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NK��"#��

myeloid/NK-cell precursor acute leukemia

percursor NK-cell ALL

blastic NK-cell lymphoma

��NK"#��

aggressive NK-cell leukemia/lymphoma

 nasal-type NK-cell lymphoma

chronic NK lymphocytosis

NK"#'^D���
@NK"#'^56|?�a����'94-98�����C

88S   No. (m/f) age(med) OS(mo)

  myeloid/NK 11  (6/5)   1-67(39)    22

ALL 21  (15/6)   0-79(55)    23

blastic 15  (13/2) 14-18(47)    20

aggressive 22  (8/14) 12-80(41)      1

 nasal-type          149 (94/55)   3-89(53)    10

chronic 19  (10/9) 14-69(55)    96
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NK��"#��

myeloid/NK-cell precursor acute leukemia

percursor NK-cell ALL

blastic lymphoma            CD4��<plasmacytoid DC

�����E�

��NK"#��

aggressive NK-cell leukemia/lymphoma

 nasal-type NK-cell lymphoma

chronic NK lymphocytosis

NK"#'^56|

myeloid/NK-cell

precursor ALL

blastic ML

aggressive

nasal-type

chronic

WHO 3rd('01)

blastic ML

aggressive

nasal-type

NK"#'^56|

myeloid/NK-cell

precursor ALL

blastic ML

aggressive

nasal-type

chronic

WHO 3rd('01)

blastic ML

aggressive

nasal-type

WHO 4th('08)

 Excluded as myeloid leukemia

    lymphoblastic

leukemia/lymphoma

    aggressive

    nasal-type

    chronic

CD4��<plasmacytoid DC

�����E�

WHO classification 4th('08)

        EBV   � ¡¢�

(Blastic plasmacyt- - -

oid DC)      

NK-ALL/ - -

NK-LBL

aggressive + +

nasal-type + +

chronic - -
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NK��"#��

myeloid/NK-cell precursor acute leukemia

percursor NK-cell ALL

blastic lymphoma            CD4��<plasmacytoid DC��

8888888888 8���E�

��NK"#��

aggressive NK-cell leukemia/lymphoma

 nasal-type NK-cell lymphoma

chronic NK lymphocytosis

£¤1(Blastic plasmacytoid dendritic cell neoplasia@4thWHO)
(classified as blastic NK-cell lymphoma, 3rd WHO)

• 1958¥8Lennert and Remmele?�¦§¨?©ª«REAL¬
®<©ª¯°�±¬±«CD4+NK-cell lymphmao

CD4+,CD56+ neoplasm¬�©ª«

• ²³)�´µ¶o$%&·'¸¹º±«»¼¬D½¾<)
¨<¿ÀÁÂÃ«

• Ä-ÅÆ<myelomonocytoic or myeloid leukemia�4Ç«

• ��(CD4, CD43, CD56, CD123(interleukin-3!chain

receptor), CLA«TdT<1/3.8EBER-1<È�

• plasmacytoid dendritic cell��(!interferonÉÊ
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CD56 CD123CD4
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»¼Ù×Ø"#
myeloid dendritic cell

(MDC)/DC1
�Ú?EÖ

ÛÜ"#f×Ø"#
Plasmacytoid dendritic cell

�Ú?EÖ

Ý%Þßà%á"#
Langerhans cell (LC)

â²

ãØäå"#
interdigitating cell (IDC)

$%&·oæçoèé

êëìß"#veiled cell (VC) $%&íî

ï²î×Ø"#
dermal dendritic cell (DDC)

ï²

B-"#\]×Ø"#
ðñò×Ø"#germinal center

dendritic cell (GCDC)
$%&óôîD

$%&õ#@ðñòC

õ#×Ø"#
follicular dendritic cell (FDC)

$%&óôîD

$%&õ#

ö÷øù"#antigen-

transporting cell (ATC)
$%&íúa±<

$%&û
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CD56: NCAM (neural cell adhesion molecule)

CD56��'^(NK"#'^o»¼'oJ�»¼�KÎ)o

��DT"#$%&'oALCLoLM"#�'^oN"#qo
Endocrine carcinoma ¬¬
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NK"#'^56|

myeloid/NK-cell

precursor ALL

blastic ML

aggressive

nasal-type

chronic

WHO 3rd('01)

blastic ML

aggressive

nasal-type

WHO 4th('08)

 Excluded as myeloid leukemia

    lymphoblastic

leukemia/lymphoma

    aggressive

    nasal-type

    chronic

CD4��<plasmacytoid DC

�����E�

£¤2(Myeloid/NK-cell leukemia

(myeloid leukemia with CD56 expression:4th WHO)

• Suzuki R et al. CD7+ and CD56+ myeloid/natural killer cell

precursor acute leukemia: a distinct hematolymphoid disease

entity.Blood. 1997;90:2417-28.

• FAB®<AML-M0@myeloperoxidaseÈ�®CD13úa±<
CD33��C®CD7oCD56��

• ALL-L2DÒÓÛO

• KÎ)���zP#aQ4�$%&·oRS�TU�#a¼
V)�Ã1zP�KÎF#aQ4´úa«

• AMLDWXYDZ.´[\#a´o��]^
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NK-cell lymphoblastic leukaemia/lymphoma

• KÎ)@»¼oKÎFC�$%&'@$%&·úa±<·VC
)�

• Plasmacytoid DC leukemia, myeloid/NK leukemia<_À«

• =°¬hi

• $%&'®<RS)�o$%&·)�´TU

• sCD3-, cCD3+, CD4-, CD7+, CD56+, CD123-, TdT+,

CD16-, CD13-, CD33-
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• asa�??bz

• `codío²³oÊef¬?g:

• NK"#�´-�E

• óôhi�oÎíj½¾�´k±

• EB23ßáD\(

• lm�<nopdq�´úa´orsD
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88S   No. (m/f) age(med) OS(mo)

  myeloid/NK 11  (6/5)   1-67(39)    22

ALL 21  (15/6)   0-79(55)    23

blastic 15  (13/2) 14-18(47)    20

aggressive 22  (8/14) 12-80(41)      1

 nasal-type          149 (94/55)   3-89(53)    10

chronic 19  (10/9) 14-69(55)    96
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Hodgkin             392       68S    5.0

�          88888   3096 4895    100.0

Extranodal NK/T cell lymphoma, nasal type
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• 19����D�`70McBride´`D���i���F
?���orhinitis gangrenosa�����

• 1930¥�?WegenerDgranulomatosis´��

• 1960-70¥�?��®��hiD�*´¬¯°%«

       Rhinitis gangrenosa (lethal midline granuloma)

             ��oqo ¡     =

      Wegener's granulomatosis +

      $%&'S(ordinary type, midline malignant reticulosis)

Ì�xË�SSSSSSSGH�}S�R��S�¢£�¤¥£N

NK/T lymphoma: Lethal midline necrosis 
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8888B"#�88888888T/NK8888Srsl%

8888888S 888-"#8MALT 8¨S88T"#88`588888S     888�

88

$%&·888S 38188    08S 314      139   0     130    979

üý             104     3 26 12   2 4    151

©¦ª¦   34     9   6   5   3 0      57

«cî   23     5   6   1   3 0      38

¬`c     6     0   0   1   0 0        7

®¯f   19      114 15   0   1 0    149

°Øé   18        37   9   1   0 0      65

±Ïé     3        26   6   1   0 0      36

`c   31     3   7   0 38 0      87

�             619      197     389     160 47     134 1564

INTERNATIONAL T-CELL LYMPHOMA

CLINICAL/PATHOLOGIC STUDY

International T-cell Non-Hodgkin’s Lymphoma Study Group

Over all survival of PTCL (international PTCL study)
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Suzuki R et al. Ann Oncol 2010; 21: 1032-1040
   

SMILE:

Steroid, Methotrexate, Ifosfamide, L-asparaginase,
Etoposide

Agent Dose (/day) Route Day

Methotrexate (MTX)   A g/m2 div (6hrs) 1

  Leucovorin   15 mg x 4 div or po 2, 3, 4

Ifosfamide (IFM)   1,500 mg/m2 div 2, 3, 4

  Mesna   300 mg/m2 x3 div 2, 3, 4

Dexamethasone (DMS)   40 mg/body div or po 2, 3, 4

Etoposide (ETP)   B mg/m2 div 2, 3, 4

L-asparaginase (L-asp)   6,000 U/m2 div 8, 10, 12, 14, 16, 18, 20

  G-CSF sc

Repeat twice with an interval of 28 days.
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Others

Nasal-type

Nasal

CLINICAL DIFFERENCES BETWEEN NASAL AND 

EXTRANASAL NK/T-CELL LYMPHOMA: 

A STUDY OF 136 CASES FROM THE INTERNATIONAL 

PERIPHERAL T-CELL LYMPHOMA (ITCL) PROJECT 
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Diagnosis CENSOR FAIL TOTAL MEDIAN

Nasal NK/T-cell lymphoma       32       60       92 0.69

NK/T-cell lymphoma, nasal type        4       30       34 0.29

Unclassifiable NK-cell lymphoma        2        6        8 0.23

p<0.001
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Figure 1A

Nasal n=92

Extranasal n=34

Aggressive /Unclassifiable n=8
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Diagnosis CENSOR FAIL TOTAL MEDIAN

Nasal NK/T-cell lymphoma       42       50       92 1.61

NK/T-cell lymphoma, nasal type        5       29       34 0.36

Unclassifiable NK-cell lymphoma        2        6        8 0.23

p<0.001
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Figure 1B

Nasal n=92

Extranasal n=34

Unclassifiable n=8
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Diagnosis CENSOR FAIL TOTAL MEDIAN

Nasal NK/T-cell lymphoma       35       32       67 2.96

NK/T, Nasal type/Aggressive/Unclass.        3       15       18 0.36

p<0.001
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Figure 2A
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Diagnosis CENSOR FAIL TOTAL MEDIAN

Nasal NK/T-cell lymphoma        7       18       25  0.8

NK/T, Nasal type/Aggressive/Unclass.        4       20       24 0.28

p=0.031
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Figure 2B
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Radiation/Chemotherapy/Combination CENSOR FAIL TOTAL MEDIAN

Chemo only        8       15       23 0.64

Chemo&XRT       19       15       34 5.13

p=0.045
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Figure 3
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IPI CENSOR FAIL TOTAL MEDIAN

0/1       28       17       45    .

2/3       11       30       41 0.71

4/5        0        2        2 0.58

p=0.0057
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Overall survival of patients with nasal NK/T-

cell lymphoma according to the IPI Univariate analysis of clinical and histological factors and 

prognostic indices in predicting for overall survival for 

nasal NK/T-cell lymphoma.

　　Clinical feature Level of significance (OS)

Stage III/IV p=0.053

B symptoms p=0.042

Extranodal sites >2 p=0.026

Hb <11g/dl p=0.0038

Platelets <150x109/l p=0.0092

CRP >normal p=0.025

LDH >normal p=0.0031

Ki67 >50% p=0.051

Transformed cells >40% p=0.022
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• )5?�¦xyÄ´-ÙÀ`5´ÚÛºÜ

• EBV��®úaExtranodal NK/T-cell lymphoma nasal

type, aggressive NK-cell leukaemia<asao��÷Ý
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