum. Arch Dermatol
1987 123 . 1066
4) olgF - QAT - SAT A& 2HFY 14, F§
298 1960 : 3: 1399
5) AT A4A AKF 19, A 1A A So] 5
FA%ENE 253 1959 10
8) MNEF - §48 - FFY A A9F 24, b
A 1978 . 16 - 261267
7 A4A -3 - AL - 1A E L AR HANF
1o, tielA] 1974 © 12 191-193
8) AF% - TAY - 45Y I {FFARGE LT A
&4 ANZF9 Bleomyeinel 9T A& d. q¥A
1971 1 9 35-40
9) AMA - AAA  AAg AT 1o WA A 1974 ¢
12 1 187-190
10) oA E - $eiE . A4 AYT 24T J 12U
A g, AHA 197210 ° 99-105
1) 9714 - 339 - =8 - FF8 AT
AANEG] FAT Y24 AT 14, dHA
1986 - 24 . 826-831
12) ol4u) - o] AE - 2y - ¥ A GFE IARF
G Te M4 AF 19 1988 1 26 - 206-211
13) Kraemer KH, Lee MM, Scotto J : Xeroderma pigmen-
tosum. Arch Dermatol 1987 - 123 - 241-250
14) Cleaver JE : Defective repair replication of DNA in
xeroderma pigmentosum. Nature 1968 : 218 - 652-656
15) De Weerd-Kastelein EA, Keijzer WJ, Bootsma D :
Genetic heterogeneity of xerodeyma pigmentosum demo-
nstrated by somatic cell hybridization. Nature 1972 .
238 . 80-83
16) Kraemer KH, Slor H : Xeroderma pigmentosum. Cli-
nics in Dermatology 1985 © 3 © 33-69
17) Hadida E, Marrill FG, Sayag J : Xeroderma pigmento-
sum. Ann Dermatol Syphilol 1963 * 90 : 467-496 Cited

— 400 —



from ref. 8) racil. Arch Dermatol 1968 . 98 : 526-527
18) Khatri ML, Shafi M, Mashina A : Xeroderma pigmen-  21) Levine N, Miller RC, Meyskens FL : Oral isotretinoin

tosum A clinical study of 24 Libyan cases. | Am Acad therapy - Use in a patient with multiple cutaneous

Dermatol 1992 : 26 : 75-78 squamous cell carcinomas and keratoacanthomas. Arch
19) Robbins JH, Kraemer KH, Lutzner MA, et al : Xero- Dermatol 1984 © 120 . 1215-1217

derma pigmentosum . An inherited disease with sun 22) Kraemer KH, DiGiovanna JJ, Moshell AN, Tarone

sensitivity, multiple cutaneous neoplasms and abnormal RE, Peck GL : Prevention of skin cancer in xeroderma

DNA repair. Ann Intern Med 1984 © 80 - 221-248 Dbigmentosum with the use of oral isotretinoin. N Engl
20) Carter VH, Smith KW, Noojin RO : Xeroderma pig- J Med 1988 : 318 © 1633-1637

mentosum - Treatment with topically applied fluorou-

- 401 —





