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FEERARD D, ARTHEIRD L o7,
ABERFIMERET R (R, B X RE5E (X
1) : AIIEROEEHSL, NI VAT IF—¥B X
U'LDH 0 L7 %2587z, CRPZEETH -7z,
FaEt X B HE I CHffFIE i R 2 B 1,
ABEeitE (K 2) : ARZEHRER, LMk, F
7/ —EEROI, BRKRE (Fi0,03)12T, B
FETHIE 969% 2R L7z MLy > 7 Y B
TR O, KEE CT i< T EMEDO A )
H o RIREE & THE I 817 5 HiataE R E
TR ERD - (X 3, 4ab), FEMERGAL & 2
L, methylprednisolone »$)V 2 EEZBHIA L 72 &
2%, —HERWEER & 2o, ABE6 HE
o O FUFRE L PR EEOMERFED, 5 [H%
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= 1.

= 1. ABTHEHRERR
WBC 10,000/l  (Neu 66.19%, Lymph 23.8%)
Hb 13.9 g/dl Na 140 mEq/1
Plt 42.2%10*/ 1 K 5.5 mEq/!
GOT 4710/1 Cl 104 mEq/1
GPT 4110/1
ALP 407 1U/1
LDH 908 1U/1 FRPR R BERL
y-GTP 1910/1 Eulfesis®  Neisseria sp.
T-Bil 0.2 mg/dl
CRP =0.22 mg/dl
Mycoplasma $ifk 40 f%

n
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FMERERICTH ~ A bz gt T 2 KIGDOER
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# 2z ohiz, X-SCID DJER & % % yc 8T
DERFE W DOWT, HICKFIEE Z SR FER
MRS BFCEEKRELE 25 ye HEBEETO
EEIPHEZR & X-SCID  ZM»HEE L1z, Pc
2%t U T, sulfamethoxazole-trimethoprim &5l
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3. ABEHEH X HREHE W IREZO
HEZED D

E4a, b. ABREHE CT 5H AXZHR

(ST &%), pentamidine D5 21TV, F72ffiz
DO E % HEF L TEF 3 [ @ methylprednisolone
2OV A (30 mg/kg/day X 3 days) ZHEfT L 7z
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F5. BEKVENVA Y Y TV-RERE &K
&

IS DR & o THIRIRRR I ¥ E A =
LTz ARG EO B TABLE 38 HEATFEFR
KENRRhCHERE & o7z, 51 HEBERZ F 7 —
¥ U7z HLA 7 o —HoE M E 3 1T S
iz, —@MED K 2R HE R 08 F9% (GVHD)
LR O ERERE 2R e IER AL, W
JER IR EE AR e R FE R B B (BB T &
%o

% =

X-SCID 72 J T/ < R fERE % K03
%dp, BREGETSSEREE (AIDS), @il
KIOBEZZ 7 DIZ & > T DREYYE XY
L7035 %, Dominique 12 X % &2, 15 &0 SCID
L840 AIDS DEHFITB W T 114 (43%) »
PclZ X3 Z2FRIELTBY,ERE L TIDE
Motz £ 9 Leggiadro 12 £ %%, 115 A® SCID
BEDIB2IY WP X BHREFKEL: &
WIOE LD, RELEREBICHZEHICEL
TRIEFHRZ WEBETH %,

2, REFID X 5 I BER e, HE -
[E IR ER - fids ERES R o R
& « B OB E T ISHIRNE S Th 5
7, HEMICEESNEWERTHZOT, WA
WWHWERETH ) =R %25 » L 2 5,
V) =fhiR 1 Z OERER &Ry o, R
L AME~BIERIC ST S, EREERERSED
Koy, (L igrh o B EE A& O—&, AIDS
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R2. ERRICET 2 RARBE

1) #E7a7y) v
IgG=146 mg/dl, IgA=23 mg/dl, IgM=18 mg/dl
2) T #HfE BAIREESEE () >/ SBREGRY 700/ 1)
T cell 3%, B cell 87%
3) U NBRYELRER
PHA*': 265 cpm(Sl; 0.4), Con-A*?: 196 cpm(Sl; 0.3)
IEHESHR 51,224~189,756 cpm  IEH WA 44,013~89,222 cpm
4) NK #f
CD16 2.0%, CD56 4.5%
HEUE(E 5~37% FEHEfE 10~38%
5)  NK fufaigE

0%

*Iphytohemagglutinin, *2concanavalin A

DI BWT, SHEFIO & 5 R Of%
Wz &5, SREGNIZMH B 3 B AR
Lotz & o, AR TIRES, BROET,
THIG EOTEIEIRTRIE L, O THFR - F
HeFT7 /) —EEETELLITR D, BB
WL, HZHEBBROSZ 0, 1~2 B I 1 PR e
EWERT 5 LD 10n b, MAEFRICTCRP
HALRRIETLEZ bW i3 h ) =R 2R
B3 2MADOVEDTH D, EREFEIZATR
s, SEEFNIMRMERE E A ) 77 X &
EPEELLRER->TEY, ) fiREE
D XFFRA 7T — Y 5348 % 508 L 72 Mones® 5
DOFEIC & 3 & Grade 2~3 (RREMOZLICZ
TR A b g consolidation D BEIRIE 43
& 5 B~ fg M consolidation #3 K fir TRl &
L, SERER S EEERECARDS) SO L & 7%
%) iz, IOXIRMENHIEHRE SR
FICE S DLELD 5,

WEICEL T, —RicED s Tw b AR
PEWT-IOSTEHEAH 2T HFHL, XwT
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IR, BUN O EHDH 5N iz53, 2 DMmEELEIVE
AizRoenkhrotc, LELLINsDEREICTY
o »BRIIES N>z, Bye? & O
WH2 LD EHREFDEBRCBWTE, A7
REIEE LGB 2R LB, KiEH
%5t 3 8] ® methylprednisolone 2 <)V Z &k % fii

17U, MHRRREDUE %72,

X-SCID DRk & L THERIL SN TW»
LDIXEWEMTH S, MGHEIC HLA B—5L
REROHIEERTHRIZ0% UL BIFTH 2
23, FHENIZ HLA —F K - —235 & L WER
X9 5 EHEREO R FHIZ 50~T0% & & &
T 210 KFEFNIF R EAN 1 HLA —Z F
F—Eshgholtzd, BBREZFF—L L1
HLA 7o —3usE ME B JiLE 2 L T
MATE Nz, £ OFER, Bl T Mildo4E %23
%, %7- CD4*CD45RA* ®F 1 —7 T Hifa & &
B, 2o OMERE 23 ye SHOFKBL
Foohl, WESu7) CRBIEFEEE CEEL
HIROLEMEIZ L ol

X-SCID i3, 4 ¥ % —uA %> (IL)2, 1L4, IL7,
IL9, IL15, IL21 OZFEHEO—H L LTHBEENT
W5 yc HOBLTFREWCTHET %2, TOEY
& T #fes & O NK fifaOFELBEEL, S 51K
B i b BEAERYIC BH L e B 7 O RFRATIUA b E
ETETEFEEGNAETNDIELRIEST 2, £0
ZHCiE yeHicxd T2 € 7 u—F VKR
(TUGh4) iz & 2 MifaREHRE & yc HOBRLTF
BT TIT 5 o AIEBITI ye BHEERFREITICT yve
FEOMITNFEER I H 72 B exonT ICEENTEAD 5
nizh, ol OMEREGRE TIE yc HOFER
BoTricsrsnl, ABKS?Y ICL 5L 2T A
D X-SCID FEGI D fFHTTIZ, 84% DEERFIH ye
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DFEBEBASNEhoT L HRELTED, HldAN
EBICERZRKIZLTWEHDORIPETH L, &
7RG TFERICOWLTIRAFREENZ b DIZRES
N, ye EETFOIFIEERICOILVEELD S
ZEDHLDICESTWE, ZDH—HIzOk
DORETX-SCID BE#HFET 2 L3 TE
T, ERZ L OFFBNETH 5,

¥ & ®

1) 2V =fROFELTEICZH sl X-
SCID o—fl % 28k L 7z,

2) AV =R OEEIWFSTE A,
pentamidine @ # 5 12 il 2 methylprednisolone
7OV AR 2 AT L 72,

3) MRGEHEE LB %E P —L L7 HLA
N7 u— B MR LT S 1, FIZRED
WL 5 Nz,

il i

MERZDICHIZY, AEFIORE & ARHEIMmE
B 21T > TRV e AR F I E T S
ERERTFE T B O LB B, ARK fBRAE, &
FERRFEZIH/NRR O EpEE thie A 1 5 < &
WELLETES,
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