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%, 43%, RIPEK13E

MEREE. TR

F 20154
{54

K. 4
X12cm
m¥EM. Etb
EH

RAub

i, iR

HGB 100g/L; ALT 77
IU/L. AST 75 IU/L-
GGT 500+IU/L. TBIillE
W A BKIET.
REESEER (250mg-.
BID) BEAZERTE & A
BERD. BRERZ

20144F: FFAEMHIER;
¥ HGB 80+g/L; #
F: K 4.6X12cm

20155E12H31H: &
UDCA, Zk&E7E#F]8

2016
4R
BB

% BRI
HGB 78g/L. PLT
60 X10°/L

ALT 80 IU/L-~
AST 120+ IU/L-
ALP 200+ IU/L-
GGT 500+ 1IU/L;
BIRJrE O RRE S
SR

, TEIFEBZ3E

h

2016%4F

A&E

@B&\ ng%’ 3’3%‘[}\ HB:D_{:
WBC 3.62X10°L- HGB
78g/L~ PLT 45X10°/L
ALT 140 IU/L~ AST 240
IU/L~ ALP104 IU/L. GGT
239 IU/L~ TBil 51.7 pmol/L
CT: FFEEfh. RS K
(5.2X19.5cm) - BJEFEIK
thgk. DEBEERE, &R
RIBERIEMEL K.

LI,
L oW, EBR
%, RVTE

2 5. B
W .



h

Z, 43%, RIMBKI13E, NEIFEBIE
T 36.6°C P99¥k/4%+ R 12¥K/4r BP 108/69mmHg.

25 RIRE R R L.

BRYCE: B, UFEM LK. mEHAE.
%%%E%g%ﬂ**\ E'jfé;ﬁ/@lcm\ %ﬁmﬁ\ ﬁJEﬁ}o

B, THEBREE:; I TFSem. B#Hl. REAE. TAlE; B Feem. FE;
S X, Bt ().

XU BT v U 7K B
MERG BT FE R
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Z, 43%, RIPWKIZE, MEIFEE3E

JEH: WBC 3.20] X 10%L, RBC 3.42] X10'%L, HGB 79|g/L, PLT
37/ X 10°/L, Ret74.20X 10/L

A4 4k: ALT 15611U/L, AST 26811U/, ALP 10511U/L, GGT 21711IU/L,
T-Bil 79.3tpmol/L, ALB 36.1]g/L

BkIMl: PT 15.91s, PTA51|%, APTT 34.6s, FIB 1.98|g/L, D-D 0.18
mg/L, TT 18.3s.

‘ESR 33tmm/Z 17N K .
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i, 43%, RIPEKI134FE, MEBEHFE3IE

. I
. fT3dE: 67.9kPa
- AT E: HEV-IgM(-), HEV-IgG(-), HBsAb(+). HBcAb(+). HBV-DNAR
Rl ®]; Pr-HCVH#
- IEEHHE: CMV/EBV-DNA (ILiE/ME4HM) - A
- S5 H 243.00 mg/L

N

Il
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%, 43%, RIBEKI13FE, INEHFREZ3IE

e If ﬁ%éﬁ

* Coombs’i{%u: | IEPIABREH(+), PilgG (+), HLC3d (-)

o M/MRBIAE: B

« FWMAIN: ZLE A 9.1 ng/ml, MEEK 5.50 pmol/L, H2k%54 /7 80.007pumol/L,
HER 28.50 nmol/L, 4E42FEB12 693.001pmol/L

- BREA .- AYREBSIRNEES], AREAE. EJREE, & LM
. BERNE: MR R RN E M
. SMNEIMFER: CD55-20/ 1.0%, CD59-ZHHE 0.0%.

b
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%, 43%, RIBEKI13FE, INEHFREZ3IE

* ﬁ;&j’gbﬁ

« ANA. PidsDNAFifk. FLENAE. AMA-M2. Z#EIEMEFZEHE. ANCA: 1F
prizon
' o

. Ig+*¥ME+ASO+CRP: IgG 19.001¢g/L, IgA 5.061¢/L, IgM 2.28 g/L, C3 0.758
s/L, C40.115/g/L, ASO 50.60 TU/mL, CRP 10.301mg/L.

« jAIgE: 291.007kU/L,

« IoGIH!: 1G4 2270t mg/L, RIEH .
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i, 43%, RIPEKI134FE, MEBEHFE3IE
°Wﬁ%%%:

« FRARTHEE: T3 1.06 nmol/L, FT3 3.20pmol/L, T4 139.20 nmol/L, FT4 19.34 pmol/L, TSH
2.53 ulU/mL
o BERETERRLEERTE
o RRRTER: REBREALEFEEE, EFEREHERBRAM, ERETELE F BRI EH




PET-CT : &1 P& 7] B8 K (Castleman’s disease?):
o FRRERRR, TERAHN, HEFE WA .
- IEBEM R, HEREARRLAEN S, £XKEIBET.
« BA. HIRX. BE3HIKFZ K AKES, FEFE R LHEEEE.
- MfE. M. ZEZ KRB, BEEAEARLES.
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%, 43%, RIPERI13FE, MEIFEE3E

O K16 IgG1, IgG41, IgAl, C4 s
O #AEMERE . LRIRREERK. - foltjjn;bs test (+);
gE 1.

p UK
Befk: BRUUE. BARILE A BIR B 40

O [IkEE:
O X,
O JE7C: PLT. WBCHK;

O [IEKEEIATE B
O &K




%, 43%, RIPERI13FE, MEIFEE3E

O K16 IgG1, IgG41, IgAl, C4 s
O #AEMERE . LRIRREERK. - foltjjn;bs test (+);
gE 1.

p UK
Befk: BRUUE. BARILE A BIR B 40

h

O "k&eEE
O MRETIgERH
O %, EFE. BiIF. B3R ER. 4%: BEILE, 8458
O RSGHER:
O MmMERGEENR?
O S4HSR?
O F/bRERK?
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%, 43%, RIPERI13FE, MEIFEE3E

O K16 IgG1, IgG41, IgAT, C4|;
O SMA MR RE. ARRREEREK. - goltjjn;bs test (+);
gE 1.

?ﬁﬁ' 1 FERk: BRUCE. KBNS B BRI E L.
AT ?
L 2 D AEAmR
»3vkbk B3 £ 9 o 3 = ; WA
HE R R EE 45 O . k. IO ESRuiTR. 2. BEIEE, ZRLE
O ZEZkssm.
O MBERFEER?

O %&HR?
O FORER?
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i, 43%, RIPEKI3E, INEHFB3L

FRAETERIRE (HRER) -

o ORBRSE, BT LR IRBRGTARR s

o FFWAEHRER, REHEFF4F4E40S3-4,

o REHMNGRE: HBsAg-, HBcAg-,
CK7 (JHE KB4 4/ , CK19
(FHE+H)

O me RS R SRR
', 2 | %t T W Maltese TF 4514




%, 43%, RIBEKI13FE, INEHFREZ3IE

o INBRRIR 2 W AR 38
° H:FHHE) ‘ I,
o JRAMIBRYTER
o JFWREAIATR, MEHHERAF440S3-4 3001
. R com
° HI\HEUE" )?Knl\uﬂ" gggg
- MM NI R62.1ug/gHb (0-4.7) 2000
e IMZRRIE KRS RER N S Y Y Y .
= v N

e
255 p ol STNEE

h
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&, 43%, RIJEKI13E, IMEIHFEBE3L

o NNIRRIPE 12 W K95
° HZFHEE B

* JRANMRITAR

 JFAREVTIAAR, REITES
. BK:

o INIEJE-, ERANEH- SRR ey N

o ZLAHA N EENRIR62.1ug/gHD (0-4.7) | TN

f | | _ n i
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, 43%, RIPK13E

(o2 IR & R )

ALAS2%:

’ 7J[I: \ '1)5'2%3‘/55

ALAS2
mutations

Painful photosensitivity
Protoporphyrinemia

One gene...
two diseases

ALAS2 loss
of function

XLSA

BARPEBORIZh A0 A1 3 I

ALPP

XEH

ALAS2 gain of

function

MRN8
Xié%ﬁétéﬁlﬂﬂéﬁfa P ke
XS PR

One symptom...
two genes

FECH loss
of function

Dominant
1 100K \’\i“- L
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%, 43%, KIEK13%
ZWr:
o XTEBH ZT 20 M A B P bk
- JFREAL, SRACRZE
o ['IHRIK R RAE
- AriE B R Bk ok
- K. BRThEETCHE
- SRR
o« FoRIE AR L
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%, 43%, RIPERI13FE, MEIFEE3E

XGES B kR
X% 4 21 20 o A= B P bR
XGES N IR

I R

K16
‘iih. “lll&mﬁ

O inEARIM. ALT/GGTHE
eI 8l O upcas

O i BRITE. MIRARARSGH

O {bie: =REE. FREELERR
AIGGTFH RN

O %'f%: rjﬂﬂ(%ES\ B:F%j(‘ Bﬁﬂ?%ﬁe J 1 and Hepatology (<JGHE
%H:Pj(\ %ﬁﬂg’*ﬁﬁ - o doiz10.1111/jgh. 14273

EDUCATION AND IMAGING Journal of Gastroenterology and Hepatology 33 (2018) 1820

Hepatobiliary and Pancreatic: A rare cause of decompensated
liver cirrhosis
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wv%ﬂl*ﬂﬂi ]
AR N=g5'%= LoV iEPS

SR RS

T =YYy T~ 4
% :

,t'\. -
R+ R A S P
Xi&E PR
NS ¥
ARt un [ | A7 | TRORAM] EEER S
HEMOGLOBIN BimE R E R
e v 0= G — %i'lﬁzlzlﬂﬂf’eg CEP | Rub w1 & &0
B EN 1
FOh R | -ﬁ;;wﬁk ngmn*gm
Ve : )
N iﬂﬂi'lﬁﬂirﬁk PCT | 13 ob ok [j1 6 10 g
--------- LN v
Y ROhRIR ] 26 07 5 I \
chain molecul !ﬂ"* :L_'f? I‘i__t,% _—-ﬁ'é'- *nh*m"{“ %EA
L0 b -
"""" I b o B [
Acute hepatic | Erythropoietic | Chronic f[ﬁ;% vP| ok o L L
EEP | XLP | CEP ﬁﬂb#D{
AIP., HCP. PCT T EPP{]E'&.{
VP M JER NNV S
nirk | +Fett

Bl MRS &R & Toh s &




WIRIMR I RR I

U=KRR2GXENE, ZHEZH.
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