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Congenital Malformations, Deformations
and Chromosomal Abnormalities

(Q00-Q99)

This chapter contains the following blocks:

Q00-Q07  Congenital malformations of the nervous system

Q10-Q18 Congenital malformations of eye, ear, face and neck

Q20-Q28  Congenital malformations of the circulatory system

Q30-Q34  Congenital malformations of the respiratory system

Q35-Q37  Cleft lip and cleft palate

Q38-Q45  Other congenital malformations of the digestive system

Q50-Q56  Congenital malformations of genital organs

Q60-Q64  Congenital malformations of the urinary system

Q65-Q79  Congenital malformations and deformations of the
musculoskeletal system

Q80-Q89  Other congenital malformations

Q90-Q99  Chromosomal abnormalities, not elsewhere classified

Excludes: inborn errors of metabolism (E70?7E90)

Congenital Malformations Of The Nervous System
(Q00-Q07)

[EXHl Anencephaly and similar malformations
Q00.0 Anencephaly
Q00.00 Anencephaly, unspecified

Excludes: hydranencephaly (Q04.36)

Q00.01 Incomplete anencephaly
Hemianencephaly
Hemicephaly

Q00.09 Other anencephaly
Acephaly
Acrania
Amyelencephaly
Complete anencephaly

QO00.1 Craniorachischisis
Rachischisis:

- complete
- craniospinal

- total

Q00.2 Iniencephaly
Q00.20 Iniencephaly, unspecified
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Iniencephaly, open

Iniencephaly, closed

Encephalocele

Includes: encephalomyelocele
hydroencephalocele
hydromeningocele, cranial
meningocele, cerebral
meningoencephalocele

Excludes: Meckel-Gruber syndrome (Q61.9)

Frontal encephalocele

Nasofrontal encephalocele

Occipital encephalocele

Encephalocele of other sites

Parietal encephalocele

Orbital encephalocele

Nasal encephalocele

Nasopharyngeal encephalocele

Encephalocele of other specified sites

Encephalocele, unspecified

Microcephaly

Hydromicrocephaly

Micrencephalon

Excludes: Meckel-Gruber syndrome (Q61.9)
microcephalus with cystic kidney disease (Q61.9)
microcephaly due to:
- congenital infection (P35-P37)

- exposure to ionising radiation (Q86.86)

Congenital hydrocephalus

Includes: hydrocephalus in newborn
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Q03.0

Q03.1

Q03.8
Q03.9

Qo4

Q04.0
Q04.00

Q04.01

Q04.09

Q04.1

Q04.2

Q04.3

Q04.31

Q04.32

Q04.33

Q04.34

Q04.35

Excludes:Arnold-Chiari syndrome (Q07.0)
hydrocephalus:
- acquired (G91.-)
- due to congenital toxoplasmosis (P37.1)
- with spina bifida (Q05.0- Q05.4-)
Malformations of aqueduct of Sylvius
Aqueduct of Sylvius:
- anomaly
- obstruction, congenital

- stenosis

Atresia of foramina of Magendie and Luschka

Dandy-Walker syndrome

Other congenital hydrocephalus

Congenital hydrocephalus, unspecified

Other congenital malformations of brain

Excludes: cyclopia (Q87.09)

macrocephaly (Q75.3)
Congenital malformations of corpus callosum
Congenital malformations of corpus callosum,
unspecified

Agenesis of corpus callosum

Other congenital malformations of corpus callosum
Arhinencephaly

Holoprosencephaly

Other reduction deformities of brain

Excludes: congenital malformations of corpus callosum
(Q04.0)

Reduction anomalies of cerebrum

Reduction anomalies of hypothalamus

Reduction anomalies of cerebellum

Agyria and lissencephaly
Microgyria and pachygyria

Micropolygyria
Polygyria
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Q04.36

Q04.39

Q04.4
Q04.5
Q04.6

Q04.60

Q04.61

Q04.62

Q04.8

Qo04.9

Hydranencephaly
Excludes: with spina bifida (Q05.007Q05.4-)

Other reduction anomalies of brain

Absence
Agenesis

of part of brain NOS
Aplasia

Hypoplasia

Septo-optic dysplasia

Megalencephaly

Congenital cerebral cysts

Porencephaly

Schizencephaly

Excludes:acquired porencephalic cysts (G93.0)
Congenital cerebral cysts, unspecified
Porencephaly NOS

Schizencephaly NOS

Single congenital cerebral cyst

Multiple congenital cerebral cysts

Other specified congenital malformations of brain

Macrogyria

Congenital malformation of brain, unspecified
Congenital:
- anomaly
- deformity
. NOS of brain
- disease or lesion

- multiple anomalies

Spina bifida
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Includes: hydromeningocele (spinal)
meningocele (spinal)
meningomyelocele
myelocele
myelomeningocele
spina bifida (aperta)(cystica)
syringomyelocele
Excludes: Arnold-Chiari syndrome (Q07.0)
.spina bifida occulta (Q76.0)
The following fifth-character subdivision is for use with
category QOS5 to denote the type of spina bifida:
.0 Unspecified whether lesion is open or closed
.1 Open, aperta, not covered with skin or membrane
.2 Closed, cystica, covered with skin or membrane

Cervical spina bifida with hydrocephalus

Thoracic spina bifida with hydrocephalus
Spina bifida:
- dorsal

with hydrocephalus
- thoracolumbar
Lumbar spina bifida with hydrocephalus
Lumbosacral spina bifida with hydrocephalus

Sacral spina bifida with hydrocephalus
Unspecified spina bifida with hydrocephalus

Cervical spina bifida without hydrocephalus

Thoracic spina bifida without hydrocephalus
Spina bifida:
- dorsal

NOS
- thoracolumbar

QO05.7 Lumbar spina bifida without hydrocephalus
Lumbosacral spina bifida NOS

Sacral spina bifida without hydrocephalus

Spina bifida, unspecified
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m Other congenital malformations of spinal cord

Q06.0

Q06.1

Q06.2

Q06.3

Q06.4

Q06.8

Q06.9

Qo7

Q07.0

Q07.8

Q07.81

Excludes: syringomyelia and syringobulbia (G95.0)

Amyelia

Hypoplasia and dysplasia of spinal cord
Atelomyelia

Myelatelia

Myelodysplasia of spinal cord

Diastematomyelia

Other congenital cauda equina malformations

Hydromyelia
Hydrorachis

Other specified congenital malformations of spinal
cord

Congenital tethered spinal cord

Congenital malformation of spinal cord, unspecified

Congenital:

- anomaly

. NOS of spinal
- deformity

. . cord or meninges
- disease or lesion

Other congenital malformations of nervous
system

Excludes:familial dysautonomia [Riley-Day] (G90.1)

neurofibromatosis (nonmalignant) (Q85.0)

Arnold-Chiari syndrome

Other specified congenital malformations of
nervous system
Jaw-winking syndrome

Marcus Gunn's syndrome
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- JENEC (038.0)
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FEHE: BRUIR.
- NOS(Q11.2)
- BT (Q87.03)
RRMELRTE
FERPELRFE
Q10.1 SRR INER

Q10.0

067.5,

Q07.82 Optic nerve hypoplasia
Congenital optic atrophy
Q07.89 Other specified congenital malformations of the
nervous system

Agenesis of nerve

Cayler syndrome

Congenital facial diplegia

Displacement of brachial plexus

Nuclear agenesis

Excludes: Duane syndrome (H50.8)
Moebius syndrome (Q87.09)

Q07.9 Congenital malformation of nervous system,
unspecified

Congenital:

- anomaly
- spinal cord or meninges NOS of

- disease or lesion

Congenital Malformations of Eye, Ear, Face and Neck
(Q10-Q18)

Excludes: cleft lip and cleft palate (Q35-Q37)
congenital malformation of:

- cervical spine (Q05.0, Q05.5, Q67.5, Q76.0-

Q76.4)

- larynx (Q31.-)

- lip NEC (Q38.0)

- nose (Q30.-)

- parathyroid gland (Q89.2)

- thyroid gland (Q89.2)

Congenital malformations of eyelid, lacrimal
apparatus and orbit
Excludes: cryptophthalmos:
-NOS (Q11.2)
- syndrome (Q87.03)
Q10.0 Congenital ptosis

Q10.1 Congenital ectropion
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Congenital entropion

Other congenital malformations of eyelid
Ablepharon

Absence or agenesis of:

- cilia

-eyelid

Accessory:

- eye muscle

- eyelid

Blepharophimosis, congenital

Coloboma of eyelid

Congenital malformation of eyelid NOS

Absence and agenesis of lacrimal apparatus

Absence of punctum lacrimale

Congenital stenosis and stricture of lacrimal duct

Other congenital malformations of lacrimal

apparatus

Congenital malformation of lacrimal apparatus NOS

Congenital malformation of orbit

Anophthalmos, microphthalmos and
macrophthalmos

Cystic eyeball
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Q12.3
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Q12.9

Q13

Q13.0

Q131

Q13.2

Other anophthalmos

Agenesis

of eye
Aplasia }

Microphthalmos
Cryptophthalmos NOS

Dysplasia of eye
Hypoplasia of eye } (of) eye
Rudimentary of eye

Excludes: cryptophthalmos syndrome (Q87.0)

Macrophthalmos
Excludes: macrophthalmos in congenital glaucoma

(Q15.0)

Congenital lens malformations

Congenital cataract

Congenital displaced lens
Coloboma of lens

Congenital aphakia

Spherophakia

Other congenital lens malformations

Congenital lens malformation, unspecified

Congenital malformations of anterior segment
of eye

Coloboma of iris

Coloboma NOS
Absence of iris

Aniridia

Other congenital malformations of iris

Anisocoria, congenital
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Q141
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Q14.3

Atresia of pupil
Congenital malformation of iris NOS

Corectopia

Congenital corneal opacity

Other congenital corneal malformations
Congenital malformation of cornea NOS

Peter's anomaly

Blue sclera

Other congenital malformations of anterior segment
of eye

Rieger's anomaly

Congenital malformation of anterior segment of

eye, unspecified

Congenital malformations of posterior
segment of eye

Congenital malformation of vitreous humour

Congenital vitreous opacity

Congenital malformation of retina

Congenital retinal aneurysm

Congenital malformation of optic disc

Coloboma of optic disc

Congenital malformation of choroid
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Q15

Q15.0

Q15.8
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Q16

Q16.0

Q16.1

Q16.2

Other congenital malformations of posterior
segment of eye

Coloboma of the fundus

Congenital malformation of posterior segment of

eye, unspecified

Other congenital malformations of eye

Excludes: congenital nystagmus (H55)
ocular albinism (E70.3)
retinitis pigmentosa (H35.5)

Congenital glaucoma

Buphthalmos

Glaucoma of newborn

Hydrophthalmos

Keratoglobus, congenital, with glaucoma

Macrocornea with glaucoma

Macrophthalmos in congenital glaucoma

Megalocornea with glaucoma

Other specified congenital malformations of eye
Microcornea

Congenital malformation of eye, unspecified
Congenital:
- anomaly

} NOS of eye
- deformity

Congenital malformations of ear causing
impairment of hearing

Excludes: congenital deafness (H90.-)

Congenital absence of (ear) auricle
Congenital absence, atresia and stricture of

auditory canal (external)

Atresia or stricture of osseous meatus

Absence of eustachian tube
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Congenital malformation of ear ossicles

Fusion of ear ossicles

Other congenital malformations of middle ear

Congenital malformation of middle ear NOS

Congenital malformation of inner ear
Anomaly:
- membranous labyrinth

- organ of Corti

Congenital malformation of ear causing impairment
of hearing, unspecified

Congenital absence of ear NOS

Other congenital malformations of ear
Excludes: preauricular sinus (Q18.1)
Accessory auricle

Accessory tragus

Polyotia

Preauricular appendage or tag

Supernumerary:

- ear

- lobule

Macrotia

Microtia

Other misshapen ear

Pointed ear
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Q18.0

Q18.1

Misplaced ear
Low-set ears

Excludes: cervical auricle (Q18.2)

Prominent ear

Bat ear

Other specified congenital malformations of ear

Congenital absence of lobe of ear

Congenital malformation of ear, unspecified

Congenital anomaly of ear NOS

Other congenital malformations of face and

neck

Excludes: cleft lip and cleft palate (Q35?Q37)
conditions classified to Q67.07Q67.4-
congenital malformations of skull and face
bones (Q75.-)
cyclopia (Q87.0)
dentofacial anomalies [including malocclusion]
(K07.-)
malformation syndromes affecting facial
appearance (Q87.0)
persistent thyroglossal duct (Q89.2)

Sinus, fistula and cyst of branchial cleft

Branchial vestige

Preauricular sinus and cyst
Fistula (of):

- auricle, congenital

- cervicoaural

Preauricular sinus and cyst
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ICD-10-CM.B}J (Q00-Q99)
FERVEH BB Q18.107
Q18.2 Hib a8 2 B Q18.2 Other brachial cleft malformations
A EFENOS Brachial cleft malformation NOS
SRR ELAR BRHA2F Cervical auricle
Hk e Otocephaly
SRR IE . g1som
RRMMESEAE 0 Q18202
BRME FOHRE Q18208
Q18.3 T Q18.3 Webbing of neck
BRI Pterygium colli
ERUTEEERT) 0 Q18301
Q18.4 X OWH Q18.4 Macrostomia
SRk E OWIE Q18401
Q18.5 INOWBE Q18.5 Microstomia
SRH/AOWE 0 Q18501
Q18.6 ERE Q18.6 Macrocheilia
FeRMHERIE R Hypertrophy of lip, congenital
SRUEERE Q18.601
Q18.7 INE Q18.7 Microcheilia
SRMNE J 18001
Q18.8 EFFE E A4 s R e R Q18.8 Other specified congenital malformations of face
and neck
I Medial:
- e - cyst
R L RS -fistula 5 of face and neck
- %iE - sinus
Q18.9 SR R YFIERI S R BT, Q18.9 Congenital malformation of face and neck, unspecified
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Congenital anomaly NOS of face and neck

Congenital Malformations of the Circulatory System
(Q20-Q28)

Q20 Congenital malformations of cardiac
chambers and connections
Excludes:dextrocardia with situs inversus (Q89.3)

mirror-image atrial arrangement with situs
inversus (Q89.3)

Q20.0 Common arterial trunk

Persistent truncus arteriosus

Q20.1 Double outlet right ventricle

Taussig-Bing syndrome



(Q00-Q99) ICD-10-CM.BJ

SRME

Q20.2 ZEI[‘,\EXJ('.:H O | - ) Q20.2 Double outlet left ventricle
Q20.3 :L\iﬁ]ﬂﬂ(ﬁ&*fd}ﬂﬁ Q20.3 Discordant ventriculoarterial connection
Eshk AL Dextrotransposition of aorta
Transposition of great vessels (complete)
Q20.4 Q20.4 Double inlet ventricle
HFELLE Common ventricle
B —= = Cor triloculare biatriatum
Single ventricle
Q20.5 Q20.5 Discordant atrioventricular connection
Corrected transposition
Laevotransposition
Ventricular inversion
Q20.6 Q20.6 Isomerism of atrial appendages
DE-SHLEE TR L s Isomerism of atrial appendages with asplenia or
polysplenia

SRt

Q20.8 :L\Hﬁﬁ:ﬁj&&ﬁﬁﬂ@ﬁfﬂﬁﬁé Q20.8 Other congenital malformations of cardiac

chambers and connections

ol o2
Q20.9 IDEFOERERIFFERISE R B Q20.9 Congenital malformation of cardiac chambers and

connections, unspecified

m IWNEICEFIET 54 : Q21 Congenital malformations of cardiac septa
AEHE: FRMOEFREE151.0) Excludes: acquired cardiac septal defect (151.0)

Q21.0 = 5] PR iR Q21.0 Ventricular septal defect
i S

e

Q1.1 EEEsE \ - Q211 Atrial septal defect

SEEAR S At Coronary sinus defect
R BAKFF Patent or persistent:

- BRIElFL - foramen ovale

- 4k & FLAY B[R] RR SR (1 AY) - ostium secundum defect (type II)
Ik S i 45 Sinus venosus defect

1031



