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wRZRBETER (HJV)
—— MR ES

#EH £ R

HXAE AT OB

(AFUE R RSN ARG 2 R BRI 280 5, X 25 00 7 24 FRAA TR RSB S (ORI, U, T i)

WE RMZEHIEA (hemojuvelin, HIV) S I r AHLK i 2O BRACH T8 H . HIV 38 R 5848 R 4R A R il € 35 O3

(Juvenile hemochromatosis, JH ) [ Z A 2 —. A5 EoR,
WIS 2 5900 2K Y WA R AR .

HIV W] g — R o 2 198k % (hepcidin R IE M 814,

KA PG, BRRRIRTTEAMIV), FERMIMEORDUELE (JH)

FROES G5l

PR 2 8 1 (hemojuvelin, HIV) A& il &
L — A R AR W B AL 2004 4F
Papanikolaou %5 I AE 1 5 L (044 i B 7y B9 %8
WX —HmERN. —FEZ2 RO RE R,
hemojuvelin & — A 8 o B 1 I Y 2K &R
(hepeidin) FR ik [P a1 i, Wk 2 5 I8 15 A0 il 2k
W2 M RIBAERRAR b R P AR .

1 H)VERARHERE, HH5FE

HIV JEDH, R LOC148738 JEIM, S #l i fiv 44
4 HFE2 (HLA-linked hemechromatosis gene 2)!". /K
J&, B HIV IFAJE T HFE A KK, X3
B EORR A HIVEL A2 HIV SRR F S 44k 121
X, K&y2.6kb, 147 4 ML T, HiExEIE
% 5 > mRNA 5 # /& (five alternatively spliced
transcripts). HIV J& D] (1) 7 49 7 Bk 1 25 0 5 82 B
(hemojuvelin). HIV 5 4~ mRNA SR 4AT] gl 3 4
A Z K, 45 B 426, 313, 200 AN FE IR 41
B, AR HIV (R JE R R 5143 AT HEWT,  hemojuvelin
ARe - MEEED. HEARS FE4lSH 2
HREDC, B —ME S —4> & vWTD 45k
(a von Willebrand type D-like domain), — />
Arg-Gly-Asp S ke FT—N 5 DX, TX LE 45 1) % WL T
B 2R (integrins) 7 1. T IX S8 Z5 R (A7 A
WIS ATT RS A R 22 1 R A B R 2 AR

SR, HIV FEPRI S8 AR 5 N PR R U 2% i B A AIG 1
SR ARAN SRR — 4.

FESK I mRNA 744 AR G i 1) 426 > 2 18
Z Ik J A7 £ — 4~ K 1) RGM (repulsive guidance
molecule) £514. J5& &5 A A2 RGM 1
[FAA. PSR = 8 C i & A — Sk pl i
T NG Bk WLIE (glycosylphosphatidylinositol, GPI) i
IR&EH). Ak, Papanikolaou 50 gy 56 HEM K 17 25 14
WHERAMRA ZMIEX, Mt GPLEA T
41 s R 258 15 & 1 (GPI-hemojuvelin), )
B A W ) N QRO D it 7 i S B e i el =
(s-hemojuvelin), A7 GPL /K, Zhang %5Rk B8k
W 2 R HT N R P ULIBE W IG s (PT-PLC) Ak 2
o3k 22 PI-PLC AL FE, GPI- 28 25 15 &1 H
AT A BRI it v A B n] v B Bk P R B . Lin
SEWN EAEUE B (NE) T RIS BRI 5 kR
AR, /DL KBS (zebrafish) 5
RERABIR R EA. NIRRT EATY S
Wi FLB W I P H0A 85% LA LI [R] sk, T 5 B 1

ST TR SR R P 24 5 03 1 24 A R R SR = RN S
4 I (G-YX14, G-YD78, ASD-A256, G-YE07, GU-145,G-T616
M1 G-T856).
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£ [K) 8 5 8 RIJEE R 45%1.

X RNA EJZE43#7, Papanikolaou %50 L iiE
SENT HIV mRNA EZEAE RN AL 2O e
15, BJE, Martinez 255JRUESE A O 2w 8 AL
145 HIV mRNA KK, {H 8] I A A48 & BN % &
W BE. RS AR A Re )10k HIV. 7E.45
J¥ HIV mRNA AT B 45 B, i &5 i 1 3
b3 7 35 A e W H L ABATT A A R S A7 TR AN [R) T g
#& Papanikolaou %5 K H RNA E[J I8 73 #7 A B8 & W 45
Wik HIV B gL /s Bl ik HIV mRNA (4128
W2, LA 2R AR HIV
mRNA FIAF. RT-PCR 45 R uFsE, /N KA HIV
mRNA AL AT ORE. Bl B B,
(= e = 7/ I 7/ I 117775177 = 771 /[ RE= =53
LR, Rk R 2R R T R AR IA W WL T A O
L B INRITUL A ZH 2 (85 1 R ESEE 23 BT )1,

Krijt 2565 F 52 PCR J5ik, A HT b T4k,
fi& 25 40 M A= i % (erythropoietin) Al JI§ 2 #
(lipopolysaccharide, LPS) X /) i JH- 4l iz HIV (R
Rgme) VBRI 25 301K (156 . Bk 474y S 35 3
JH 40 Bk ] 2 R IE, HXT HIV mRNA RIEEA %
Wi i 21 240 2 s 2 PRI T Al K U 35 AR AN R
MAF HIV mRNA ik, iX sl R, ki ik
T B B A 20 40 M A ol 3 T s N A e ek 2k U 2 O T
FHANTH, VLRI B A RIA A2 AL
MARET AN 2B 2R M. AR, LPS kb35S0 4N
gk 2R A i R, [FIET HIV mRNA 7K1 4)
KRB, LPS AL FE 40 6 h 1] 53 HIV mRNA
FIE D 95%. X Wyn Bk 2 Al HIV mRNA KA %]
LPS K NAFEM 2 2% 5, 478 & %E (inflammation)
X} HIV mRNA K8 n] GeA7 W 1 /E . H mrmAGG 2
A4 LPS P EUZL I Z A HIV mRNA Kk 52 A
[F) 1R B N AN [ AERE IR (7, 11, 15 81 17 K) 1)
RT-PCR %5 B &8, HIV mRNA ¥ik{5 5 bR
S TR e s - M K SN LIV S AT SAY

mRNA A 8k 2 i %7t [ % 1L (a developmental

regulation)®.

2 HI)VERARTEZEERAEMEBENERHY
FH

w4 F Yl H AE (hereditary
hemochromatosis, HH) 55 Il (55 & — Pl Bk R
LA R DA T PR 2L SRR ORI 00 A = AR AE 1)
PRI . B T R R N2 B 2 A AR T
B Bl S T EEE T BCE, R BE IR Rk
MO RYUEL Z LTI DhRe R O 45 ™
IERIE. 3% 1 0L € 32 P0G i AR AR S AR 6 BT ) AN [+
Aoy AN R R, Horp R R R i A R DU IE, &
Tl 2 L PR B Ay 7 L PR R AR M B 1. SRS AE 30 B R %
A ED I E RO, S ECO TR, B
PRIV, FAPEDNRE N . L5 ILAR S IR st 4 1 1 €8 3%
DUETEA IR, K2 O R A €4 32 UG A IR
AN H G ENEEGY 1 BEE A HFE, 1
Ay, i E (HAMP, 17 B), ¥EEAZk 2
(TFR2, I 2Y) 1 i 2k % iz &5 11 1 (SCL40AT BY
ferroportin 1, VIZ)IELK [ 5RAF (£ 1), BILG]
2RI I R DUEE I S8R SE R — AN B B
EFIIE, X2 AT A A)EEE T HIV B 5
BN SYRES ST vy ng I N R T e
I, 2B S0 T U S DGR, BRI HIV
BE PR 5 5| (1 1 25 A TA B A IX T IR AR A
JRBRLL B SR s HIV OSSR S8R 1) TE X2 2 FE 1
(K1), & W — AR AU G320V, HAth &k
W vV AR B S R Ge6X. C119F Fil
S328fsX337. C321W. D249H. Q312X FMIK& 1 fr
MR ZAE RN IERL %HED R
L REL AR, %R BB HA
YA T2 A S AL P 1 € 250 E 93 9 ) R . T
REE 0T L0 v R 78 0 I, HAT, 78 B R
AR HIHRIE.

Table 1 Genetic classification of haemochromatosis ™

Fz 1 EEMEMERTERELR A

B AR K]
I #(type 1) HFE

I % A (Type 2A) HIV

11 7Y B (Type 2B) HAMP
M7 (Type 3) TFR2

VI 2! (Type 4) SCL40A1

et i

A=
Hfe (HEUHRMEE 5 1 i)
Hemojuvelin (k1 25 75 14)
Hepcidin (BRACET 15 5%)
Transferrin receptor2 (% 2k i [152 1k 2)
Ferroportin 1 (k412K 1T 1)
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(b) s gg E E §
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Fig. 1 Schematic representation of the localization of mutations on the HJV gene (a) and on the

predicted protein (b) ®
1 ZKiFHIFTEAD (hemojuvelin, HJV) EERTM S (a) RIVNEBRLEHM (b) ®
R 1 T R IR H B 3 TR € AR A & A C119F and S328£5X337 45 K 78 [ 1 41l i . RGD, repulsive
guidance domain; GRP, glycine-rich protein; vWD, von Willebrand type D-like domain.

3 HiIFRIFATERIIEE

31 H)V ZBHSRARFRIEMSFRIATES

BRI E AT RI N2k, T8
FFFE A B e A2 A /N R IR P B2 3R 48 2 1)
BRACHH 5 5 LI, AU 1
I ST R BRGNS 0 N S s hn &
SR 73 WA 28 3 NIV, 0 3R 460 L s i 1)k
()W WL A i My S R At A7 1 32 A7 kA
M, S0 b B E R 1 (ferroportin 1) 45
Gy JEREMIR B B 1, AT 2k M s ik
AN 1 7 O [ 7 R SN e O A7 S AN L i
187 o i [ S R T B2 N R 5/ (AN W | e RS
Bk D, e b R A5G B A BRI D, T
BRI I, AR KSR B IR HIV 848
B ) A 3 TR I R PO R N R R 2R 7K B AR
TX AWk A 2 1 15 A 1 R DR R AR T I Ak 2= 1
15, 5T Huang 251 Niederkofler 25 0AH 4k & 37
T ERPCERE (08 A) /N BUSERL A AT iR 45 SR 35
UESE HIV 5k BRI Dl BB 2K R 3 i) Bl ™ B 1) Il € 3%
DUERE,  [R)B do e B 2R S JLF-AS Bl 758k 00 22
mRNA &KX . Niederkofler Z5E00HE— 20 IF SILAR AL /N B

(Hjv—/-mice) 562 Jofe I RA BRI 2, RIAHE NIk
R B B k. KA Sk 2 1Y B R R 58
2 PHWT T AR AT 5 1) AR 3k 3 G S8 U B K
ZH AT S A B Gy IR T 2R A8 A BT T
(). ABATTAAESE Hjo—/—/N BATSER B3 N 25 90 S Y. 1
A R RIS . XU B AR AL S GE Y
WATERIR R I E AN, 5 AT Bk
WHERFENTERANS 5.

R 2R A AT R BT ARk H T
WA, Lin F9HFR T ol W R 8 =0 R
(s-hemojuvelin) 5 41 il GPI- £k i 2 i 715 & 1 (GPI-
hemojuvelin) 25 F1 15 D) g, A ATTUESE GPI- 2k i
FUR A AT Bk F mRNA R, XY
ANTGEE L6 (interleukin 6) 5. flAl T & B 21 1)
AP AR R BE 1 (rs-hemojuvelin) B2 A
JRARES FE T4l B K 25 mRNA 0. X R 5
XTHL - 26 7E (log-linear) ) = 06 77 20, 4 7m ] 2
BRI ZIA AR A S0 GPL- 8k 2= 8 A ) o
e B INAEAE. BEAt, 35 T s Rk R 2R Y A
PR 5 20 A S 56 0 1) 2k 35 mRINA 232 B i (1)
WBEREAK 1. 70K 40 M TR VE R IR 221y
MG, IR B8 ] gEAT PR T
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U 2T H R TR AR X L8, A ARAT
A A0 AN BE e A AR AN, P B Ak R T
B A0 M GPIL- 2k 2 1 8 Ok R AR R 1
HIER, AD)RE5E 4 AH K
32 BIARATDERERATHEBRKEIE

KU BRI R Y R B cDNA ¥ 4 () HEK
(human embryonic kidney) 293 4il ffi, Zhang 5FHjf
FE T 21U E 0 A0 Ak I TR 2. AT
I GY TR 21T B cDNA B4 i 2k sz A
TR I, g5 A s gk 2R Y iR AR ]
WOMh o X Leodn X A Bk R B 4 & Bk
(transferrin-bound iron) 1 3F % 2k & (1 45 A& 2k (non
transferrin-bound iron) LI HE 7. SLAb, At Al 14N
R E A ] e E A RIS A i kR T T
A, IRk 22 1 A U 40 MR R IS 1 D e AK
W THT A2 & [ (neogenin), & Mt K S KE
P i), IR SR A LSRRI 2 Rk
PR R T E AT E S EEA R
TE A WA fie 45 FON 40 M 42k 3 3 1 1 1 4 .
CEUESE, BRIFAEAN, BT A1 2 4181
Bz geak, JUHAR B #UALL A @Rk, X
UL BRI AN, BRI E Y R R V2 1R
B0 FEB B UL VA2 AT Be S I Dh g thab,
OV NS, Al B 2 1 a1 ) 2R AR B
M= (WL iz 2] 5 — A2 (CWEE) Jf
5K — AR 52 AR 85 & A Al i gk is
PEFHBL 3X A ek i Ar gk AP A TR S

4 & &

FERZ I BACHE ZE LA G T, SRR Il £
EVie =Ny L E PR NI R P R B VR b
DR 27 AT AR Rt = T FRAT TR R A AR A IR
ESE RN AETibY s NP W SUREDIRE 7S -,
B TRIEEA 1. REgEEER 1. BBREAR
P2 R A B R AN (5 3R b AT 2R B
EPATIEA B AR T ERAC R LI . [R] I3
BB I ARA S B IR LR s AR A T B
PRI E AR R, AR JRUAS A SRS A B L. TERE
BRI 2 U B A A A IR A Ay A £ 3 —HK

BERE. JCR R I RIS Wik s ¥ T X b RE R R S
EORH. BARUAH R KERIOTST, AR ER, Bl
BT AR OO BRI B AR R WA AE A B Y
(S RSiEUS ALY TR EE: =N AT G iR
BRI Z AT, IR BN AR AT o6
JYROCRA 3. I, BRI M R A A RE
ERE L /e 1 LT R T LY R 1 PO 4
TANIEE R U 25 R Y AR 1 IO ) SR A e A €
NI W PR Bk o A R A R iR T X R
PRI
2 % 3 Wk
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Hemojuvelin (HJV) : A Newly Discovered
Regulating Protein of Iron Metabolism”

QIAN Zhong-Ming, WANG Qin, XU You-Jia, KE Ya”
(Laboratory of Iron Metabolism, Department of Applied Biology and Chemical Technology,
National Key Laboratory of Traditional Chinese Medicine and Molecular Pharmacology (Shenzhen) ,
The Hong Kong Polytechnic University, Kowloon, Hong Kong, China)

Abstract Hemojuvelin (HJV) is a newly discovered regulating protein of iron metabolism. Recent studies
demonstrated that human mutation in the HIV gene is one of the causes for Juvenile hemochromatosis (Type I
hereditory hemochormatosis). New findings also indicated that HIV might be a regulator of hepcidin expression

and thus play an essential role in iron homeostasis.
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