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AN AUTOPSY CASE OF MYELOPROLIFERATIVE DISORDER
(POLYCYTHEMIA VERA) ASSOCIATED WITH EPIDERMOLYSIS BULLOSA
ACQUISITA, GASTRIC CANCER, AND URINARY BLADDER CANCER
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We report on an autopsy case of a 68-year-old woman with a myeloproliferative disorder,
clinically diagnosed as polycythemia vera, continuing for over 10 years. During these years
she had suffered from such successive complications as thrombophlebitis, epidermolysis bullosa
acquisita, congestive heart failure, and gastric and urinary bladder cancers. She died of acute
respiratory failure. Autopsy revealed a myeloproliferative disorder with marked splenic
extramedullary hematopoiesis. This basic disease was associated with advanced gastric
cancer, type IV, with widespread metastases and local urinary bladder and ureteral cancers.
Metastatic gastric cancer caused diffuse thrombosis and lymphangitic carcinomatosis in the

lung. Cor pulmonale attributable to the pulmonary thrombosis proved fatal to the patient.
(Tokyo Jikeikai Medical Journal 2003 ; 118: 385-95)

Key words : myeloproliferative disorder, polycythemia vera, gastric cancer, urinary bladder
cancer
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L7ed3o T, Sl d N TEfE R BE%, —
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II. fE 4l

FEGNE, 251 EIHFHBE CPC 2B W THRES &
NIERITdH 5. CPC BIELAK 1 - 72 5E
BD S5, FRICKERRGENRE L, LrbEE
EIR 2 B U e AERI DS & L GRIZh T,

[ES/N
Table 1. Initial laboratory findings

WBC 14,200/u1 ANA (+)
RBC 768X 10%/ 1
Hb 18.5 g/dl
Ht 62.69% Hemogram
Ret 1.9% Band 7%
Pt 56.6X10/ul  Segmented-2 41.5%
NAPscore 306 Segmented-3 23.5%
PT 11.7 sec Segmented-4 5%
APTT 35.9 sec Segmented-5 2%
Fibrinogen 243 mg/dl Eosinophil 4%
AST 2710/1 Basophil 1.5%
ALT 121U/1  Lymphocyte 14.5%
LDH 438 1U/1 Monocyte 1%
y-GT 151U/1
ALP 243 10/1
TP 7.7g/dl Myelogram
Alb 4.8 g/dl Promyelocyte 1.6%
Cr 1.1 mg/dl Myelocyte 14.0%
UA 6.0 mg/dl Metamyelocyte 11.6%
Na 138 mmol/1 Band 19.2%
K 4.6 mmol/1 Segmented 12%
Cl 101 mmol/1 Eosinophil 4.8%
Fe 43 ug/dl Basophil 1.2%
UIBC 319 pg/dl Lymphocyte 10%
Ferritin 4 ng/ml Monocyte 3.2%
CRP 2.1 mg/dl Plasmacyte 0.4%
CHs, 43.5U/ml Erythroblast 22%
VB, 1,500 pg/ml
1gG 979 mg/dl  46XX
IgA 336 mg/dl
IgM 369 mg/dl

Fig. 1.
megakaryocyte series (panmyelosis).

X 66.

Bone marrow biopsy shows hypercellularity and hyperplasia of the myeloid, erythroid, and
H&E stain.
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Z 4 bV, [MEREEEEE R (AL ME) O LLTFiz, W% 0 CPC OETIZHE-> T, HRKER
WHNCBRMER FEAKE « B8 - BEhoE2 0L @, HREROIECERER, WEERE ERT
7o LEIRRGI) & L7es, EiiEtmEEoaHE 5.

IZDOW T DREFIRE T3 7% <, MR ERZ L34 1. BEFR&RA

LCE kT LR L, SR DEERESRE L FEGE 68 it (Fhw). FeiERF (56 %) 5k
TEAZHMT T 2 2 &2 HIZ, EBEW CPC  BEEHE, B2 T, BERE, FKEECEESEY
WCBWTHR SNIABELE LD THET 2D NEelidhrol,

Ths, 1272, BRAIORKOBILEE, R WA 63 4, HEOMPZ CHIMIKES 2iEfHI
OWTTh-o. 7z, 3 AKX VEEM - FEORWINHIRL, 12 AL

Fig. 2. Immunofluorescence microscopy shows subepidermal bulla formed upon the basement mem-
brane stained for IgG. X40.

Fig.3. Chest radiograph shows ground glass Fig. 4. Chest CT scan shows ground glass appearances
appearances with Kerley B lines in both in both lungs and a little bilateral pleural effusion.

lungs and slight cardiac enlargement.
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DGR -BRFE-BID bHELL. HEL
Z Ll 25, UGS 2RI T, Hbk
PR S, FMEIE X OVEEERT R L Y B
fE L2 shi: (Fig. 1), ¥I2RomET -5 1k
Tablel D EBY Thotz, 12701, L, Bk
#ED th OFERFRIMERFE IO W TIRHEE X S g
Moz, BN b7z > TEIEES T S 1, Hb
WFIEE I E b & Wz, MVIMREEZ i L T,
pentxifylline 235 & L7z,

RT3 HICid, AHRESHBL, 11 Higid,
RO M EFIRE 2 55 L7z, R 3 4, B8

Fig.5. Chest radiograph shows reductions in areas
of the ground glass appearance in Fig. 3.

1EH

MTYaRE Y 46XX, t(1; 14)PHHET S X5
Wi olz, Flz, WHTEEEICHEY, HL
RIBE, AENEHERT ZEZENHEAL, KERhC
THOSEEAREED 5 B, FHREE & O#ER O
TR, BRMEREAKEE? LS i (Fig. 2).
ARFEER R T 2 MG (FFHPER - BFRRER) 23 E
P EBEP IO W TIEREATH - 7223, JEBE L
IEH ORRAERIERDTERERZ 2L TWwiz, K
betamethasone, cyclophosphamide 12 %} L T &
PiEERL, B TH -7z, & 25D, IMEER
Uz &V BIRCBEE L,

SERE 8 I A D, REIEEER L, PRI
HBLL 72, 6 Hiciz—Rc RIRMILR 2S5 D ,
I 2 ALY, BUORIRRMARASHEL 72, 11
Az, oMM OLAEEIRLI Lz, RIEFGHE
THEE L7z, R 1245 H, WHRREEAER 2, H
5 ol oizit (Fig. 3,4) TABEL 7.
5 o M OAaE, HiEIERRRAEREEE I TR
L7z (Fig.5). ‘BHESFEMEEBCBIL TiE, RiE
1M WBC 20,200/x1 (myelocyte 19, neutrophil
77%, eosinophil 3%, lymphocyte 129,
monocyte 7%), RBC 364x10*/.1, Hb 9.0 g/dl,
Ht 28.3%, P1t 22.5X10*/ 1, BHHEIM CHROMKEE

46XX, +1, der(1; 14) (ql0; ql0); 16/20,
46XX, +1, der(1; 14) (ql0; ql0), t(5; 11)
(p15; ql13) ; 2/20, 46XX, +1, der(1; 14)

(ql0; ql0), del(6) (p21); 1/20, 46XX, +1, der

Fig. 6. Abdominal CT scan shows marked hepatosplenomegaly.
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Fig.7. Gastric cancer. Signet-ring cell carcinoma covered by moderately differenciated tubular
adenocarcinoma invades downwards. H & E stain. X33.

Fig. 8. Bladder cancer. Metastatic signet-ring cell carcinoma is located under urothelial carcinoma
(transitional cell carcinoma). H & E stain. X33.

(1; 14) (ql0; ql0), del(8) (q22) ; 1/20 »3H. &
n, MEELEECTh-7 (Fig.6). EERHELE
WS T3, BAERHERTE IR TPER L 7R
LD SN, EROFBE, Kob— o baE
RERJE & FIBRMBE ORE L RE Th-o 7
(Fig. 7). BsbesEtns <3, ZAZRE D 2l 7

RIBEMIRZEDSTED & 1, EMOFER, R (B
17 BB # & ENERHERfE 2SI L T w7z (Fig. 8).
B - BT L Tix, BEOEsY (R
BEBR LD 5N TWI2) 2FE L THRIBAIEE
eI, MRS S k.

BEE, @bt L Twicay, 10 H, =0
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MLREEF b Ebo T,

2. BlrER

Stk 1 R[] 43 23 TR 21T > 720 DUT, SN
Rz Eg Ll L D omR .

&

1) ERERETEMR R

BHtIX Fig. 1 (FI28F) [F5E, panmyelosis {R1E
DOEERE RN EE T, BREETEEY 1Y
T2EEChH-o . MO E, ENSIESERE
SNTens, FERERR - ERBRRENLT, REFBKR
W SIE EEN o e (Fig. 9). it (58
FRHERE) 3R s h o 7o, BRIRHIBESNE M
DIzHFELLERL, FEREDOLF L 72 [IMfEE

Fig. 9. Bone marrow autopsy shows hypercellularity and hyperplasia resembling the initial biopsy in

Fig.1. H & E stain. X66.

Fig.10. The spleen with nodular lesions and infarcts grows markedly compared with the liver.
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FPIOER (920 g) 22 L Twiz (Fig. 10), A
T, WEMEORINEN 2RI, FEEROBE
WEIMEIRE S Nz, FEEEETIE, BHERERKD
G & xR, REFERROEENH - 72
(Fig. 11). HFTi&, ®EOREINEIL E & bz, /I
B ORIFFBERNFENTR S LT,

C B %

b P f=

iy t?l'g '.

Fig. 11.

trichrome stain. X 66.

,I""-. P i

Histology of the spleen shows extramedullary hematopoiesis (myeloid metaplasia).

2) B

FIZE 2B % 4 B (Borrmann [V &) T
(Fig. 12), iRk EmMEE (Fig. 7) [k, RETI
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WZONT, (B EBIRRFEG 7 U HIBRHRE R I
BATL Cwiz, 25 ~NJA#R ) VT - fT
WERER LT (72720, PV — b 27 s

‘"ii:

Masson

Fig. 12. Gastric cancer, type 4, spreads out over the whole stomach.
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Fig. 13. Metastatic gastric cancer invades both
lungs along the bronchovascular trees.
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BiIZED shmho T,

4)  BhEARET IHIMASEE 8 X Ot O

JHENIREL 12 36 U % PRSI 28 - ieiE (b
) &z piEbicE D < itk LR S hiz (Fig.
16). AR EEICTKEL, MEEEMmEIEL <
L Twiz (750 mD), AOAR2 & 5, /INEH
DEDEME S S I b HEFEL Tz Ll Tix, &
IDAREIZT Tl < DAL HRB S L7z, D,
FRRNTEDH 25, MEOLIA FEEZEL
(Fig. 17), Mg > > MKERZEL Tz,

B R MR B KEE IXVERRIRREIC B D, FHELTR
FLTWw, 58, 25 3HEERECHY, BEIF
FhE o Tz,

Fig. 14. Lymphangitic carcinomatosis of the gastric cancer accompanies tumor-associated arterial

thrombosis in the lung. Masson trichrome stain.

X 13.2.
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Fig. 15. Both bladder cancer (arrow) and ureter caner (arrow head) show papillary growth.

Fig. 16. The heart shows right ventricular dilata-
tion.
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Fig. 17. The left ventricle shows diffuse mucoid degeneration of myocytes.
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