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FEBIDBIE 1

mE  BubE 2IEF
No. [t - | @A | oo ey .
g | (ap) | AW RBRUVILE
1| & |WAMIaRE | 1200mgx | MBKEAEER
704% | CRc# R, | 1181~ 338 |StagelV
BRWRHE, WG| 1 H | W CErSEIEE, AMBCEER, N s, AR
W, gL D Yo (M) > o)
~L=T) IR | KR E L C LR T

- PRI LA No.369

PO RRAR R« BAGTERALAN, #RE 0 30G y
BEALIE « /8 FEIRIRAE, HHE, MgRigE
T Ot MERE FAEBERER IR 7 L

PGB H  SWRIEHE LCARAIB G- B, (IR, AF0HG 2 1L),

B5#TH)  (PD-L1: 1%RKi)

5T #5 (Grade2) HHl. BIEEFVE VA, X s3I

7 Otk FI¥g 5. TR,

130 % HIEHWH, FIBRERVE Y HRGICI), ARG KRT17
ER LS
I NIEED ) o TEREBOFELLET7 MY TFY F
MU LK RV BERARICOa Y YIVT 4 VT DR
BRI R L.

21H# T e KE (RERGradel) o
MERNE 7 VU TF Y UF MY Ak (B 1gx

2/H, VN7 ¥ L YRS I VRIY (EHE)
45gx 3/H

24H % 2 R oMmER (HImER, MM 2SR R A P&
SEERE (REF:Grade2) 28V IOy KEF2Y VTV T 7
GEfz M z) (e 25,
MR (Grade3) o ML/ LOHLAL #i 1L,

26H 1% L7 MY TEYF MY T LK S X TR A LKA
LY.

27TH % 7 U F H17800ng/mLE & Y, MENE~T VT 4
VT, BRURMEOM AR EN S,

28H % MERE LR D5V, FFHFA YV VBT AT VT b
7 566mgx 354 TV (20mg/H 4 HIE, 10mg/H
4 0, 5mg/H 4 HM, LDIKE4mg/H CTHESH)

290 # BHAER, R CTEMRMEEE. MERE AEEEE &S R
BRIVE VHIFRS- TR,

31H#% LDH1800 IU/L,

33H# MERE LIEERE (RIEFGrade2) & 2.

40H MEREE0hE i, PRI XL P o ] i A TR 1 el 452

46 H 1% ER=S VN {EY R

59H & BB ARINVEVHIDT =3 VT TRY XA F )V 4mgk

WL, #xki.
(MERE 1) > SHRkERRE  (hemophagocytic
lymphohistiocytosis : HLH) D Wik L DA ]
1H50niE2 L 3% IEHLHE B S5,
1. 5T RAFERZM EE31
2. HHVIEILTD3/4EHEH D -
- FEEL
- [
- 2R DL o i BRI A
- IRk R
3. kEldmz, UDFol/43EE D -
- MR E AR
- 7Y F UHER
CAREIL2V T Y — A
- NKAN G O /9 5
4. ZFoMEZkFEHE
- ®m bV 7Y v RIGE
LT 4 7Y 7V IE
- KT M) Y A E

Ox|O| |0|0[0|10] [O|O[*|O

13- 20204¢ 1 /1



O FRoAIEMLER L72d0
*Alexandra H. Filipovich. Hemophagocytic lymphohistiocytosis
(HLH) and related disorders.Hematology.2009:127-131

WG R 2 T 0L BR £ £ M T

R PLHA%HLS - Bone marrow, clot and biopsy

Hypocellular marrow

BRI Oy b B LA ¢ AR BT H10-20%42 B O
IEREET, M/ERIZ1-2 @ 1R, sEifiieix 3 /# e H1C
WAABEIIE RN TV 5, RIEGt 2T 5 7228, R % 5t
IFRE RV, v 7 a7 7 —IMHNL, MERE EREREE &

LTEFELEVWEEZ D,

X BRAEORRE LT/

FERIREE
1E;ﬁ%f$g 24H#% | 25H# | 27H#% | 28H#% | 33H#% | 42H#
MR (X107/uL) 333 264 3 25 93 74 34 12
FERE (x 10°/uL) 767 6.74 3.16 36 334 | 249 | 314 | 664
~EZOE Y (g/dL) 119 11 124 121 117 108 102 11
FMERE (X107 4 L) 402 354 413 399 387 359 347 362
SEE R IR (L) 89.3 938 89.8 89 886 | 889 | 893 92
PR EERE (pg) | 296 311 30 303 | 302 | 301 294 | 304
SER R BRI S (%) | 33.1 33.1 334 | 341 34.1 339 | 329 33
AST (IU/L) 17 17 366 290 307 297 118 41
ALT (IU/L) 10 16 66 59 70 66 62 62
»-GTP (IU/L) 11 - — - - - - -
FUZ %Y F (mg/dL)| 9 - - - - 238 - -
M%7 =) F >~ (ng/mL)| - - - - 17800 | - - -
WEHIL2% 75k (U/mL) | - - - - - 1.280 - -
FDP (ug/mL) 28 - 866.2 — 2725 - — -
7471 7% (mg/dL)| 3379 — 161.9 — 2245 - - -
PTH 102 - 104 - - - - -
NKHRgiEE (%) - - — - — 24 - -
geniQ
EBV : 2
EBw A )V AP - - - - - x10°2 - -
¥ —/mL
Al
EIRAINES - - - - - - - -
PERISE - 2 L
202041 H -14- RN - RS S No.369



EGIDBIE 2

B | BRSE 1A
No. | 14 - | (&M Ryl N
8| (aHE) | oW BRUILE
2 | B | MildE 1200mg x | MIXEBIEIRES
501G | (MK, g hE| 1187 33 |SEBakhs 45, U T8, Ml
JEREE N 1H BiiGHE © ISR I M ML EE LTV AT IF /+XA P L F LR
b, BRIEEF) F ) A KR
FHHRBEAINETFTF U+RA ML FLFF MY Y 2K + "N X<
7 (EfETREER)
BLHEJE : 20-405% ¥ T204,H
PGB H AR G-5E (D, AHOFHEG R L) MR XK I JhT
FERTH) W Ll. #G5, —BEOREDDH - 72088 L% R,
BERT IR STEDOMBD Do N4 F VT A VICHER L, R,
7 0 K5 &0 B E
8 0% FW X 383 DI, FRIIEW IR 2 ZS L, M
BRLLTCTENT I 72 V00,
XA X B 7 Lo
CRP 04mg/dL, Hfi/Mi% 13.8%10"/uL
’, HEICTL0EDTED 0, SENRZH . T REITTE,
MR % i 8. A ES R LI L, Boligt s LC, Jat.
9 H# SSEDIEED 120, WRZFNEE 25,
MERX s, CTHAERY 2 L (MM RO R L),
CRP 290mg/dL, /M 10.2% 10"/ ul
L afxy T, BEBligEE LT, it
10H #% A, FRSRE R =3 B,
11H % ASHEE M, ASAEE D 3B M/MEHD R, CRPE
fili, 37T8EDIEED D o
16HFE R AT 25, SHERY VN, ANERFRE M.
M/ 3%x10%/ul
12H M/ 1.8% 10"/ ul
RS N B ERE 2 B, 7 7 EAY v P A VIV
W5
130 % W, Rk SRR
CRP 18mg/dL, Ifii/Mi%L 1.7 x10"/uL, AST 309I1U/L
ELANVRT, BEZRD, 27094 R0 28EITT,
A5 & 0 IO EEMI A RS 3L
A H VR VR SR B, PURE IS TR L7228, ekl
EIIYELR L, HakldE FEE AN L 0 N e B 2t
FAEO PRI X 0 BRI ER_ T E 9,
T I — D EF32%, 2O - HORIEKRZE Lo IVCI/5mmdD
RS H ) .
LN eS|
IgG : 1045, IgA : 218, IgM : 71, C3:80, C4:44, kst
2N\ ST
14H % AST 613IU/L. ZJR, 40E% 2 A38bH Y,
2704 ROV 2ZRE#AT. 2704 RS- HEH LK
BT, T CICHET B IREE,
i ERCTHR AR NS T a3 % i 78 T 1% 7 20 09 U 85 58 0 %
B, BRI (M2 A SNICRE) X8 mMEAE
(Graded) 73588l
I a— 1 IVCI0mm, 9 I (=), Rz 2#EPAICAEEE
PR (=)o BRitEEEEIIGEn, KEED 2 BN
HEELGEN. BABRE LT, IFVIL, IYTESL
P& .o
15H # SNREEARA M T AT T4 RV AP % 20 FE e B
i
[# st 5t
FHbruI— 4 RE -, mPE: -, BB -
WHRER - AMERBAR, Bt s -, 75 A3l
ZROT,
RERREE MW -, BHW -, BRSUER -
MRS MW -, B -, BRSUER -
PRSEN - AL M No.369 -15- 20204E 1 A



[ ER & e et % R 3 2 i i)
- KRR RE AR
- TR BETE - MR ESE lor & F BN
16H# A
[F T i)
- SER-MERE Y o NE, DMRER, B RE BRI NI Ik E AR
DHEFR S N7z,
- G B ERE R RS X O ) v SERIREIX
e, F o MEREIR BT TR E R R S e
o f:o
s BN IZFER S T, SRRV MAS S O D 7
Nolz,
IR L 22 W % MEkE e A
FERIRE(E
5 [T 4o . . 4o , .,
7uml sH#E OH#E|11H#|12H# | 13H# 14H % 15H %
ifi/REL (10 u L) 181 138 10.2 3 18 17 1.1 29
FImEkE (x10°/ L) 517 5.28 3.75 2.96 2.86 2.70 744 11.34
ANEZBOE Y (g/dl) 14.8 155 15.8 16.0 159 16.0 159 16.2
FRiMEkE (x10"/ uL) 420 441 451 461 460 | 464 464 467
RIS (L) 1021 | 1025 | 1009 | 1009 | 1009 | 994 944 99.4
P RmERMmGFEE (pg) | 35.2 35.1 35 347 | 346 | 345 34.3 34.7
SRR RIS (%) | 345 34.3 347 | 344 | 343 | 347 36.3 349
AST (IU/L) 56 33 33 95 205 309 613 598
ALT (IU/L) 103 48 45 88 167 218 391 349
y -GTP (IU/L) 403 312 312 664 779 772 977 1,004
F) 7Y€ F (mg/dL) - - - - - - 217 -
Mm%~ =¥~ (ng/mL) - - - - - - 30,804 -
W EMEIL-2% 248 (U/mL) - - - - - - 11,900 -
FDP (ug/mL) - - - - 90.5 - - -
7479 7% (mg/dL) - - - — 314 - 278 —
PTIt - - - - 114 | 114 1.02 -
NEKA a6 - - - - - - - -
EBV-VCA-IgG
52(+)
EBV-VCA-IgM
01(-)
EB™ 1 L A HifkiiAr - - - - - - EBV-EBNA -
0.3(-)
(EBV DNA
21%x10°
copies/106cells)
B - - o B R - -
CRP (mg/dL) 0.18 04 2.9 - 1515 | 1811 18.66 813
PERZE  LF =y 7 2 a— VEREGH], R AV T ATV AN T T 20—V kR T AT T A,
IVRXTLGI )= T ATy LKA, Bk~ 323 A, TuF T4
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B4 ANF=T X UIVIBIE

BR5ER (£4R) |77 v VEddmg, FEESOmeg (7 A b I ¥ 4 H k&)
=% B E F| ool
%h BE X 13 %) R |EGFRER T2 B 0 FATAGE T IS IE/ NI i

ERALEDFEE (MEBEIMSGETHD) )
(PTEc e ESE)
11. BIEH I o MR OAE, ASEERHRET
11.1 EXLEIER
(#75%)
(& %) BEER 3ES » H CEH28ES H~SHICEI H) ORIEH#RETH - T, WEBEZRIE
TETERZWVH D,
DARERERER] 5681 (5 HIEL 0 H)
EIHEFT L2 1 ERM oM EFRHEZE R - P15 TA
W biaG © Frki284FE 5 H

EBIDELE
BE BIfEM
1BR5E
No-| - | BEABRE | 5k e FERUOWE

Fih | (BBHHE)

1 O E NN 80mg S - MELFRE, O (EF) BRHRET

701% (Z2L) 206 | 7 LIVX—JEE, RIBEEHEIERE, FKEE, SEFIDA OO #E:, g

g, DEREBOBR OGS NHEA], BEORIERE, ¥/ NafifkE,

R -

B5148 7 Bl MO, Mok$ER. ooa— BEZ4L L, EF:59%
/N E & BT,

#%5604HH  BNP : 255pg/mL

%5558HT  BNP : 10.0pg/mL

B5551HAT M35, GIRKBED -0, L hfinrshd,
fARMAE B X O, WIS AT, B TERIBNE stagelV,
cT1cNOMlak o WEE O : i (5 T25E), Mk

P5537HR  EGFR# 1z 2% (Exonl9R %) BT, 74 F5=7
250mg B s

Be540 2 AR WA D 0, PD (EEAT) D¥ . MIKRZERIHEETH - 72720,
MUAERRAS T T790M B o

BH51Hm 774 F=7ik,
ECG (AR, M) : By L

5B H  2nd line& LT, A#I80mg/ H Bilfio

HREASH TO%, FITHERL L AL TWiz, PR (EB52%h)
THR

H5190HE  MRXH - BER L, SpO,: 96% (room air)

B57yHB SRR S

B5204HH  EIREALICT, 22, BEAEE o7,
LY N7y, CTTHBARERE, DK, 9 - koA 4, O (5
%) BRI T3,
SEAR B0 - N PR B, s R T S A A T T R B
k¥,
EARET R DU IR &
OAEOEREE S - I (BEO S REBOHIBRLEH %,
LRI BEIE R H W 2 B ARG EY T 57, BhiE, PN
WD D3R L 5,)
FEOETOIME © 2 L
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#5206 H H

#5:207H H
(5HIEH)
IR
f k9 Ak
$5HE10H £

R IWRIEE
fFhk14A B
feG k2T B
5 hk46H
569 £

e HE90H £

FeGhk11H %
FGHIEI39H R
k150 £

#o BNP:763.6pg/mL, Sp0,:92% (room air), [»T I—
TAEZIKR, EFMEIERIET, EF :19%, ECG (IR,
RIS © BweL
PSR ELZZ Db & Abt. MH XY, BEES. FURK (7
Ot I F20mgx 1 H/M) #ERG. (ABERT OEFHIE 7 <
A o
CPK-MB : 6U/L, huR=>I1:20pg/mL, MAEHE : 120mg/
dL
ARFNPIRR I H k.

BTy H— (IR T—EEL25me) PIRGEH B,
EF : 19%
70+ 3 F20mgx 1 H/Hl— k54 3 FOD$E 4 mg~b) 0 #

Ro

SEIRCLE, K E, OIS 7 — 7 VA CREZ Lo
BEE (EF :19%)

EF : 25%, BNP : 252.2pg/mL

BNP : 227.1pg/mL

9 o MR OAEEER, O (FF=) BRESETIER,
EF : 21%, BNP : 91.3pg/mL

BNP : 48.3pg/mL

EF : 33%

BNP : 70.8pg/mL

EF : 32%

DRBRESE © 2o L

PEREE : L —b - AT 7 2 a— VEEHI

=7gvu—), 7iFuxtar

ERRARE(E
e 5 e 5- e 5- %5 5 bl | 5k
BEAHH - () 604 H A | 558 H i 1H®; | 204HH | 206HH | 27H# 69 H
IR (Cel) - 36.2 36.2 - 36.6 36.3 36.2
fRHT (times/min) - 70 80 - 66 60 66
PUHEH MY (mmHg) - 120 110 - 98 102 112
PEEMIME (mmHg) - 60 60 - 60 60 80
FiERE (/mm?) - 6,300 6,400 6,700 5,600 4,500 4,300
ARIMEREL (10*/mm?) - 494 435 368 383 368 382
ANEZBE Y (g/dL) - 145 12.9 11.0 115 11.0 11.3
AT hZ Yy k(%) - 444 389 339 35.3 32.8 35.0
i/ (10 /mm?) - 285 274 16.7 173 16.1 18.8
CEA (ng/mL) - - - 1.7 - - -
KL-6 (U/mL) - - - 301 - - —
wRE (g/dL) - 71 73 6.3 6.5 6.5 6.6
7NV7 I (g/dL) — 38 42 36 37 37 38
BEYULE Y (mg/dL) — 0.6 0.6 0.6 0.6 05 0.6
EHEECYILE Y (mg/dL) - 0.1 - — — - -
Na (meq/L) - - 139 140 140 140 138
K (meq/L) — - 44 37 40 40 47
Cl (meq/L) - — 108 108 107 105 106
BUN (mg/dL) - 12 13 10 8 9 14
M7 L 7= (mg/dL) - 0.53 0.60 0.69 0.60 0.60 0.75
Ca (mg/dL) - - 95 89 8.8 - —
eGFR (mL/min/1.73m?) - - 732 62.8 732 — —
AST (U/L) - 68 24 24 25 17 25
ALT (U/L) - 69 14 14 14 7 14
LDH (U/L) - 294 275 228 229 195 191
ALP (U/L) - 504 329 196 219 191 236
y—GTP (U/L) - 121 29 - 30 - -
CPK (U/L) - - - 126 121 72 58
CPK-MB (U/L) - - - — 6 - -
73I5—+ (U/L) - — — 81 83 - -
202041 A -18- FRdEdn - RFERESE 2SR No.369




CRP (mg/dL) — 0.34 0.10 0.04 0.19 0.02 0.05
SP-D (ng/mL) - — — 21.7 - - —
SLX (U/mL) — — — 34 34 34 36
IifE (mg/dL) — 108 112 - 120 — —
HIFEK (/100WBC) 0.0 — — - — — —
HbAlc (%) 56 — — — — - —
TSH (uiU/L) 418 — — - 3430 - -
FT3 (pg/mL) 275 - - - 1.80 - -
WM T4/FT4 (ng/dL) 1.22 — — - 1.40 — —

ZOMDIRERER

<HREASH>
{KHE : 43.7kg, BMI : 185-24.9
<$%5-BER597 H 1>
ol T — A
[/£2€] LVDd : 4mm, LVDs : 30mm, IVST :9mm, LVPWT : 9mm, EF (simpson’s) : 59%, FS : 32%
[/:52] LAD : 25mm
[fesi ALk E] Edk : 57cm/sec, Al : 98cm/sec, E/A : 058, DCT : 169msec
[KBIR] LVOT (Fpdaf®) : 20mm, 25V N{i#k © 33mm, ST-junctionff : 26mm, 147Aof¥ : 3lmm
[ K#MRF] AR : slight, LV-Ao max PG : 7mmHg, LV-Ao mean PG : 3mmHg
[faiE$] MR (-) : slight
[ZRF] TR : slight, #EEIFHHRVIE : 25mmHg, #ERAE : 5SmmHg
[IVC] IVCHE : 6mm, FERMEZH) @ =
[P-Valve] PR : slight
[C3E] +
K] 45 0 +++, & -
[Fr )
LVEEES), BrhfodLsf, FTREOHER, L52E8idhypokinesiss EF & L TIXIEH TR~ 59%FEEE,
Cavity size : W.N.L
AV D FOAIKAE (+), BIRCHIBE (), AR : slight, #&MPLID
MR : slight
TR : slight, #EZUGEWRVE : 20+ (RA : 5) =25mmHg
PR : slight, #EPAIREMIE : 6+ (RA :5) =1lmmHg
IVC=6mm M2 S (=)
L FER - RAM 9mm collapse (-)
WK : Rt (+++), Lt (), MigiZecho free space (+)
<$x G-k H %>
ol T — A
W& ) o ML A
[ i)
EF :19%, E/A : 10, Dct: 171msec
Ep Pk (), 360mm 394 %56.0mm (4CV) MR : mild
kSR (+), 59.2mm AR : mild
FEE Pk (4), 320x440mm (4CV) TR : mild
FHE kK (), PR mild
IVC - ¥R L, WA EH Y, 121mm (), RVSP : 185mmHg
5 - MR RICHE (+), LV inflow : 0.8m/s
KEIIRIT © Il L O =ZRICHE (+), Ao Vmax:1Im/s, Ao max PG:4.8mmHg, Ao mean PG:30mmHg,
AVA (doppler) : 1.75cm? 1.30cm®/m?
LVH : E=ZB K% L, LVOT Vmax : 0.7m/s, max PG : 1.8mmHg
LV Wallmotion : diffuselZsevere hypokinesis
ODEE 2L, MK 7L, Ak &L, EE %L, Shunt: &L
[2 2] BEROER : NSR
[ 2 W] DCM likeTH 1), LVIUGEREIZEERT L TWb, LVILKZiED 5o FHORAMFT RIERD T,
[Mmodei#:/2D] M MODE
LAD : 392mm, AOD :319mm, LVIDd : 635mm, LVIDs :57.8mm, IVST :7.3mm
PWT : 7.3mm, EDV :205ml, ESV :165ml, SV :39ml, EF :19%, FS: 9%
IVC (FF5) : 121mm
[Simpsoni#:Biplane] LV EDV : 155ml, LV ESV : 130ml, SV : 25ml, EF : 16%
[LV inflow] E¥% : 77cm/s, A : 78cm/s, E/A : 10, Dct : 171msec
[TDI] ¢ (late) : 6.0cm/s, E/e” :128
[LV outflow] Vmax : 0.7m/s, max PG : 1.8mmHg, mean PG : 09mmHg, VTI: 119cm, Dimension : 1.9cm
[Aortic Valve] Vmax : 1.lm/s, max PG : 48mmHg, mean PG : 3.0mmHg, VTI : 20.0cm,
AVA (F7%) (35) : 1.75cm? AVA Index (F7%) :1.30cm*/m®
[Tricuspid Valve] TRPG : 185mmHg
[Pulmonary Valve] Vmax : 0.5m/s

PR - PR S VS No.369 -19- 202041 1



BE5AF Y

BRE® (248)

Y'J J 7EE20mg  (RMESE b 1 3EpkNath)

o A HE £ Foor L yF— )
%hBE X I3 %D B\ 7T UAMF—RE FE, RERE (B5 - BERE KEEOEE) ) E 9%

(EALEOFEE (FREHEMSET))

(IBECHER)
[BIfER
(EXLEIER)]
(#E%)

>avy, PF742F%—:123v 0, TFIATFY=DHEDNEZIENHLDT,

B2 T+, REPRO SN ICIERG 2R L, @l RREZT) L,

(& ) BRI 2410 # 1 CER2SMELLA ~4RITE4E 8 H) ORIERME Th T, HEBEAT
%VC% ti‘l‘%)o)o
vavy, THF74 9%y —MESER 36 (9 BT 0 R)
AR L7855 1 AER O3 E M B E R #936005 A
WS BAG © SER284E 11 H
EHOEBE
mE e
1 EREE
No. | i - {ER3EHR L = HARE 2 S
g | (ap) | oHE BBRUILE
1 2| 7T =1 20mg TFrFI47%—
501t | % LHE AR oy 7072 v MY 2KFIC & 2 i
(%L ! PEHBIEH  RREEN, 7 N — YRR T H L AHIZ0me & . 15~20
Ik GrikR) . TR0V AMAIEE B 5. Z0%, MR Y
AL, TENE, R, RS ORR D NI, A
BEN D, FEANE GEIRE) 1O TRRIE, FRBgo
7w, Akt PRI D 4Tk,
a2 A% B, 0%, AFOFELGIIIT-> T,
BEFIRERESE © 72 L
BERI3E © A~ VHEMWE, BT v, 7 70 ) AAKKHY, TXEYAT L, R A UEHEEBT AT -
FUEA Y U, HiahdE

202041 H
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