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Neurofibromatosis type 1, Pulmonary MALT lymphoma

*

TR R MENEE T (neurofibromatosis type 1, von
Recklinghausen : NF1) &, &R fpicmMiE 2 1 e
T 5 WG MEEOBMGERET, ENEESEIT 5
HEAEVERE IR TWA"Y, MALT (mucosa-asso-
ciated lymphoid tissue) U ¥ 7SHHIE, AL, WEE A
EolggE OB E R AL U, BRI Sk,
JEEGE ) >3k (MALT) % RRdh & U CoA: L 7240
TEEE B Ml v XETH B,

NF1 &Jiti MALT & 0HIEMER L 2 72D TldA b h
T, FNLEREEZBETS.
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FEREDS P S N7, EHMEE T OFAl & 74 5 ] agtk
BEB LM X MEHEZHRLIZEZHT T DIKRD
oL, SHITWE CT CHPEICHEIR 2Rz
O, BEEMTARE L.

BAFE < 15 A/ H x 38 4F (Brinkman index =570 A& - 4F).

8 S N 2P VA LA g =

KIREE - A, W, RBHNFL L2z BE250idE.

ABEREHURE @ BZR8 1213 café-au-lait BEASHIAE L, Rk,
A LW R OMRERHENE & E 2 5N /R E LD
7. PPE A IR CIEs L T vz,

MEHATIE CEA % 64ng/ml L LA L (K1),
Bk X MG ETIIAMOIEE A EDBE KR 7T T HiL
EnCw (K1A). B CT CTidABERSENR T B
L OMiSEMED T A, AP EEIC, 2008 A% S AE L F L
F—=TL72L EIERD NG D572 29X 18 mm D
fisx 78 (X 1B), FDG-PET Tl i1Z SUVmax 5.3
LEMA RO WMRZE L LT 2 5y, BERANE
W77 DY L bR IR 21T o 72, irieim B
TlE, MHENZHH /N~ R 238k AHS massive 12
FELTBY, VR EEMERZE (lymphoepithelial le-
sion) A& bz MR IZ, CD3 (-), CD20
(+), bcl-2 (+), CD10 (-), CyclinD1 (=) T Bl
Mt TdH by, i MALT V) o8 EEZWL: (M2).
WS NZBF ) P oRENICERRE R ) ORI % <,
HRRRRICD BEII w0, BIRRYIE & HkL 2.
FETHALE NSRS R AT B ISEIE R R ) — TR R
7z.
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F1 MAA
CBC M I A Ak
WBC 6,300/ul CRP <0.1 mg/dl vC 204L
RBC 474 x10°/pl RF <2010/ml %VC 61.4%
Hgb 14.8 g/dl T AN F ) AU [E4S FEV, 1.35L
Het 43% 20T a3y h AP [E4Y %FEV, 54.3%
Plt 264 < 10°/ul T-SPOT Rt FEV./FVC 70.8%
AL FINSZIRES ek %DLco” 61.2%
T-Bil 0.7mg/dl SSA btk (E5id %DLeo /VA’ 68.5%
v-GTP 22U/L mrf4arsary yHR Ferph
ALP 190 U/L Pt TPO Ptk Fes
AST 21 U/L M55
ALT 22U/L TSH 1.13ml/ml
LDH 171 U/L FT4 1.07 ng/dl
ChE 221 U/L &35~ — 7 —
Alb 39g/dl CEA 6.4 ng/ml
TP 6.8 g/dl CA199 6 U/ml
Na 142 mEq/L SCC 1.5ng/ml
K 49mEq/L 79 1.1ng/ml
Cl 109 mEq/L ProGRP 30.5 pg/ml
BUN 17 mg/dl NSE 9.1 ng/ml
Cr 0.6 mg/dl
Jiilki3 98 mg/dl

%DLCO’, %DLCO’/VA’IZ 1 [a]IH T Ot

B1 (A) Wil X#GHE. AICERAEE T 7 2#0 5. (B) WECT. A
Jlirp 3212 29 X 18 mm OREHIH A B0 2 (KHD).

. .: ¥ S T SRR G X RR Y G

E2 (A) FArct LzA0idgE E L 72 BGRa s 2 B 22 /8B~ Bl o> 1) 2 o8RG LT\ % [hematoxylin-eosin
(HE) #uft, x4]. (B) HERZAR/NE~FEID ) ¥ 8BRS E L LR NIZETE L, lymphoepithelial lesion % JEE L T %
(HE #fa, x40). (C) V »738kid CD20 (2Bsfk < BMilatE < 5 (SuyEdeta, x20).
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FIEBIL, café-au-lait B, BELOMRERHENE, FKIEE
#* & National Institutes of Health OB Wi #E % 72 L,
NF1 &l L72". 2 RNERTIIERAESE 77 % &
PELCTBY, WEBXHEETIE 7T DA oMo FHlih
WHETdH > 72, HllirPEOREIC O W TIZBYEE, CEA
Al WHRTR, HAAN NFLBE &A% re-
view L 72 3CHRY 2> & M B 12 il 2 58 > T\ 72, Sjogren JiE
BEEERHEANT & MALT V) ¥ N EISHE & DRSS
NTW29%5, KEFTIIHCIMEREZEZOZND 25
BRI, 8B TIE MALT U ¥ 8l THE
NTWV 25 t(11;18) DYt k" % 7D et Th - 72
NF1 S METERFEN 2 & 0F L 7280 1388 . NF1 8
FHD% L2 5N 5D nerve growth factor @ serine
protease EFIZ & U elastin 7 #AMEHE X PN T BE 23
§fb LIENRAL T 2 1 R, KISEFBICE AL
NF1 (2B 2 b B 5 2 B 5 L TV % mast cell
M HH S 7z~ R protease (2 & 1), i BER R
PESNDL EOMERH LY. T N EEDOM
WICBI LT, KESIEHM MALT v >/ & o4
PrBIZ S L, VU EAVREICRBE LT =y 7NV T
FEHEIC X o TR E L L BELRL T a7,
AFEGITIE, 4 40 O FERERF OIGE CT LAl CT
% L7225 MALT ) Y 8ED & 5 453 TRME o
IS TR, FMfmoRE Ty, SMHIE L3E
RHED) YEDR R VE ZAHTHEEET, ) Y ED
JAPICREE - IR L 72RO R R, 7o) v
SNIEORRBRITGEN & E 2 7.

NF1 OJE KRB R 11 17 Ttk B (17¢11.2) 1267
BL, ZOEEEYIX neurofibromin & XM, Ras &
HOBREZ B LIFHEERZ A T5EZ2 6 Tw
%79 NF1 BEICEIT 208 & Z oM, RE ke
TRAENE 40~60%, FEVEARAAIEIRIES; 8~13%, BlkE
JBIE 15~20%, FEPEARERBIE 08%, HIMHK<1% (&4
VA B B ERYE 1 9% 1% 200~500 f5 00 ) 2 7)), fetasii
JliE 0.1~13%, HEHHANE 1~6%, gastrointestinal stro-
mal tumor 5~30%, 50 A D FLHE 84% & s SN T
W52 Seminog 5 (&, 6,739 4 ® NF1 % @ population-
based study & 17V, #RERDEMEES; % BT d, NF1
BEEMEER 24 U5 A 2132745, MifEAs3.0 1,
FERTF ) ONENIIBLREYV AT DLEABRLN
T2l zPDTHE L LB RTn5Y,

NF1 &) P AED GO TR, MNEDONFL
# Tld population-based DEFEWIET, FEATF V)
ISJED AR EBREEDT 10 £5 & s SN TW 5, Lueanga-
run 5 13 H B % & O DA PEBIE 27 612 review L,

EHED median (X 94 %, TRTIFERTF Y VNET,
8 BIASBMIRETE & Hiis LT\ 5A725, MALT Y ¥ /8JEICD
WTOHEIZ WY, MALT Y ¥ 8 IZFATE CIEEEM:
) UNEDT~8% % ki, TR E SRS TH DA,
i34 L 72 si38 MALT VU 281X 95% % b 5 &
DOIHENDH 5. NF1I1Z MALT V) v 8l ST
WO, Y CSEERIZE D B HiIESE MALT
) USEOBREEN 1% K TH D Z &2 LHEDOMEE
HER L 72,

NF1 & i MALT YV > NEO &P OEFICE L T,
NFI OFEA§ % neurofibromin 259" % Ras & H D%
RERLH & MALT ) v /S EOSSEIC KRB H 5 & §
LM L AR Y Tl R, ZodVar LTk
WHE L2 WREMED ZE 2 5N %Y. mMEOREMRE R
B3 2MAE LT, NFI BRI~ AESEB X
U° NF1 BE o EE TO mTOR #EOIGHEAL O ik s
HYY, NFLIPES EH AL, Ras HEAD FiiZd
% phosphatidylinositol-3-kinase (PI3K)-AKT-mTOR #%
BN AL U CHITIE AT B A E 2 H i Tw
%%Y. Lasmar 5%, BBMHIIIEREL2H MALT Y ~
JXHEVZ, Helicobactor pylori DFREHHEIMZ TTHF
*+ 7V » (azathioprine) 7*5 mTOR HEHRTH S v 1
AR (sirolimus) (CEHEL72E 25, WHOBRGIIFH
LTWwW7z7s, JEEIIHEHEL Wizt 1 flz#HiE L Tw
Y. F7z, I Ay FBEEMLETTH S MLHI BT
(GEAEMEIEAR ) R — 2 ARG O SRR O —2) AR L
TBEPSMPBRISTHEIN R EOLERZLOT 2 A
12, NFLIZHZ TENZENY Y8 E BMRA A S 7z
EDOWEND Y, MLHI #IZT 2 mutator (ZERERD
FHRET) EhoT, TOTHICH S NFI LEIMIZEY
LHDOBIZT ORFEEFIERILIZEELLTWEY.
S 50T, AR MR I B LR B R T, NFI D
AT, TP53 % CDKN2A BAGTEEDR AL NIz &
ENTWVBEY,

PLb2rs, MALT Y ¥ /SO 412H Ras®\EH & L
THHHALEN D 5 mTOR R I A~ v FIBEEET OB
5 NFI RO @R FEREDMA o THA L 720 etk
#Hz 7. NFLIZEDFS 2 BB ICO>WT, S5674%
B R0 00 F AR OFF AT RE S L %798,
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A surgically treated case of neurofibromatosis type 1 associated
with pulmonary mucosa-associated lymphoid tissue lymphoma
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A 59-year-old man had pneumothorax associated with giant emphysematous bullae in his right lung 4 years

ago, and his pneumothorax improved after conservative treatment with a chest tube. A nodule was found in his

right middle lung lobe by chest CT scanning during re-evaluation of the bullae. Neurofibromatosis typel (NF1)

was also diagnosed based on a characteristic skin rash and his family history. Although we suspected the nodule

of being lung cancer prior to surgery, surgical pathology specimens revealed mucosa-associated lymphoid tissue

(MALT) lymphoma. Pulmonary MALT lymphoma associated with NF1 has never been reported, and we con-

sidered this to be a rare case.



