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O FEL IR DL B S 5 FAFEJTE: 44 122 mmol/L( IE
WL 135~153 mmol/L) , AT IEH; C- I
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BZE MEW AAH
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<1.7 mmol/L ) Ifl¥E8RE 1 1286.9 ng/mL( 1E % yu il
30~400 U/L ) ; &EIMIIRE: FIB 1.1 o/L ( IEHVEH:
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2.0% (TR 5.0%~27.0%) , NK Z40i4s%it
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hemophagocytic lymphohistiocytosis, FHL) 10 4 # 1 CD107a H&ZZWwMEER
H & % [, PRF1, UNCI3D, STX11, STXBP2, ] R RS A fi
XIAP, SH2D1A. Rab27a., AP3B1. LYST. ITK, NK-CD107a (%) 5.30 9.02 3.72
1'ﬁ)§ﬁ DNAstar ik'ffll@tfﬂﬂg Seqman ﬂiﬁ?{ﬂﬂf?%'—ﬁ CTL-CD107a (MFT) 7200.7 10801.3 1.5

TEH LYST I LEXT 2347

gL, LK HACE LYST LA —Ab 4 &
AR, 5 46 SHNE T 10526 11 G — A, FE LD
(1) 3509 v A 2 B 9 A A B A (Arg — Gln,
Arg3509GIn ) , AEE AR, BLEEES 46 540
BFMPARERIERE (B2) . SRR AKERH
GRASEE PE R EORT SCHR, 67 T30 46 540 i 15
% ¢.10526G>A ( p.Are3509GIn ) HFr 28748, % %8
A NBETD R A RARAR, HEBR LT MR 2 A
('single nucleotide polymorphism, SNP )

TTCGGTGAGTAGAGGC TTAAGTCTGTATTT
""""""" I e T et e S

{ ) " e IEH S
AN A AN
TTCGGTGAGTAGAGRCTTAAGTCTGTATTT

TTAAGTCTGTATTT

B 2 BJLRERXELYSTEFE 46 S4B FHIMLER
HL R AL SEIIAEAE €. 10526G>A 2878 | GEAR 55 AN Sk T4
LSS AR I B 5 [H 5848

TRITE 20 PR A BERT, 38 i i =4 i A
K6 A1 1fn NK 20 A0 CTL 240 i e 0 354 s 1) 4
ML CD107a 43 F 235, 5 HIBHTA L, U5
CD107a 43 F7¢ NK Fl CTL 40 5 b p9 FE kB8,
SR AR T I 2%, R JL NK A
CTL 4l ki e e e (k1) .
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AMFT = BIB5 / FT, = 2.8 #R B Bk shBEIE % .
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B APTIERGY | R AN AV R R T L R o S
TRRAIT, IRV 2 AR . I H AR I
JFOIRE. TG. FIB. &SR, 16ITH
5JE, BJLEE B ma, EAMEN. )
A, IMBE. BEMIIRESRE L (WFE2~3) , K
AP 1 240 B 2% 45 U A DG 35 R e 45 SR R UL
FHALHRR LYST FENAEEAR A =4, Wi E k1
W AL A AE, HE T AR, KIE s,

YRsL R T AT, WlEE M, e ks, Tk
Ja T UA4ERRAYY, 55 9 &4 HLH fahrfase; o6

20 A JLF OO RS m A, . FhRE .
Mg, BEiMmIhaE. &M SRR HLH 2 &, 17
211 B 7 I URLAG I ( CD107a #08 5256 ) , Bon:
ANK-CD107a & 3.72%, CTL 4i}s AMFI Jy 1.5,
8 IR R VEWE N A LR SRR A, PR T

HpASAE, HErSEreR

x2 BlardEdmg. FRANESENL

JiIE3
ER:] WBC  NE Hb pLr AR
(x 10°/0) (x 10°M) (/L) (x 10°/L)
WAL 2.6 0.2 72 53 39.0C
RIS 2 JH 4.1 2.5 105 167 36.6C
TBITHS 5 )M 1.8 0.3 65 40 397%C
TBITEE 6 JH 5.2 2.7 108 200  36.8%C
TRITHE 9 JH 4.3 2.1 101 203 36.6C
TRTTES 20 JA 13 0.7 86 75 393%C
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#= 3 FI)LiBTEESH HLH HHXIEHRTL
NK s EBV HiiAk =
H ALT G 1B SEH TR YR (Ef \izjni UAIBES
’ (UL)  (mmoll)  (gL)  (ng/ml) AR 1M 1eG P
(%) (> /uL)

HIAPBE 198 23 1.08 12869 2.0 280 + + 6.59 x 10° +
TRITER 2 JH 58 1.6 25 600 6.0 845 - + 5.13 % 10° -
RITEE 5 203 2.9 1.3 1306.8 2.4 336 - + <5.0x10° -
RITES 6 ) 23 1.53 2.68 456 8.2 1148 = & <5.0x% 107 -
IRITER 9 JH 56 1.77 1.83 8499 63 883 - + <5.0% 107 -
TRITER 20 JE 238 3.4 1.2 1856 22 308 = + <5.0x 10° +
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Z 5 R EHATE AN P iz fr i A . LYST LR 28
A R TR GRS XN, AR 52 50 24,
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G>A(p.G3725R ) . .961 T>C( p.C258R ) Fll ¢.925C>T

hemophago-cytic syndrome, pHPS) ,
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Rl LD RS S P sl S A B R AR, AE—E 5 TS
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