olt

1
=
o

AOFX| 25| K| 26(1) 1999

J

Congenital Insensitivity to Pain with Anhidrosis £t0}2] x| &1 2|

—— Abstract

CONGENITAL INSENSITIVITY TO PAIN WITH ANHIDROSIS: CASE REPORT

Tae-Geun Kim D.D.S., Nam-Ki Choi D.D.S., M.S.D.,Ph.D.
Kyu-Ho Yang D.D.S., M.S.D, Ph.D.

Dept. of Pediatric Dentistry, College of Dentistry, Chonnam National University

Congenital Insensivity to Pain with Anhidrosis(CIPA) is rare autosomal recessive disorder
which is known to be hereditary sensory and autonomic neuropathies(HSAN) type IV. It is
predilection for male and observed in early infant.

Its clinical features include congenital analgesia, which leads to self-mutilation; inability to
sweat, which leads to defective thermoregulation; and mild to moderate mental retardation.

Its dental features include self-mutilation by nail peeling, which leads to gingival ulcer,
tongue ulcer due to tongue biting, and enamel hypoplasia. Partial anodontia is often observed
as well.

Seventeen-months-old boy with CIPA was reported. This is the case in which the dental char-
acteristics are described and the dental treatment of patient is discussed.

Key words : Congenital Insensitivity to Pain with Anhidrosis, self-multilation
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Fig. 1. Family tree
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Fig. 3. Scarred 3rd fingér due to repeated finger
biting

Fig. 7. Full mouth periapical dentition radiographic
view

Fig. 6. Atthe first visit, mandibular View
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Fig. 8. Electron-micrograph of transversely
sectioned sural nerve tissue. There are absence of
unmyelinated fibers.{ x 2,000,000)

Fig. 10. After 1 month, mtrmaxillary view
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Fig. 9. After 1 month, ulcered tongue is healing

St

.

Opt

1963 Swanson®l ]3] CIPA7} 534 7z 4
AEANAEZ A 4502 9 ol A
) AAA RO Z W ZEA BuEixh 44
B8 0] meby 4384 27 % AeA
W= type T : sensory radicular neuropathy, type 1 :
congenital sensory neuropathy, type III : familial
dysautoric or Riley-Day syndrome, type IV : congen-
ital insensitivity to pain with anhidrosis, type V : con-
genital indifference to pain© 2 W+ tH(Table 1.

o] &9 A ot HHA YA &skrh
SwansonS(1965)°] 23] CIPA A 3H-5 7171 219
R0l AL o2 BIAHATE 97104 £2 A7
A, MBS ARE 283 AFALETL A5
o] Yl RAE DASA B E AFA 9 o] F
ootk A5AA 7L AT AR AT,
Brown3} Podoson(1966)& 217359 A /3# 5474
goksty o] Aghe] AAA 713 & w470
3 2E0 2 BARI T, LeviMontalcini R(1987)

SE24g 93 AT A Nerve growth fac-
orNGE)7} &2Y8) 4345 2420 R 23N 73 9 2
s A xS WAl A FaL Pl
I AAHAIY B3] p75 neurotropin receptor B
= TrkA neurotropin receptor’} 28 8 5 29M 5
Eof gt £z dat A}, A 4
& o HSAN type IV9} A S4HS BATHY
Ao, 2 Indos(1990)l & & Aol A
CIPA BAE0) 714 TikA gene®] Z¥He TR 3IA

1o o o



Table 1. Features of the Five Types of HSAN

Trmsmision — Autosomal

" Autosomal Autosomal Autosomal Autosomal
dominant recessive recessive recessive? recessive
Intelligence Normal Normal Normal Mental retardation Normal
Sensitivity to Reduced on Absent Absent Absent Absent
pain extremities
Tactile
sensitivity - Absent Absent Normal Normal Normal
Heat sensitivity ~ Absent Absent Reduced Reduced Reduced
Osteotendinous Normal
reflexes Absent Absent Absent or reduced Normal
Self-mutilation Present Present Present Present Present
Other symptoms ~ Vertigo, Hypotonia Absence of Recurrent fever
deafness fungiform
papillae
Neuropathologic  Segmental Absence of Absence of Absence of Small
findings degeneration myelinated unmyelinated unmyelinated myelinated
of the dorsal fiber, fibers fibers, small fibers absent,
oot unmyelinated myelinated fibers  unmyelinated
ganglia fibers normal reduced fibers+reduced
or reduced
Autonomic Normal Normal Hyperhidrosis, ~ Anhidrosis, Normal
nervous disorders of body  disorders of body
System temperature, temperature
postural
hypotension,
decreased tearing
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