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[ Summary] Acute intermittent porphyria ( AIP) is a rare autosomal dominant disorder caused by reduced
activity of hydroxymethylbilane synthase( HMBS) , or porphobilinogen deaminase (PBGD ) , the third enzyme in the
heme biosynthesis pathway, with very low penetrance. AIP mainly affects women and is triggered by various factors,
leading to acute neurovisceral symptoms such as abdominal pain, nausea and vomiting, intestinal obstruction,
constipation, and in severe cases, epilepsy, weakness of the limbs, and psychiatric disturbances. Recurrent attacks
may result in chronic injuries. Due to nonspecific symptoms and limited clinical awareness, AIP is often misdiagnosed ,
contributing to high morbidity and mortality. To standardize diagnosis and treatment practices, the Chinese Society of
Rare Diseases, in collaboration with the Study Group of Endocrinology Rare Diseases, the Chinese Society of
Endocrinology, and the Chinese Pharmacists Association Rare Diseases Medication Working Committee, developed
the Expert Consensus on the Diagnosis and Treatment of Acute Intermittent Porphyria in China (2024 ). This consensus
was based on a review of 116 relevant studies, with a professional panel of 27 experts using the Delphi method to reach
agreement on 23 key recommendations, aiming to guide standardized clinical practice in the diagnosis, treatment,

evaluation, and prevention of AIP.
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TEALA 3-8 FE LR ; ADP . ALA /K BERNIIR ; ATP . 2Pk A BRPE IR ; HCP st AEPERMMIR ; VP IR A PERMMIR ; PBG. IMIEJE; ALAD.3-
A LTENTR KRG ; AR H Y ORI BE ; HMBS R BN A UM ; AD . & Yo ik B P % ; COPX . 28 RukJF T AU fL H ; PPOX . JRFP U R IX 4
AL ; * B an (AR 1 ) SRR 8 #il

(=) LIS R MLE 1 %Y (VO Ho At s i 248 R
R ACI = T ) ALAD B 36 M, S 80 ALA ATP 2515 2080RE | IE P 9 45 25 1) | B AR A 1) 2%

KT RIAL AIP 24 R AR, (BERLIE 50k oAb | A 16 B 525 4 TE B BLIR PBG 715,
PBG AFARRS, £ %/ TILHE, MR WAL (75 00, ATP 050 T A A I 2 I | B8 4
Kol T T 17 Wi,
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() BIRPZ R G55 1 HALBR

ALP 2515 1l 98 45 I Ath 95 9 BT SO & A DL S
2= -ELERZRA R T B0 OB LA T T AR 4 5, Bk
PRI LTI ALA F1 PBG FH&, H JGHP kAR
KIE B AR S

AN Evis

(—) EBRBAHER

AIP 2R AR, B B SO L BRIE RN &R, B
1RSI N, GnAF20 36 W0 A8 2 BRAE 25 18 0, 45 1kl
FHRTRE AP S 25 915 5 PTAR B8 35 SRR B 1
AT 5 A0 BRI | 0 37 RIR BB () HT IR iR 7
EEN

HEFEE 8 AIP SR AERS, N BN T 4801 2B
VDAL, Qs FH b R 25 4 b R AR A R e S
(BRHERE , IO RS, f5/R 3R 100% )

() AIP 20 B1EMRYT

L RESPEIRYT . AP 20 R AEMTRYT B A5 240 il
FFHE ALAST 5 1, Ui/ ALA 1 PBG HEFR, JE 1M 2% it
SER . ELAR T A3 kL 2T 2R A K AL A fer i
ﬁ[sﬂ 5

(1) BRI LT 236 97 - i Dk e S s 4k i 21 3% 2
AIP 2 R AR B 1 7 58, AT A4 R0 RE PR 5 22 1) 1] 1
A BE R IR], T s 25 ™ JE 0 A R R T
HEERAER AP SB35 (& I H 0  Rrge Xtk i
I A ILE R ARE DR B3 b 285 28 4 ) o SRR A
Bz g,

R R HE 2 T 502 3~4 mg - kg’ -
A7 B TR AN /DT 30 min, 42 4 d, A FEARE
Jik & RUS: , A8 FH 259% A 18R FIAE s 0] i ok v
IOk | I A 45 RS 8 A B ER KO k174

SR . ERERAR R WA KR ], 22 iE L
A A IR AT AT A I
2T 24 Ak 1 JRURS: 7 M 0 Sk 21 7

(2) BRIRACE W AGTIRTT 0 T4 B R A el
{HIEIR IR B BRI LT 25 (0 ATP R ] e ok b &
Wit aeriady o WO SR A AR 300 ~ 500 g/d"Y
IR ANTRS A2 2 T PR iR . S A A A0 e o
FEVOIAA: BRER K B G A4 i A 1 R 2E B AR
e LU 5 28 A FHAICR B4 i 2 0 s )
MU, SIS R e 12 3R 90 A2 B #AER SRR ATP
BB BOCHE S R T A2, RIS TR
KA,

EEEN 9. mERMER AP B L TR
R ZL ZR G J7 (3R HE A7, o ot i e 4, f8 K JE
100% ) ; 528 KA B AH JE VR A5 m gk I L0 R 19 &
PEATP S8 W25 T KAk & W) T iG )7 (ot , 1%
B RS , F8/R3ER 100% )

2. XPREIRTT - AP 2k R AR 2 B &
MXIE B RS PR 25 S o SR AE IR, 7 G B A
LYPIRRETRTT , B AE ARG . A AL 25 W) B P IR 4
PR 2 2% 52 [ nh Bk 3 4 45 B 3 (Chttps://www.
porphyriafoundation.com ) F1 KK P I BB [ 3 (https ://
www.porphyria-europe. com ) $2 3t (%) 24 4 75 #.4)  H DL
W2 L3R 4, N2 2B 5,

(1) PR AIP (B PR BB G R 2, BIE /R
TR RN £ Tk A S B A Al SR A 250 Bl
VIR A AT IR 22y L b e T
BB BRI E R NSRSkt h
# IR, BAERE 2 R e

WEEL 10 X T AIP B H SRR PRIR

R4 SHERBAEROR R T2y

2SN 5 4 23 )
W RG L PEATHINE LSRRI PR T R T B P B e R
DL R G2 WIEH IR FATHIR  HRIER BB JE DL VbIE AivbIe b AT R T R Rk & vbuknk il )
VCbR Hek b TR AT
ROBE RGNZ  FRE AT m BOKAME KRR TR NS Nz % s 2 E B
WM ARGZ  FORRZ P SR NEE T MO LR B PRIA S
PUAIEMARZS AT KA R &bk R TET RPGTT ORI
KB 2RI s 5 K8
SORPHZE TR N T2 A9 2E N 2B
IR flere 2 ZETEAR A ke
[N e BRBRTE £ IR ek % B12
K 2 Pob ZX BT EHE ERRDE SR SRR LI AR T 6 R TR HEE.
B R A %
PUEEZS I P B
Froshes RN 2 T
PRy E AR AT A
Hofts W% UL bR BTHE ML TR R A SIS RREE 11 L 1 1

SR M R YR

.t BRI 2 AE 55 E MR 3k 4 25 ] (https ; //www. porphyriafoundation.com ) ¥ A2 1 F , (B W4T BRI 25 YR 2B M
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K5 ZHERIBRAIENNHOE AN 2 2

2525 a4 ZG2E )
I RGN HuIRBR # AERLIAK R
WG R G2 PBRmERE R e Pk e e
MR R G2y DELLRENED A e 57 N #7 SR IR S TN GE T NN e
AT R G 2R MERCR M TR
YR LLEE AR KW IN SRR (RS R JA VDR AR S
Fips MINGR B NI IE | — S FA e | R R SRR

I7 , AR R A B LR 25, LAk S 2 Ak
(R ERE AT IR |, f8/R JE 2K 100% )

(2) Als MR SRR 0y K i £ ATl vy
WERR 2N % | SN R SR A e 3 Z RSB
(ERPERIB) S5 25 1k kAT, v I PR A BT O
1L SR B35 52 i T e (AR IR

(3) WLATC Sy s . ATP B35 S WLIA JE ) o
PR 432 B ] B 25 AR N, 5 S I N P e ek M 4T &
IBYT . RAE R INAT ORI OB B P2 A
{ER] AR 1kt — A5 A i 2 i 405 ) A R R mT
DI B AT EIRIBIT . T H Iz P A R 20
AL B SRR AL, 5 | I I JUL BRI S SOV R i, 5
BV £ R R ART Rl T e A Sl A, — B
UEHE 2% B S8 3 T BE0F R SRR YT, N or BRI AR A
1CU, LA B isf 37 47 4 87 A 1E R 30 A< 556 0 LR YT
i, 32 Bl B 20 28 K A 3 AR AR TR
IR RIT™

HEFEEL 11 AIP B H PR AN MLAE S | M
B, B AUN S BE B IBL I IR 254 45 24 R} 2%
B RS, IR Y, 7R 3E 2R 100% )

EFEER 12 AIP B3 BB R TC ) e, A
SR RN, Rk £ IR, D) W I 15 AR
b, 5 HH BT T RE YRR TT 45 T P I S7 5 S XHRE TR T
(BRI, DR B BRI |, /R 36K 100% )

(4) FHR %A L GO0 & A8 B R DA A 4 i 2
25 INEEET e LR P s R BT, RN |
RGP FRZIN T L2 Y Tk AP St
RN IR RGeS 20T R SR S R PRI
BEEY s R ICU B3R . b R
R IPRRGRIT

EFER 13 AIP BN A VR I I 25 7 i B Mg
T ZELPIVGIHEE B SR A v N A By,
BHBAE 1CU H2329697 . (A, AR IR BT s ik 3 |, 77K
FEH 100% ) AIP BHEEE IR .~ S5 REL L
A (HRHERE AR E S, fE/R IR 100% )

(5) AN I AE . ATP I B I AE /9 F U0 A PR 2
SIADH, SIADH 3/ YT F2 B4 56 BRI AR A & 34 i
JETH A (NaCl) FiR T IR ER 32 AR5 H 7], b R

B 2 1 BRI YT 0 (R TG4 ATP JE A AR AE S
P A BR T, AREAMLTEAT 3 53 B - 5 BE AR A 1l
AE (ML 130~ 135 mmol/L) P BEAIREH MLAE (1L 64 125~
129 mmol/ L) FIEEL £ I MLAE (1L £ < 125 mmol /L), ATP
PEAREAR Z2 R AN FE oL S AT 1R YT . #MIAYT
AR R S A s T 3% SEALENIA I, PR IR
7.5 mg/d IR, LB IE, 2R EZ IS AT
P AT I AR RS 2~ 4 h W il B B
BT 58, B I ARAEM ILAE 2 PR 21 T 375 05 8 P i i A 2t
BAE ;28 W WU FIF D RE 5 IR 1 ) A= e

R 14 AIP 35 90 )™ AR A i i,
WO FH o A R el AR 2E I 9 I 28 U0 AW T i 4 (5
HERE AR RIE S , FE/RTIER 100%)

(6) Il /LBl 3 . i 1 AL Bl i v] R 2
P& PRES 50 ) 58 vy, BB Al . oy it s mT Rz A
B AZAABELT ) | i 4 55 i AR e A ok A ) ) A e 3 P
HFRIAERIT I B SR B TR H H TRIT AP &
P S RO shaed SRR O R ) (E AR AMIG
B A 37 N 12 TN <9 e N Vo

WEFERI 15 AIP B 0 B m Uk O 3l B
AU B 32 A BEL I 5096 95, I 2 U0 il iff, & Bz O
R HBTJe Al R e £5 A AE (PRES) FlCy ) 529
B A (CBRAERE , IR BT S i , 7K R 100% )

(7) AEHAER : ATP 25 Y BLAGHR A JE AT /N
TR R AT . ARRE T R A i —
BOERE M 5-F2 (0 e 15 45 HUHM il 1] ( selective serotonin
reuptake inhibitor, SSRI) & P4 {7, i 5-#2 (A fe/ = H
B 1 iR 2R P55 O | 55 (serotonin and norepinephrine
reuptake inhibitor, SNRI) HH 535 1) A BE I P TT , bt 5
IO = IR IMARZG 2, R s SR o A i AR
AT AT SRR ME B IR T, b LI R
RN BRI RNATT

(=) MPEREAR KA A

1. WA OG0 < o 1L AN 2 ATP 948 1 JF
RAE Lt PAKD 19 5 25 PR W B I 25 57 [ IR T
FEEYIWE IS ALA F PBG 78 B W 9 B 22 1
ATP 1B 450 10 S SR DR 3R A P R A AT LA 2D ALA
FIPBG 1977 A= FLHE i, #1135 A8 2% PAKD [) 2K 1)
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B Ik B2 PAKD HR N R G (R R 2
Pt IR EESCEEAT W 3 UL AT eGRR Y, F5 i
I 5 T S AR I S IS , P R I YR v A | R AT B
BB AR s,

R 16 AIP 35 0 B 47 5 BRI 1t 375 AL I
K eGFR, L i 25 1 s I m i wbfofog AH DG 24 ' 95 ( PAKD)
(BRMERE , TP RIS, 5 /R3ER 100% )

2. 18P MR AR R AR NI AE ATP &
PR ARV RIS, —2IB)T 29 PT AR 25
FEIEVETT GRUPUTT RIBT AR, DL BT 245 3 EL AR
FUMELE T, 2 — £ B 43 ol 4 45 1l 2 22 g B
254, Q2 A A AT B (R 254 BRRE XU IS
HLAb T St 2T R B A AR (5 A B  25 0] 4 BliA
IR EE LA B B (B o= TR, — AN
FHZMERIR S 25 BRI RO K, v FoRkK
G R N2IE .

HEFEEL 1755 T ATP FH G A8 M fih 20 L 7€
i, —ZRIRTT I TS VT T RUETT B A
B AR MBS T ZEIRYT AR B £ 2R
ST HEAE TR 2 25 ) (SRAERE , AR I B S LR, 7R JE
#100% )

3. JFFE 5 - 40 LR 2 ATP SR I O &
JiE . ATP R H— B A BE T 5 & AR P i it ), %o
TFAER B 50 % BRERYE ATP & BFEHLIK PBG /K
SRELETE R O S R A, AR 6 N H i T — Ik
RSS2 A ) DA 00 % RRF 4 s P 4
TR I12 e AA T R B 2 e F 0
A2 T4 s o DL R O BAEAE R R XU
IRURFSE R I W ) B R R I A0 R g AR A A
Sk,

WEE I 18 X TERYE AIP 5 SiFfifILIR PBG
TSI = I BUR BE R 3 AR T 50 % LUJR
VB 6 A~ F 38 A 7 O A T A e (R AR IR
Fr it uEdE , AR 4E2 100%)

4. KSRGS 2 58 . ATP B3 78 Sk & AR [a] k) T
AR R AR AR ARG NG 2 S A T
F1 05 NGBS B # BEREIR 70, 9 80 76 I
E FREDCY BRI T A 0 BETAL 2
T, FEUARR Bk b0 BRI

EFEEL 19: AP B35 20 &R 8O 7E R
U ARS8 JARAERS , B A 45T 62 DAL AT 7 (53
Het? , AT R, P2 /R JEZE 100% )

(VU FREER NG A B

1. GEUR . ATP 2o BB 38 U R I K 7™ s 2k & AR (W]
MM E KT EAE VI, R 28 R A R IE

H LR , 0 52 28 100 S I OR] AR 7= (R BTRgE R
FREEBEHLIR PBG HEM i 5 B4 6.4 mmol/mol JILAT)
F9 ATP Lo P AR e ML PR SR UM PR s R/ T ik
W ILE RS I B 2k R VR ATP ot
R ST 51 | N

AP J8 N Z 2 RIS 297 /D 4 (muli-
disciplinary treatment, MDT ) AR 455 9 /™ = 2 B il i 4~
AR AEZ R, AP S PO | IR i
AL E AR S B AR 5 & AP 2tk
RAEN PSR AR 4 HE I fe R T 0 30 ) 0 4T
RS R BN JEF =5 R . BT A AR
ST 75 1 i A B S PR A (RN AR5 SR SR T 1
BARESE)  BEPLER PBG HRME R = 2 6 75 s s | i
Wl B LA A9 0 T g AR T A i B ) ) R
AR RAE RN R KA B AT IR YT, R A T LA
BRMLLZARTTTY o FE 5 00 BT S 43 e ol 35 5 b 2 A
i R AR AR, A0 IR I A A A B R 2
R A5 B A= i B4 1 0 A, 7 sk filE FHAS 22 i 25
PRI TR KA P RES K ATP 2R RAT 7 3 D) 6
TG

YEFF R 20 AIP FE L Ui 30 8] 107 36 415 1A LA f
SVERAE (A, B AR B i T, 18K HE 2R 100% )
SRAERTT LU A i R i 21 R IR 7 (SRR IR5 IR
i, TEIRIESA 100% ) , FEHLIR PBG 3 i & s 1 s |
AR A S LA B0 s D0 (s A e A , 78 /R S
K 100% )

2. PR TR BN E 1T AR, 408 VIR AR A8
FAR,TRESGI K AP 2R, FARATE I A
NN AT B s A W IR S A
MR o R AR B E R T A A 2 R
IR 258, IRRBER) PR R A% X T2 1 TR
ATP 3 IO AL A T A 2 I . 22 W S Y AR
A AT ORE 5 AT P R 2D R T
B AIP A2

HEES 21 AP A EZ R B S FARBST
H 2SRRI~ |l R 2527 Wi R 8 R 7 S 2 22 R 2
&, LIV B 1 IR R T 25728 4 RIERAE R | sk
T MR AR (R AERE AR BT RETES | 78R FE R 100% )

(1) By % AE

1. LS & R

(1) 2540 ATP [ FH 24 1if L AE IR o 24 ) ¢ 42
Pl R T A9, LABR AR F 25 1 22 v L B T e f
PP i P 25 BRI 25 25 L) ( gonadotrophin releasing
hormone analogue, GnRHa) B S5z /] @8 IAIG 1) 12 ME 3 R
BUAER AN, ALP T 0 0 2 o7 it A ol T 101 sl 42 24 4
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ZHM R R M E R E NG

(2) PRPRE BB E R KIS &R
TR (AR Y 60% ~70% ) . BT B TEYE F Bk
BREANE Ik KA S WA B T — 2D B AP 2
PR, T RE R A FECRLE ARSI

(3) A7 WA SR T ke AP 2k
1, AIP JE 5 T8 A 1% 7 =X OO TR ) | bt oo 2t
RAET,

(4) YL L AIP JR 8 BRI IR il 4% 45928
I, TR G ATP Ak 1R

(5) KEMNE 2 . EUUS A R A 1O B T, %
FROISERg , B & AP 2PER AR

2. R BRI R B R R B 69T

LI KA, A 4 M ST % AP 2P & A
(=4 W/ ) W GnRHa B 38 975 . K &
GnRHa JA¥7 BiFE H 2 FMRYER 1~3 KIFER'™ ) Al
FR8eiB97 3 A WnJesOu g 1k v 2 A R, o
Dl 7 K U 390 ok T BT R SR G Ok TR O o A
F1 6 4~ H GnRHa, RNHh 7o 4R 23 5 30 106054 19
HERPY,

R A I, AU B 5 18 S B AR R e
S 5 | A 157 P9 BB A8 AU , RT3 ARG 5] 2 22
WE ATEGERE (LH2MFE) TRES5IER
AP ZAVELAET™

WREEM 225X H WM E RIE (=4 K/
AE) B AIP 2ok BB A O FH I R R I R B &
AU (GnRHa) HUB; KA, H 5 AR KRN (54
1F AR BT IR , FE/R3E R 100% )

3. WM ek i 21 23677

XTI LA (=4 AT ) B8R B 0 & AR Y
AIP SBE TR P gk i 2r R IG 7 7 g 2k
KA R AR RUR | (H T R R M T AT
FEUAI 2 H wiSCERARE , T8 1 ek 41 3R
TBITHATRAIRG 1~ 8 JEIARAE Rixf ATP g 50fT
AR E ) K E ER T AT R B O
E= 1 & AN A NS B AR || € 2 O
BN H BARK N ATP B, 1 H SRR —
YR (B S PR ) R RN 2L 2, n] Flpl; ATP JiE H
PRI,

4. Givosiran

Givosiran f&=—Fp 0 o] FFE ALAST #4555 /1
P RNA, 0] 0 40 ALAST il (4 72 A, DT A1
1fi3% ALA F1 PBG 7K, Givosiran B8 36 E & 5 fl 25
i B A R Ry SRR 22 i P Rt o FH AT RN
=12 % H /A AHP BIRIT . EF R B LA (=4

W/AE) B AIP 35 N % BN Givosiran B &0 &
VE, HEFE IR 2.5 mg/kg B2 FVESH, 1 i/,
T2 A5 A R, N 7 4 R RN o ) 4 Wk 1 £ B
AP B 525 CYPLA2 (fnmmeE ) 1 CYP2D6
(anbar -2 i) AR Y 25 9 IRl B4 ) L Givosiran
FAS RSN S A4 FESER A R vy at %57 S
P4 ) P o R T v 45550

5. %A

e PE uil & e Bk P AP R TR BRI
HIIRIT Al IE ATP H35 JFAE P A HMBS 3 R Bl
WA T IEH 1) PBG #1 ALA /KB BRapi g i B
AIP 297 256 1 T RS A b o0 A A EAT PEAL T PR
FEIR YT LAY I & A 4 i IR T B DO REAS A AN
FEAN IS

., FE A i e K ss A% 45 1)

S AP B AE M KER 3175 N 5 ] 458 1 R 58 R %
B, H LR XT 12 AP B35 09— 2 S E Wl D3 i 47 3
PRI G A R 30 SO R DR R A A R S v ATP
RAERIHER Wik AP 2k ™ REAHEX k47
I PRVEAS , AT A ARG I DLW e 15 S L %
12 B AR N RN R DR 4 A A B ATP SR Ll AT BA
M5 S, DB 1 B3R

WEE W 23 AU AIP JCiE#H ) — P oE B kAT
FK AR (SRR AR BT A, FE R JE 2 100% ) o
S50 5 DR 4 2 20 B R AT I R TPAS AR A,
ERLREA R, DL St A (oA (K0T S R4
/R EHR 100%)

1. AIP ZEBHK A 1230

AIP 2B AE) | 2 R VR[] sl B 12 MR IR |G
W A LA BT A | TR S R BT 1236 A B
B2 2R (AR R RS o0 BB M R B
BE R 25 2=R RIERE 7R AR R R AEAF) , AU
S AIP Z2FRHRA 1LY /N (MDT) |, i & Tk
LA IVES
RISEMTE A 1 A R 2 2 g
EERMER (2 EFHEHRF)  RNH B S UE G uE
5 X RLNG AT AT, 2w E
IS ERAMRA (MAETFHEHR) 0 ( LIAEkE E B
JRAAELEBE I LIIRL) | XUB (MBS R 2% B BE BE I 40 IR RL ) LK
ST R B 2R B AL VRS B URE) | K74 (o S 2R
L R B R
MBA(ME2EFHEHER) M OICERIRESE BB ) , 2248 (]
TR BB ) | NG AL BRI — B BR ) , g (T
BRI B ) 40 BF PR A 745 — Pl BB ) L B, (T
BERHE 5 B B
HAERERSHR (BAETHEHF) Wi P EE SR 1
SOUVRIPE B s P RIBE B ) | DRI (R4 S S ) L BB (o B
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Fhepbe ALRtH A BB A RCHRRIEE B ) | FE (R 7 it vp SR 2 38
LA A RIRJRBETr 220t ), M e (i 500 o R 24 B K s
FRBERE) A RZE (T EC R ZE B E B ) |, i fE i AT HE E R R 5
ZBERR) AR CREREERL RS B B ) |, 2 2 (b R R 22 5 R
Be) B ELL(RHERICEE R BE) , B @I (b B R A% 5=
BE) , XUBE (R BRI RS SR B8 ), ZR W25 () VG R Ak R o 5 — Bf ) 1=
Bt ), FRUL (W RIE B R A% B I 5 — e B ) AT R (L PG BE R R 45—
BEle) AR BRI BERL R 258 BB ) , P T4k (R M R B ok
BEB) , FIEEST (TR AR BE B ) , Ak (o [ B2 Bk B b st By A
PRl AURCHPRIER B ) , FARERR (AR HaR R — BB ) , B3
(KRR BEERE) , FIR4E (BRI A REERE) , AT (R ERLR
ISR —BERE) S (AL BERL 58 Z B ) | F I (N5 B
FIREM B BB ), 28 (K RN R A S T 220 ) | ik (Tt
BERFRAAEE BB ) | SRAR S (T IL BRI 3 —BE B )
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