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Arthrogryposis multiplex congenita (AMC) - case report

Arthrogryposis multiplex congenita (AMC) — is a term describing the presence of
various arthrogenic contractures at the moment of birth, limiting, to a certain degree, the
range of joints mobility. In some cases several joints can be affected but their mobility
might be nearly normal. In classical form of AMC the joints in the following parts of the
body become affected: hands, wrists, elbows, arms, hips, feet and knees; in acute form of
the disease the joints of the vertebral column become affected which is accompanied by
periodical back muscles weakness additionally limiting mobility (1, 2, 4, 8).

In the facial skeleton area there can occur cleft palate, open bite, high-arched palate,
limited mobility of the mandible while, generally, no abnormalities in the structure of
temporo-mandibular joint are found (6, 7).

The incidence of the disease is low — 1 per 3,000 births. The majority of cases are not
genetically determined. The most common form of AMC is amyoplasia, which occurs in
40% of children with arthrogryposis. The real cause of the disease is unknown but, due
to reduced functionality of nerve and muscle systems, fetus does not move in uterus
which leads to joint contractions in arms and legs (3, 5).

Experiments performed on animals showed that AMC is the result of limited joint
mobility during intrauterine life. Lack of normal joint function leads to additional
overgrowth of surrounding tissues, which makes the problem even worse. In the situation
of joint immobilization the tendons attached to it do not have the possibility of stretching
to their normal length and become shorter, which significantly limits joint mobility. Mus-
cle fibers may be replaced by fat or fibrous tissue.

Four groups of causes of the disease are known:

1) disturbances of normal muscle development (atrophy) caused by a congenital dis-
order, mother’s diseases during pregnancy accompanied by hizh temperature or viral in-
fections destroying cells that transport nervous impulses to muscles;

2) lack of appropriate space for movement during intrauterine life (too little amount
of amniotic fluid, abnormal shape of the uterus);









440 M. Mielnik-Btaszczak, M. Borowska

REFERENCES

1. Behrman R. E. et al: Podrecznik pediatrii. Wydawnictwo Naukowe PWN,
Warszawa 1996.

2. Brownlow S§. et al.: Acetylcholine receptor delta subunit mutations underlie a fast-
-channel myasthenic syndrome and arthrogryposis multiplex congenita. J. Clin. In-
vest., 108, 1, 125, 2001.

3. Jacobson L. et al: Plasma from human mothers of fetuses with severe
arthrogryposis multiplex congenita causes deformities in mice. J. Clin. Invest., 103, 7,
1031, 1999.

4. Luedemann W. O. et al.: Congenital arthrogryposis associated with atlantoaxial
subluxation and dysraphic abnormalities. Case report. J. Neurosurg., 93, 1, 130, 2000.

5. Levard G, Laberge J. M.: The fate of undescended testes in patients with gas-
troschisis. Eur. J. Pediatr. Surg., 7, 3, 163, 1997.

6. Mielnik-Btaszczak M., Borowska M, Stachurski P.: Rzadki przypadek
choroby arthrogryposis  multiplex  congenita (AMC) u pacjenta 12-letniego.
Wielospecjalistyczne Sympozjum Stomatologiczne: Diagnostyka, leczenie, rehabilitacja
i profilaktyka schorzefi ukladu stomatognatycznego , PTS Warszawa 2001.

7. Steinberg B. et al.: Incidence of maxillofacial involvement in arthrogryposis multi-
Dlex congenita. J. Oral Maxillofac. Surg., 54, 8, 956, 1996.

8. Witkowski R, Prokop O.: Leksykon chor6b dziedzicznych i wad rozwojowych.
Panstwowy Zaklad Wydawnictw Lekarskich, Warszawa 1982.

2002.05.23

SUMMARY

AMC (which can be also described as fetal muscle cicatrisation) is a term describing
the presence of various arthrogenic contractures at the moment of birth, limiting, to a
certain degree, the range of joints mobility. The incidence of the disease is low — 1 per
3,000 births and it is usually not determined genetically. In a 12-year-old patient treated
in Paedodontic Dentistry Dcpartment of the Medical University of Lublin the contrac-
tions were observed in elbow joints, wrist joints and ankle joints. Dental examination
revealed microgenia, limited mobility in temporo-mandibular joints and delayed teething.
DMF mean value of permanent teeth was 4. Earlier the patient has not undergone any
dental treatment. The conservative and orthodontic treatment applied was difficult due to
limited mandible abduction (2-3 cm) and limited lateral movements. Children and ado-
lescents with such diseases should undergo intensive prophylactic procedures because
their dental treatment is very complicated.
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Arthrogryposis multiplex congenita (AMC) - opis przypadku

AMC (ptodowe zbliznowacenie mieéni) to termin okredlajacy obecno$¢ réznorodnych
przykurczéw stawowych stwierdzanych juz w momencie urodzenia, ograniczajacych w roz-
nym stopniu zakres ruchomosci stawoéw. Choroba wystepuje rzadko - istnieje jeden przy-
padek na 3000 urodzefi - i zwykle nie jest uwarunkowana genetycznie. U pacjenta 12-
letniego leczonego w Zaktladzie Stomatologii Wieku Rozwojowego AM w Lublinie przy-
kurcze dotyczyly obu stawdéw lokciowych, nadgarstkow oraz stawéw skokowych. Badaniem
stomatologicznym stwierdzono mikrogenig, ograniczong ruchomo$¢ w stawach skronio-
wo—zuchwowych oraz opdznione zabkowanie. Liczba PUW w obrebie zgbow stalych wy-
nosita 4. W okresie wcze$niejszym pacjent nie byt leczony stomatologicznie. Prowadzone
leczenie zachowawcze i ortodontyczne bylo znacznie utrudnione ze wzgledu na ograniczo-
ne odwodzenie zuchwy (2-3 cm) i ograniczone ruchy boczne. Pacjentéw w wieku rozwojo-
wym, dotknigtych tego typu schorzeniami, nalezy obja¢ intensywnymi dziataniami profi-
laktycznymi, gdyz leczenie stomatologiczne jest bardzo skomplikowane.



