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NEERERALERICD-10-CM A —RREEZRHRE

- HERE
HFERZE RATRRE
N
ICD-10- ICD-10-
M| () o (HEsEA)
R R
i . . . iy _2 - A
A kXA B E ¥ Inbomn errors of metabolism AR RBERMEE ;iz;;’: 35
. . , . ; - Bk T (FHh
OAl B EH/BAUEE Urea cycle disorders QAL A ¥#EAHE ¥ Ureacycle disorders_( & 4 £ ) f85), XF
EUIE )
S R ME K & % 3% |Congenital urea % R M B % 1% % |Congenital Urea & E 3 XK
AL 01 RS cycle disorders E72.20 Al 0l RS cycle disorders E72.20 BN
02 |/ B B o Citrullinemia E72.23 02 | NBE BE o s Citrullinemia E72.23 EX 312
Nitroacetylglutamate Nitroacetylglutamate
An Ak Synthetase 208 % - synthemse
03 Z::f;‘ f‘ B & A deficiency, NAG ~ |E72.29 03 gé:f z‘ f 28 5 deficiency, NAG ~ |[E72.29 KI5
Bath L2 synthetase AR synthetase
deficiency deficiency
. Ornithine Ornithine
923 B
04 ;gﬁ:ﬁ:}: A transcarbamylase |E72.4 04 ;giﬁ A4 transcarbamylase [E72.4 5 E
N deficiency AR deficiency
i BBl s - | yperomithinemiz & 3 s - 5 yperomithinernia- §E KA
05 | £ d sk - %5 i B g | YPErATIIONCIUA g5 4 05 | dn g - 5 M BREE[, S Do OPEI pg) 4 *
e . Homocitrullinuria S Homocitrullinuria N
I JE 4% B syndrome SEAE A% BF Syndmme
OA2 B R B/ H MK ME Y OA2 BB/ A RERHARFE % I 3t X %a
Disorders of amino acid/organic acid metabolism Amino acid metabolic disorders / Organic acidemias DL
Amino acid | Amino acid
A2 |01 [BRABEAAER  metabolic disorders (E72.8 A2 |01 |BABEARHAEA  |metabolicdisorders [E72.8 RIEE
(Aminoacidopathies) (Aminoacidopathies)
. . N . % P XAk
02 & BeReEt Sk |Homocystinuria [E72.11 02| &BtiEsk sz |Homocystinuria |E72.11 Pl
03 % P #ikkss E  {Hypenmethioninemia [E72.19 03 | & ¥ 5tz |Hypermethioninemia |E72.19 K45 E
Tk 2 H B dn - g -
04 JEErTiE B H Bk ER Nonketotic | & 04 JEEAME B H BEES A Nonketotic | o KEE
SE hyperglycinemia JE hyperglycinemia
. . " . % E® XK
05 | R B SR A2 Phenylketonuria |[E70.0 05 | K& F e Phenylketouria  {E70.0 P
Tetrahydrobiopterin s Tetrahydrobiopterin
A ihS N
06 | R4 E deficiency E70.1 06 | BA KRR LI deficiency E70.1 REE
T Lr &) P RS s ‘
07 gL 2 N.29: Hereditary E70.21] 07 RAEN BB REEE Hereditary E7021 BE
bl tyrosinemia E tyrosinemia
08 [ Maple syrup urine |0, o 08 g i% A Maple syrup urine |-, ABE
disease disease
09 | A AL Organic acidemias(E71.118 09 | F 8L dn E Organic acidemias{E71.118 FREIE
. Isovaleric . Isovaleric
2 3 4
L. 3,2. £.54 acidemia E71.110 [(E:33. %% acidemia E71.110 KIEE
1 =8 IE 0 % —|Glutaric aciduria ggz&i E72.3 1 A8 RE > % —|Glutaric aciduria gz:III E72.3 AiE
N . : )\ = . :
i typel ~ I E71.313 e typel ~ 11 E71.313
12 |8k o Propionic E71.121 12| 8 o Propionic E71.121  |A#5E
acidemia acidemia




_ . Methylmalonic _ . Methylmalonic
13| F AR &bk acidemia E71.120 13 [ A =8 dnsff acidemia E71.120 EX 313
va . _|3-Hydroxy-3- ‘a . . |3-Hydroxy-3-
3-58 K -3- & x| Y ArOXY 3-58 A-3-F % |0 Y AroxXy
14 ﬁ;ﬁi FRAA methylglutaric  |E71.118 14 ﬁ‘{iﬁj—: FEA methylglutaric ~ |E71.118 EXC
i acidemia HE acidemia
#R) R Fo &4 PAH type PKU 7l 3 &8 g A4 | PAH type PKU .
15 ﬁi%:;ﬁ]@‘-:;ﬁéz combine with E74.31+ 15| ;;ﬁ]ﬁﬁf&; combine with E74.31+ % E 3% 3 K]
] sucrase-isomaltase (E70.0 * Sucrase-isomaltase {E70.0 NG
REJE dcficiency IR deliciency
|§- P 3
16 | & BEREBE fafF. Hyperlysinemia |E72.3 16 | &8 A 8 s |Hyperlysinemia |E72.3 {é Bt XA
17 | 4 Bk &% % Histidinemia E70.41 17 | SR BE Histidinemia E70.41 AIEE
- = . .| 3-Methylcrotonyl- - = : .| 3-Methylcrotonyl-
ELFIRT Y Y Z ¥ AL DA Y Y
18, , .. |CoA carboxylase |E71.19 18], , . |CoA carboxylase [E71.19 ARIEE
A AL T2 E deficiency A BACEE R LI deficiency
5 Multiple ; " Multiple
1 #4 AL AR AR | S
19 i%r daiiacaanc carboxylase D81.819 19 i%ﬁi&{t%&#i carboxylase D81.819 RIEIE
7 deficiency = deficiency
20 ] 5 B B A Hyperprolinemia |E72.59 20 | % AL A Hyperprolinemia [E72.59 A5 E
s Aromatic L-amino " Aromatic L-amino
HL-BEk 3% L-gg
21 H’;f; m&:f ;gﬁ acid decarboxylase |E70.9 21 ;;; %é@;’f gfﬁ acid decarboxylase [E70.9 KiEE
~="= ldeficiency ISR | deficiency
. Tyrosine I Tyrosine
: 3 4 S
2 ?& ki fLahing hydroxylase E70.20 22 ?fmﬁ“m‘”‘i hydroxylase E70.20 AFEE
’ deficiency = deficiency
Cobalamin C Cobalamin C
$ 7% = & o g 55| defect 3 5 =5 o 434 | defect .
Z ” E * (Methylmalonic [E71.120+ i n . = (Methylmalonic  |[E71.120+ |fFEP ~ 3
23 (% BBk B PR E L) . 7. 23 | B AR E fu i L
b1C 7 acidemia apd ' E72.11 (Ch1 C 1) aciduria and _ E72.11 b A
< y Homocystinuria, < y Homocystinuria,
cb1C type) cbl_C type)
B B 5 1 G S B . % _,:
24 BAMS LB & Primary . £72.53 4 B 38 B K Primary . £72.53 % E 3# K
SE hyperoxaluria JE Hyperoxaluria NG
25| B AR Alkaptonuria E70.29 25 | B RIE Alkaptonuria E70.29 KIEE
B AT $E
BARBEY
©A3 B/ #4585 Lysosomal storage disorders OA3 A5 H 1 % f;; ﬁi‘iai:ﬁ
P~ gy
BEH
- . - . % JE 3% 3L
A3 |01{BERE Gaucher disease |E75.22 A3 |01 |BERE Gaucher’s disease |E75.22 E RXA
GM1: GMI:
02 GMI/GM2 # &  |GM1/GM2 E75.19 02 GMI/GM2 #4&  |GM1/GM2 E75.19 AL
B W EsBE Mk |gangliosidosis GM2: B HAS k2 |gangliosidosis GM2:
E75.00 E75.00
03 |Fabry K& Fabry disease E75.21 03 {Fabry K& Fabry disease E75.21 P
E75.240: E75.240:
Type A Type A
E75.241: E75.241:
Niemann-Pick F, Ni Pick ;3;232]32 Niemann-Pick k&, Ni Pick 37[5’82}22
- e iemann-Pic 242: ra— L iemann-Pic .242: ,
04 1‘;?. BB RE i FA disease Type C 04 )E SIS RE R disease Type C k#5E
2 E75.243; B E75.243:
Type D Type D
E75.248: E75.248:
other other




E75.249: E75.249:
unspecified unspecified
Metachromatic Metachromatic %R K
05 [IMLD 7% 1% 2% leukodystrophy  [E75.25 05 |MLD s 1% 8 Leukodystrophy |E75.25 A
’J\g
(MLD) (MLD)
Globoid cell Globoid Cell .
% 4 = 4 ) = % B 3
06 7} wH & Rk leukodystrophy  |E75.23 06 2 A E R Ak Leukodystrophy |E75.23 TI\ ,ﬁ;i EXX
#E {Krabbe’s discase) k (Krabbe’s disease)
B RE KRR M Infantile form B ARG EE Infantile form P
\ . I
07 |Famsmsh (X |Yo0omalacid pyg g 07 RamBsh (X [YSOOmALACd gy s # 5 XX
- % Kog) lipase deficiency WAL R B R Lipase De iciency B
R R AR (Wolman disease) AL X N (Wolman Disease)
08 W Bz BE oo fE Cystinosis E72.04 B A701 #3)
Typel:
E76.01
E76.02
E76.03
Type2:
E76.1
. Mucopolysacchari |Other:
094 5 #si doses E76.210 B AT02 85
E76.211
E76.219
E76.22
E76.29
Unspecified:
E76.3
ERBEREEY cy .
E77.1 B A7-03
10 (A Fucosidosis B Es 3l
11 {3tB B F 4k 2 5 |Sialidosis E77.1 J& AT-04 #% 5]
type I:
E77.1
12|46 85 4 Mucolipidosis (7> 0“ A & AT05 #371]
type I'V:
E75.11
#F 4% 7T #8 3% B5 8 |Neuronal ceroid
13 R lipofuscinosis E754 B AT-06 %5
%
B A707 £
J ng - i .
14, &AM Multiplesulfatase |75 5 I+ A5
S ‘ XARNE
©OA4 5 AL HRMEE . BT H X da
A4 EXONE E ]
Disorders of carbohydrate metabolism OAd gL et R R ¥ oy EA
Ad |01 | F 5L o Galactosemia E74.21 A4 (01 |F 3 dnsE Galactosemia E74.21 XRiEE
E74.09: E74.09:
type 0 type 0
E74.01: E74.01:
type I type I
E74.02; E74.02:
type II type 11
E74.03: E74.03:
. Glycogen storage |type III oy 1k Glycogen storage |type III
02 Fr B A disease E74.09: 02 A a8 4 MR disease E74.09: ABE
type IV type 1V
E74.04: E74.04:
type V type V
E74.09: E74.09:
typeVI-XI typeV1-XI
E74.01: E74.01:
Von Gierke's Von Gierke's




- Glut (Glucose Glut (Glucose
Bis o B 5 1% 8 H 48| transport) 1 R 42 %6 Bt % &) £ #%| Transport) 1 %5 E 3 XK
03 ARG deficiency E74.3 03 ks deficiency E74.8 NG
syndrome syndrome
04 |44 85 8 BB 82 2 55 gg‘;";;i‘;?se E74.8 04 |$h82a7RGE: 2 I gggﬁig‘c‘;’“e E74.8 Ai5IE
38 3T 3 X 4
©AS BsBEE L& % Disorders of fatty acid oxidation  |©AS A& A58 1L B % el
DHL R
- N . ETL30 NE71314 e . E7L30 1e91314
Fi5 8% 8% RACAE A #2|Fatty acid ETE310 1171 318 RE Wy a% BILAE B 8 Fatty acid E7L310 171318
A5 101 7S E71311 AS |01 e L7131 ES
4 oxidation defect  [g71312 [E71-2 ] oxidation defect  |g71 312 |E7L-32
Er313 B0 o (BT
Carnitine Carnitine
02| 8 4 bk s 2 g5 | deTiciency E71.41 02| bt i 2 [ dETiCIEnCY E71.41 AHEE
syndrome, syndrome,
primary primary
Medium-chain Medium-chain
- = gxlacyl-coenzyme A 4 S 1 B - & acyl-coenzyme A
03 ;ﬁ_ﬁ;?&%ﬂﬂ dehydrogenase  |E71.311 03 ;i}:ﬁg ok e dehydrogenase  [E71.311 k1% iE
HIALAE deficiency A deficiency
(MCAD) (MCAD)
Short-chain Short-chain
4 4 B 5 8% 88 |acyl-CoA 448 e 15 8% & 888 acyl-CoA »
04]., P dehydrogenase E71.312 0414, Py dehydrogenase E71.312 ES T3
deficiency deficiency
%E ¢ XA
©A6 45 B ¥ Mitochondrial disorders QA6 BB XBMES 33T B X tw
PR
A6 (01 [ s 24 52 R :}g‘f‘;‘;h"“d“al E88.40 A6 (01 [HrspatshRs z’i'fté’c"tho"d“a' E88.40 KI5
H49.811 H49.811
02 Kearns-Sayre )X, Kearns-Sayre H49.812 02 Kearns-Sayre i, |Kearns-Sayre H49.812 s
JEARBE syndrome H49.813 A% B syndrome H49.813 z
H49.819 H49.819
Leigh £, % 4 ¥ 8% Leigh 1, % # 4
03[ 40e ;; IR cih discase  G31.82 03| 4ops g‘gwﬁ% Leigh disease  |G3182  |k#E
04 MELAS 7 {2 |MELAS E88.41 04 [MELAS % %% MELAS E88.41 RIEIE
MNGIE 7 fg#¢4n. [Mitochondrial MNGIE sz fz2¢4 [Mitochondrial s
05 |4kt v i 4 1 pgpy DCUrOBBSTOMNtestinal o oo 4 05 |2t 3z 1 g [Rowrogastointestinal |p oo o |5 E XA
o 3k encephalopathy _ g Encephalopathy N
75 BIEARBF syndrome R B IE 1% B Syndrome
= = |Pyruvate 5 po & 5s [Pyruvate
06 zfg B85 dehydrogenase  |E74.4 06 :Bjﬁﬁ 2. .5 dehydrogenase  |E74.4 ESC A3
A deficiency YR deficiency
'5 ar
07 | & KE 1% 2% Barth syndrome |E78.71 07 | & KR % 3 Barth Syndrome |E78.71 f;; XK
& 14 K 3% 1% 1 R |Leber hereditary F 14 K K 4% 4 4R |Leber hereditary
08 P43 optic neuropathy H47.22 08 L Rt optic neuropathy H47.22 AEE
B AT 3im)s
BRMEY
OAT &% FX B A ¥ Disorders of vitamin metabolism |©A7 ;& 4R M E ¥ TA%A:’;;: ﬁg
£ o BT

"HEEER




WEF L A
A7 %8

Fa A7-01 #87)]
A3-08 ;
g ~ |Biotinidase  pa ; I ; & AlL-10 £
A7 (01|t Ressk 2 deficiency D81.810 A7 (0] |BhRk 8% S Cystinosis E72.04 5 A7 » i
HERIK
'J‘ :g
Typel:
E76.01
E76.02
E76.03
Type2:
E76.1
. Mucopolysacchari |Other: n
02#: 5 M doses E76.210 B A309
E76.211
E76.219
E76.22
E76.29
Unspecified:
E76.3
HHRBAHEF N
. A3-10
03 (B ) Fucosidosis E77.1 F#3
04 sEEEBY K42 JE |Sialidosis E77.1 #5] A3-11
type I:
E77.1
05 |26 8 W Mucolipidosis g‘ff;lo‘ HE gy A3.12
type IV:
E75.11
¥ 42 70 4l #% A5 48 |Neuronal ceroid .
06 A MR lipofuscinosis E754 B A3
. oon X #% A3-14 »
07 % BB B R Multiple Sulfatase |« g &5 E % X
X deficiency
KE
OAS EBIBE R s WM E QA BRI AIERBEY % 3R X fm
Disorders of cholesterol and lipid metabolism Cholesterol and Lipid metabolism THRLR
3 A F 5 5k M 3 |Homozygous 2 A 3 % 35 m = |Homozygous
A8 |o1 Hr; & ;ﬁ AL B il E78.0 A8 |01 ;5; j:f B amilial E78.0 AAEIE
s Bl 87 s g2 hypercholesterolemia < = hypercholesterolemia
P % 2 Famlllal 2 > % Famllial ot
K 5 S P . K i 2 S . % -E- ~
02 iﬁg & LA B hyperchylomicron {E78.3 02 j;ji;i LR Hyperchylomicro |E78.3 f; - XX
emia nemia =
G [ 5% fo ; g A .
03 if’ BRI B | Gitosterolemia  |E78.0 03 i)@ BEEE R | Giosterolemia  |E78.0 A E
) « re |{Congenital
04 fﬁ ; ﬁ: }f B generalized E$8.1 & A1106 151
& k lipodystrophy
Cerebrotendi RALLOT
05 B Be 4% K5 x:;fh;:’niosli‘;"“s E75.5 3 BEERK
B KB
#% E P XA
©A9 £ B R # £ % Disorders of metal metabolism QA9 wh i BT [ 32T X tm
DRRLHE
A9 |01 A AKE Wilson's disease |E83.01 A9 (01 BB A& KE Wilson’s disease |E83.01 k#5E
02 |Menkes £ %28 Menkes syndrome |E83.09 02 |Menkes 12 %  |Menkes syndrome |E83.09 KI5 E




Molybdenum Molybdenum
03 |$BEBRER Z & [cofactor E61.5 03 (saslBsh ZF  |cofactor E61.5 k15 E
deficiency deficiency
% B ¥ R
©A10 B 815 B ¥ Peroxisomal disorders QAL BEA R ME Y 33T I tm
DHL AR
Z “ J P 2
Alo [oy [Celbweger FUE % |Zellweger E7L510  |Alo o1 [ ZoWeser R \Zellweger E71510  |KfEE
£ syndrome £ syndrome
L
E71.511 E71.511
B LR AE & H % |Adrenoleukodystr E71.520 ¥ LB B & § &|Adrenoleukodystr E71.520
2 k5 oph E71.521 02| 4 N E71.521 R FEIE
? Py E71.528 ' oPhy E71.528
E71.529 E71.529
. . 4 IRhizomelic . . & |Rhizomelic 2
7wy " & Al % g % %
03 g‘;giﬁ ;f; B R & chondrodysplasia |E71.540 03 E‘;iﬁ % ; L Chondrodysplasia [E71.540 fj\g: RAN
A punctata AR Punctata e
¢ ic di : AT Lt
©AIl £46R#E ¥ Other metabolic disorders QAT Ao R# R ¥ A
RS
) E80.20 E80.20
All (01 [REE Porphyria E80.21 All (01K E % Porphyria E80.21 &A% E
E80.29 E§0.29
Lesch-Nyhan £ [Lesch-Nyhan Lesch-Nyhan K Lesch-Nyhan
02 158 syndrome ET.1 02 ey syndrome E79.1 KIEIE
% 5 6 B R, 1k 8% |Sulfite oxidase D EE KL B LA |Sulfite oxidase
03]y s deficioncy E72.19 03|35 deficioncy E72.19 AI5E
Carbohydrate- Carbohydrate-
% 7K AL & & Z B8 |deficiency 5 K AL A 41 % 88 |deficiency
04 B A EERE glycoprotein E77.8 04 T aEER glycoprotein E77.38 RIEE
syndrome syndrome
05{=F ARk  |Trimethylaminuria |E72.52 05| =F &R ME  |Vrimethylaminuria |[E72.52 EX N2
C tal R A11-06 £
. . |E83.39 K R Ak & g gs g |ongenita 7| AS-04 ;
06 | {55488 85 #8%  |Hypophosphatasia £83.31 06 BARRE ﬁ:;f;;slifgghy E88.1 % AlI08 %
#E All-06
B AIIO7
| A8-05 3
Beta 27 # 8§ 4% % [Beta-Ketothiolase ¢ . Cerebrotendinous B AlL09 #
07 SE deficiency E71.19 07 | Bt 3 8 1 Xanthomatosis E75.5 WEAIQ7
% JE 3% UK
B
& A11-08 &
WE A11-06;
. |Cerebral creatine . . [E83.39 B Al #
08 | KBS ALES £R % JF deficiency E72.8 08 &M EL A5 88F  Hypophosphatasia E8331 H% ALL08
v EEEEX
KB
B A1L-09 B
N HE All07
BB EGEA L Thiamine
., metabolism Beta £ #2854 % {Beta-Ketothiolase B ALL-12 #
09 ?l)ﬁ‘w%ﬁt&% dysfunction ES18 09 B Deficiency E7L.19 #ZE AI1-09 ;
ke syndromes £ E 3% X K
NG
Biotinid #5] AT01 -
10|24 Faash s |0 Onmcase D81.810  |df #§ £ % X
Deficiency
KIE
11| KB ag 422 5 Cerebral Creatine E72.8 BHE

Deficiency




Al1-08 > 4%

IR
B E (4 % Thiamine @ﬁi
12 ézﬁjisé;iiﬁ Metabolism ES1.8 AL1-09 > 5
. R Dysfunction ' EREX A
TR B Syndromes z
. HEPIXA
¢t & s g oy N A
BRES AL A AL T ERT Y 1T 35 X b
Disorders of the brain or nervous system s )
SERLH
Multiple sclerosis, Multiple Sclerosis,
% % 1k 50 1L £ /32 |MS/ Newromyelitis % 5 1 3R AL IR /32 MS/ Neuromyelitis 5 JE 3 X A
B1 |01 Wb s H A L opticas G35/G36.0 |B1 |01 b Optica Spectrum G35/G36.0 I
disorders, NMOSD Disorders, NMOSD
ME e Amyotrophic S goe b g Amyotrophic
02 ?Ef‘ o8 1A AR lateral sclerosis  |G12.21 02 j’éf H 1R R lateral sclerosis  |G12.21 EXE3
o (ALS) = (ALS)
£ E K P4 e B | Ataxia S & AL b F | Ataxia
03 1% TR 1% B telangiectasia GIL.3 03 IR AR B telangiectasia G113 AL
Huntington Huntington
0a|F TH g B |CSoase O 0, 04| THRRBsgp (S5O 6, Py T3
Huntington's Huntington's
chorea) chorea)
05| & 4% K Rett syndrome  |F84.2 05| &4 KaE Rett syndrome  {F84.2 RIEE
-y 2 4 |Spinal muscular  |G12.0 s 3 % 42 |Spinal muscular  |G12.0 .
06 | A HETEILA £ 588 atrophy Gl 1 06 | HREVEALA 4R atrophy G121 RIEE
B2 B R AEE®)| Spinocerebellar B-RE/] B R{LML 8| Spinocerebellar
07 T ataxia Gll.1 07 i g ataxia Gl1.1 ki
08 |4 an A 1bE | Tuberous sclerosis|Q85.1 08 |4 &ML |Tuberous sclerosis|Q85.1 EX A3
Congenital Congenital
Jo R FBUEGE {insensitivity to R MR R HUEE (insensitivity to
%
09 PR pain with L744 09 A pain with L74.4 ESC
anhidrosis{CIPA) anhidrosis(CIPA)
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