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Interpretation of the "Expert consensus on the diagnosis and treatment of neonatal
hyperammonemia"
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Abstract: This paper provides an interpretation of the "Expert consensus on the diagnosis and treatment of neonatal
hyperammonemia" published in the May 2023 issue of the Chinese Journal of Contemporary Pediatrics. The
interpretation focuses on key aspects such as the neurotoxicity of ammonia, classification of etiologies, diagnosis,
nutritional management, and pharmacological treatment. The aim is to enhance awareness about ammonia testing and
emphasize that treatment should not be delayed while awaiting etiological investigation, thereby advancing the diagnosis
[Chinese Journal of Contemporary Pediatrics, 2025, 27(5): 515-523]
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and treatment of neonatal hyperammonemia.
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1 S F MR NHA B G FR4FE

BIeE A B RACE ), R — M
BT ALK A Y Z R o3 BT IIE PR 3R
TEPRARRE , LABR I 2R bR HE S0 f6 o 4 2t
Jiie o INARHLEIT S, NHA R 2 A iU sz
fFEE AR AR o IR P A LA NH, FHINH, 2 Fif
FEAAFTE, NH/NH, B9 AR T 1 pH o 78
I pHAE N 7.4 (A BERAF T, 98% 12
NHJEAAAAE Y, 3 B THERRIROR-F-1 ' &
FREUUNHIEAGE o 2 Pzl , 70 ik
B, AR LA NH, AT 20 Bl 2o il Ao B s o
H1 T A 5 T 4 i 2 R v o — Lo 5 R M S
i TR =D O S = Ty i 2 K 1 AR =
A SR i B A 5 T A0 A B T e 5 s il )
R G A AR, DR RN G52 v 7K P A 40
i, SR, BABEMENAS NS R E RS
I T T 200 e ke AN S BE RS, 7 A A
KT AN E R S &I R
BRAGER, Wikl R R RE AU AR OC B0 R,
ML B T e S BORMN R & 1 Tk, T 2 Y
FREEREJIABR, IR E P EE ) FE AL

TR A MUAE AR 7B E LI &, AR Is
BRIt R &4, ImIRRI = R R, &
WU HE . oAy, MRIRIRE . MKt B 2K
The, BRI s A B LK TR, e A
WFIESZ R, RN G K AR I,
MR MR M. R A SR A ERER
Wil ZavE . Bk, EREr . Hil2sd
Ko R R AR AAE Y, ATEA SIS R
2 fmESZE
2.1 THAN
1978 4%, LW JE 951k K2 Ballard 55 7 HIK
iE T 5B THAN (F 341, Z261), Ak 34~36
J, AR A, 48 h PR Bk, A
496~4 486 wmol/L, H:H 4 {51452 32 48 1ff S 7 ¥ 1
BHTE LT BRI, 1 PR LA
T=o THAN J2AREHR G A B — TRk 2 L s
MUAE, A AR EARA, >50% B9 LA ) 2
A H WA TSRER S ZAE . THAN 5RETEER
FRERE [ 2 MEBERR A5 i 1 (carbamoylphosphate
synthetase 1, CPS1) *' | {87 B 53 4 5 IR R AF A5

il B AE 3R T BUOPR R 8 B 2h R8Il 2k LA K
7 AR I e AR SR o PR A T BOTF IR R R &
RS/ 5 M IR THAN % A T i i <36 J& 1 5
FRILEAR I AR L, AR 24 h N BRI
B, CEFNRAMAERGZ FAER, R
T TR GH R 28 Bk . SRR . WO A, R
12435 F1] 300 pmol/L 5% # 5 = (400~500 pmol/L)
B2 R etk o THAN e R 2 AR RE R
I 4177 N A BV VA 4 S2 S ok 4 O N
22 BEfFEEERIME

AL v A AT S S KA A BB S BUR R
TEIAPERS (urea cycle disorder, UCD) JIrE, MR
R v L LAE AR M v = ALAE L 35 e e
UCD gk &t UuCD 51 ",
221 RAMEUCD i JLARAERZ)1/35 000,
50% ) A TER A LI A 1 IRETEFRIY 6 R
2 Tt LR AAR B 52 1) e i 2 1 v R AT ) — TR ke o
Byl g R E R UCD, 28U A P m A AE
6 Fi il K X S N- & Bk & & R A L EE (N-
acetylglutamate synthase, NAGS) . CPS1., %R %
H ok L 56 #2 Biff  (ornithine transcarbamylase, OTC) .
¥ = R IR FAIR A Bl i (argininosuccinate synthetase,
ASS) . A & TR BE IR 24 i B (argininosuccinate
lyase, ASL) FUKS = R i 1 (arginase 1, ARG1), %
15 6 ol 1) 2 R A2 53331 5 [ NAGS B Z AE . CPSI
BeZ fE . OTCHLZAE . ASSHRZAE (JINERR Ifil iF 1
B) . ASLERZAE RS2 MESEIAMIRAE) F1ARGL
Bz AE CRERRINAE) , Hrh OTC B2 AE Ky X 14
wL, HARW R E R aREmE " JRETEER
(R 3 FhREOL TLRIA, X 3 Rl = 201 UCD
L UCD @ ™, XREALR UCD 5 JREJEI
()5 3 RO T AT, 3X 3 APB = 30 UCD
ML UCD ' ¥ REGEVEH R, Ak LR P
UCD "1, %G UCD /7 58%, 3z UCD /i 42%, LA
OTC e = JE Fe W (32%) , FLUE ASS Bl = i
(27%) ' o PREFEMEIF N IEF BT I8 75 2 5 E R/
IR I iz 5 1 1 (ornithine/citrulline antiporter
1, ORNT1) FIRA SR/ Z IR 151 18 35 H Citrin
(PR ), 31X 2 Fhis LR AR IS i ) 5 32 2 1 ik
B4 4 0 5 | v % T I A — o IR — i TN 2R bR
iE 25 A Ak
homocitrullinuria syndrome, HHH ZEAAE) MR
Bz e ORZERRIMAE LR 20 FFIER RAEIR L
TRULIE 1,

(hyperornithinemia-hyperammonemia-
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[NAGS] N-ZBtAs 23 il ; [CPS1] 2P BERERR &5 il 1; [OTC] 5% 1 it Sk

§eremty; [ASS1] AERMRITIAMR AN 1; [ASL] R MRITHAMR AN ; [ARGL] K2R 1; [ORNTL] &% W/ IV TR S il 5%
BHEAL; [Ciin] RAGRB QIR IVEED (GRARER) . LR ARIER T, NH FIBRREMR (HCO,) ficpst (JR
RGN VARG AL U B IR , 45 S TR A1 L e A Tl A TE NAGS HE AL R AR Y N- 2 BE43 22 2 CPST 1R A8+ i
il S A ORNT1 8612 E AZRIIR, 2 5 NEM MG M (REMEAHE2AH5) , JREFE I ORNT1 #4128 241
Bt, GRA&ER Gl Citin hZR B B ANMTT) 75 ASSAEML T AR OB RIS RFIGIRH 3LHR) , BEE R 2 mRBE
TARRAE ASL AFEHTF 24 G e R AE R RIR REIEIRE 4D L98) , IREEFRAIef— 2 ARG REARS 2 MK 2R R 3R
FEER, SRR ORNT U B AR, 25T —RIREIEH.

GEAEUCD  FEAARRLIT =R,
(1) A MLEZ I hE (Organic acidemia, OA) : OA
NFRAMIRIRIE (organic aciduria) , 2 5% MR
SRR R S TRk SR Y, fEi2 S
B 65 Bl OA Th, d ' UL LM OA, fLHE N
PR MSE  (propionic acidemia, PA) . S8R M4 AT HH
FEN TFRIMAE (methylmalonic academia, MMA ), 3%
N H R ONRERIEIR 300 H DA TBE R i A R A Tt
Z . SRR AT A S B = R P RE N R A
A = 51, SR AT IR (PA
FROPNTBEATE A« S TR MLAE F) S ETBE TR A . MMA
(TR IE A i A RN R 6T 4 A) ', Hirh MMA
JE PR E B WL OA N, 2l OA SR 4 KM S &
MAE AL . OFEREIRGY) 5 CBEHTE A 52
G4 NAGS ¥ £, w > N- S BE A &R (N-
acetylglutamate, NAG) & i, CPS1 A BE #F %
I e QPAFIMMA TR T FE £ BE
Mt A, FEAK ARG AKF, 0 NAG & >
GPAFIMMA FIBEIBEAG A SINEZ , SRR
PGP I RERERT , vk 4R HF 208 10 23 It i vy 14
KA

(2) REREAHIRYBL= . o] FEIR RGN
REAN4E, Q2R IR AT 320 (B2 A5 2R

222

ML ER) . AL-MEREIk-5-FR 8 & I e = i (5l
ARG E ) . WERRRRIL R Z A (=
REAMR) . SAMREILEBRHRZAE (= 5%
7). BRPIRETFHE Vadh Z5E (= HCO,) M,

(3) JIi Jor Pk A A S AR TR WO B BB = R T
SEORRIEAREA S, SIROEHIEA L=, [
1% LA A VE R NAGS JEEWI Al FE S BINAG &
RO, ANrPREIEIE A A IR S L AE . 2Rt
LT A DS BEHEE ZAE . AR AR B AL T =
E AR LAY PR~ 32 PR W (o7 ks = i
2.3 KEMESKRME

BRI “H30 hpgk L v A iE . (1) &
#H (EEmINESR . BIRE . REwE ., YUk
S E AT . B,
PREGIA AL FRRE S 0 (2) Ry (U I 4
PR 2 il PH A 20 i e g . bR R . W R AT
RGURYL  Haip R ) Y, SR FThhE
BEf, BUERZMEAIGE . (3) S,
JREMEIFCRRFEAL " (4) EFRMEREEEZ, M
FEIRWITR AL T QB A= " (5) 259,
NN RGN NAGS . ZEE T A& Bk i T /K
RATRREIG I =5 " FCOER B0 i a1 T 1l
FHCO, A B> >,
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3 NHAZH

3.1 EENHAZEEIR

NHA 51R 284 J LR AE G R R 3 - A A
I, AR ME SR AE G PRR I3 LSS W, I
PR P A M A e O A T B, A RE BR R B
NHA, fnimzrtm, S ma i, [mmffH
W BRI R Y — LB PR AR A B T THAN,
W THAN 8 £ % A= 1E IR it <36 J& 19 57 JLel ik i AE
REJL, FHELER (<24h), MEAKFE
(1500 pmol/L) . A AAE o il 20 o K22 % H o
i 1 R A SR I, R M AE B AN BE A Ak 1M
i, RER SRS EE K AE (B AF R EDTA
LB ) N RIVK E2AKE, 15 min NIUSE, A
I ZAE 4 CE&MF T ARUE BT <15 min >,

3.2 IfEEARH T

THAN ZHEBRMH2W, HER 5 & 2 E A
LA (inherited metabolic disease, IMD) ,
MG MR PRERL . IS A e g ds, P
MRS (1) ™, SEIMAET = N R
RN B B E R R IR Th BE T RE 23l 2 Uk
PRSI KM UCD YR8 4 2. BiA: JLHiZE 24 h
S Y R P R P i o e I G 4 s St
RAEUCD M, 50% )5 & P UCD B A= LR Z %)
FRA W R P RE, DR OGP P A 7 A L
I ST BIVRG I I . 24 2/3 B4R OA B TE B AR
U R, 2R 2k AR ny vE B s e, 2k
2~7 A B ELAE , ™ B TR PEAR
WPERR . M FL R A (53 mmol/L)
PR SR R TR S AR R A L i
iE L AR R SR RS AN H R ARRAE

F1 EB4 IMD RS E5i2 8
T il L R
s uep oa BEIL T e e R IR ﬁ@&gza
G P BRE A WA g >
k2 IE  ZRAIE 1§22 fiE
iR 7 +- + +- + + - + + +
il PR = + NA + NA = ++ + +
R il - +/- + +- + + + +- +-
LT - + +— + +— - + +- ++
AST HIALT F + - + - +- - +- ++ -
JUURR B R I T 5 - - +* - +-= - - - -
PRER T - + +- - + - - NA ++
WBC/RBC/PLT H4UF4AI = + - - +- - - - -
IRE - + - - +/- - + NA -

T [IMD] et [UCD] JRZIEIRIERT; [0A] AHLRRIIE ;
[RBC] £r4ffi; [PLT] /MR “7E8iA L, PREDIRSSSRICIEE P AF B

[ALT] A% [AST] A REBEERE; [WBC] HANM;
BtE, dORBmBAME, 20T RRER OA s MR AT U ILE 1T fig

SEAUBRACHR 3-8 0E-3- HRE I — EA i A R M Z E () E 2RI 48 I FLIR>6 mmol/L (IMLFLAR 2~6 mmol/L, T BB Z1 08 i 2l
AUATESIBTED 5 "UCD Al B AST/ALT This s B4 )L OA AT I TGRR R 5 MR EIRARAIL T8 A= L OA 5 (XN BRRR AL BB Bk Z AF B HL 5 =&
MAEA 5, AZVRICEUIESZMIE. +Fn AR, —FORTCHRM, NAFIRATH .

3.3 mEZHT

— B2 E & MUAE , N7 B UEAT AR I 3 Ik
AAAHETERI, R S 1 2> 150 pwmol/L i,
Je R L Y, THAN R AE L5 I 3 0
FRRTE . I M IRA PLER B . 15 W AR RIEER
fitf DL ROEH IR FLE IR . ASBEIIH IS W, ik

PRI P 1 B G 0 0 35 R I 2 SR AN B
W, ATHEATEETE RS HT, A0 NAGS I AN 75 24k
HURFAEZHE, CPST TG PG 75 2 3K U IE 4 4k
WHZEIE LS, SR AL 2L AR U A B e B3
ARMEEERR, ANEBE R KA ™ 5T Ml
PRI AT NHA 2 Wi fE UL 2 2
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| [
| e | | KRB L | BB 1
I [ [ [ ]
BRB A EEDIN N = I JRER | JREE JRE 1, a1,
R B 2 A PRI tt JRILIHIE 1 JRFLIGE t PRIV 1
| [
R R I AL KRR FERMRITHIR 1, * ASS ikt
o Z B MU L5 < A, e o [ R ARGl 8= ||| JRMSEmImER  t 1t Z i
WEIE, FHE ||| Eat e H i~ EULRE I o ASL it ZJiE
TR M i t LA E
o 7B AR B H o3-F25E-3- KR,
(IR, AR I T H % A AR,
o JRHTRR AL BRI A HfpNE B
FLRRER BRZAE WER T,
MrbEE, ARt iK€ o il i 2 W, B
HHE, 50% [ 72 1o ok Z | ] I3 R SR i RS
MR t SiE L| B ) LErm o i & R PR
o BRERITT I Va Sk Z A o« AR B ® R
[
SRR (R , RS g
s, AR I RN
o AR 1 70 k20 TEE, R, R 3-
o 22 R T AT 2 B R | | 5 t | | 5 B E |
H 1R NAGS i Z JiE&CPS1 fh Z i
A t
mhd, Am1Y, K JRER L, MR, KB o HHH Zi 5 1E
Jiik B, i
o Tl J22 A7 T A R 2 % o A 1M IBR-5- 3% 1% 75 1Al B LSRR IR R, WEmR
W Z A i ZAE o SRR AIEL B AR ZIE «OTC R ZJiE

2 BEFMmikR&SHEINHASETRE

[ARG1] FE2AMRNS1; [ASL] MZMITHMAYRNG; [ASS] HFa

FRBEFANR & W ; [NAGS] N-Z RS 7 i ; [CPS1] 2 EBR IR A i 15 [HHH ] = 5 SR MNAE - 2 0AE - a2 R R
JE; [OTC] SRR P BN . IR 3-H 2 TR LT/ E0 CPST Bk Z SE 7, NAGSHRZREF AR L., NAGSHE=
S CPS 1 {5l 2 i ELAT AR A1 PR R BN S s A AT 258, AT R A M S I A 2 R AN DN 2R T s | I TSR Rk 2R

AR, IRFLEERRIE N o

AR (2R N-Z L T - L- 25 240, Rdh A 0 RO IRy A AL, JEARRTIZIEN NAGS

BZAE, (HNAGSHZIEX] R A LRI URIARYT RV Y R U AR 5 IR 100%, B, NAGSHLZAEF CPS1HLZ I W Hfi2 T

BT RER AL AT BRI EAG T . 1 RO T

T T AoRHET R,

TP, | SORRE.

4 iBfr

T ez W], NHA 3657 5 0 A AR
R PR I 2K, 4Pl i 207 24~48 h N RE 2
EREE, GEERIBN . EREMAYNRIT,
2~4 h P 1R AL, A K- W] R R
Bl TH s s IR IA YT 12~24 h ARAVR 5 1E s R ok
N R RS A VAN D =R B A
S L I A U I RN R DR AR AR R A
SR MHER AT 2 7
41 EFHEHE

ST R A E R AL O SR A R 2R TR
Fr R H R, ER K R 10% 4G A R
(glucose solution, GS) FAg W FLIEAL 78 & A A= 5%

A, B Lk R A AR 0~6 H i 2L,
10% GS I & 150 mL/kg (40 keal/100 mL) , e
1200 mL/d, %ii3 3 8~10 mg/ (kg-min), kG
WiAlE IR 0.5 o/ (kged), FE3 g/ (kgod) '™,
S A A AR A RO R, R B A Y
GSHINAJESZ, 0.01~0.02 U/ (kg-h), ZEFEiMpE
IKAEFE 5.6~11.2 mmol/L Z [6] "', 4 & A= ™ o =5 1l
B, HFLER>3 mmol/L, NFEK GSHEHER, 1A
SRS A Y i 2 KR 2 100 pmol/L
LR, JWAE24~48 h NEH I AR AR, dhh
0.25¢/ (kg-d), HcEi1.5¢ (kg-d), FERRHIEE
JEHE A T BE- S BN JR R B S A U X
FPARIMMA, L BRHIRIRER IR, /R
AW EEAR. AR, SER. Fodm) 0
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WA, IR R R . LT i
iR, AksetEplmEssE >, PAFA LA H RIRE
Jo e T AR B R R ) 45 A BR 1 2 DL ) R T A {2
gz RA CRIWIRIZITam (20194ER) ) 2.
4.2 Z¥niaTr

e 2 MLAE WIIR YT 259 32 A 45 P Rk
BRI R Z G E 259
421 R OF B A WA R W R
(sodium benzoate, BA) . X & B 1 (sodium
PAA) . R T R
phenylbutyrate, PBA) FI& T 2 H MBS (glycerol
phenylbutyrate, GPB) 22271 - Hrft PBA £ GPB &
PAA BRI Zg Y = 7 BA 5 HEARS AT NS
PRIR, PAA S RBEREES BT R A 2B
X 2 FP AR BT Bl PR HE T, g T R
A Z BB K A L2 ™ FE 20134, 2015 4FF1
2016 4%, GPBG/E#k45 35 [ | R R &= K4tk
TR IrA SR B R ZPEUCD ™, GPB AN
BRI, RMOR OOMIR, FE/D A K R RE L PBA
FUH M, SR PBA FREL AL R TEPE B2 PAA ™0 &
ZUMAE fER A K AR B FZ B )L, GPBIE
AFE A 11.2 mL/ (m?+d) A18.5ml/ (m*-d),
Iy3~6 7R, oM Z O RG 25, i H e
e, RIS BRFIN AT PA RIMMA, K —
RIRTEFIIRE R, REABMIK T EARIL
422 REBFRERIL DY WHAYAE LKA
iz, L-JNERR . RAEARRML-P6 ", LK &R
fig Fl L- R R e A A A e, AR B IE AR
Y, SRBREEESE R RIEAHRIE " LR RS
FHFBR ARG St Z iE DAAR ) A )7 & ¢ UCD ™ >,
AARE T 0A 0 LAS 2 BRIk E 5 vl fig 38Uk
M, Rl B B2 MBGENTIRY T, BN LA
R — AL AR, — U BRI A
ook P, Zoh R = 51 ) UCD & FEUE R
fRskh =, NILNAGSELZAE . CPSIEZHE . OTC Gk
ZE . HHHZEGAE 835 T AR 7E LA 24 R sl HL R AR
ROR LN E R s M, X 40 A o il i = 5| £
UCD, ANEES ASL 6= i A1 ASS 6l 2 iF 8 5 4 78 L-
JNERE, WAEIL ARG 6= 5F B 4 75 LK &
g o L-PABs AR EE R 2 AR A B e 4 3 Lt
7, SR AR AR C G A A1, 2R
JT OA ATE 258, WAl F TR 7 R A B ) = 2
A >, BEERHTEE M UCD 2,

KA AR E NAG G S, M NAG fit=

L v
BRG]

phenylacetate, (sodium

i, RAEIRVEN NAG RS CPST, ek
R BEREIR G, G IRE IR RAEIR, AR 2
IR 1552 R EIR T 2003 4FE 1 2010 454351 9
KU 24 LS R 5 £ 245 i AV B A B e o
FIRIT NAGS Bt = i 5 | S (14 I & & MAE , D
RNENAGS B Z JE ALY Y, Sk 2T
faf 54 100 me/ke ARSI N 452, 45k 100~
250 mg/ (kg+d) "o 2011 4FRRIMN 24 445 B st vk
BRARHTIRI T 2 OA B4k & M s & iE
2021 473 E & 2 it B B R RS A T
JRIT OA A PA FIMMA o Az JL OA B & IMILAE 2
PERI RS E R 9 100~250 mg/ (kg-d) ', K
BT RIE A 50 mg/ (kged) 0 XA JLAKEOA /Y
R, AR a5 205 BRAA
PR I W (o= - (= T S o 1 = 7
(<60 wmol/L) “Z4A %G k™, HikHT
KIARYT 2 Ak, RERERRE TR B R
kR " RS RAER e Z—L
ANRIR, WEEE. B8, (ARG E 545
EEHIRCR (KA )
423 Hdpissy RN BIERAEIEBA, &5
MR T 8U% AL, A PAA 3 PBA, FEAE &
FIR A0 F BA FI PAA 5 PBA, Hif % 52 SR 4h
o LA AR 5l L- N R A H . 2019 &4
(1 UCD 12 Wi FA8 B ma 72 T 2k = &L AE YR YT
T (FR2) KR (£3) ™,
4.3 Z#ET
FEWEBENTIRTT NHA (A TCIE A T 1 P B R
R 3 ¥7 (continuous renal replacement therapy,
CRRT) okt iz sl fe i iz 2 A o i
A PSR Y MEENT ARG B, (HaT
ML 3h S AR E AL Z KR Y, CRRT A
AT I 3 )2, Joil 2 3 A BN,
2 NURE BN AR T R R R T B
CRRT Ji 20 () 2= 2538 W IS i e R Gtk i et
fb, J& “—J191” W EEE . L R A LAE
CRRT & HHERIF5 th, & 775 CRRT  (Ifil 37 2 30~
50 mL/min, MR HEAN T ES1.S) AR NI
>1 000 pmol/L B H IR 4R IAYT o SRTXS T4k
U, T I A3 RN AR AR T B AR PRI, 3k 2 5
Jiti BT A= )L CRRT By — K Befs V. 20144F, & RFIFF
K TR A <10 kg 22 LMK CRRT 324 4, &
A F K 2.5~9.9 ke, &K 0.15~0.5 m* 1y 22
JLP, 78 NHA i R s H R () n] 45 e
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At . BRI P AR TR ELILIR A AL
MLEE P T PRSI 2 DU R L, 3

F2 AMBEMNERTAR"

2K ;
(wmol/L) S AN uch
e LR @ (I A REEA { FEATASIIEHIN
® i Ik K 7E 10% GS Bi ik o g AR, B 2B L @ bk i T 10% GS B ik o fig A%, B R L
10 mg/ (kg'min) = FEZHHR" 10 mg/(kg* min) + R ZE"
@ 453 h Wi 1 v i 2K @ £33 h Wi 1 vk 20K
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