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chthiosis, known as a skin of aligator, is a
diffuse keratosis. For the first time it was

==l=m described in the manuscriptes of ancient Chine
and Egypt, 1-3 thousand year before Christ.

Inborn ichtiosis is the congenital anomaly of skin
keratosis, developing during IV-V month of prenatal
period. Pathogenesis is unknown.

In infants the inborn ichthiosis may be revealed in
following different forms: wvulgar ichthiosis, ichthiosis
linked with chromosome, plateform ichthiosis
(erythrodermia  similar to ichthiosis, nonbullar,
congenital) and epydermolizing hyperkeratosis (bullar,
congenital and erythrodermis similar to ichthiosis).

Our case report refers to plateform ichthiosis described
by L.Brocka in 1902. Transfers by autosomal-recessive

type.

The disease is very rare, plateform ichthiosis is the most
serious form of this pathology. Rate of the disease is
1:300000. Reveals to as the congenital general lession
of the skin.

Case report: in Tbilisi experimental delivery home of N1
clinical hospital, was born an infant (2nd May of 2001). It
was the third pregnancy and third delivery of the
woman. Both pregnancy and delivery completed
phisiologically. The duration of the first stage of the
delivery was 7 hours and 15 minutes, Il stage - 30
minutes fluid free period consisted of 6 hour and 45
minutes, fetal third was clean with a little amount.

Newborn was delivered alive, fullterm, couldn't be
estimated by Apgar score, because of uglinen. Weight
3400 gr, length 52 cm.

Objectively: general lession of the skin, covered by
thick, compact white - grey covery with deep red
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coloured fissures excreting bloody secretion with strong
decompositive smell. Ectopic protract eyelids, mild
cranial bones, ectopic nose with hardly mentioned
holles, deformed curicula, yawning position mouth so
called fish mouth.

Deformed palms and foots syndactilia, protracted
thorax, respiratory difficulties. Lung auscultation reveals
poor respiratory sounds, heart tones were muffled
systolic murmurs could be auscultated. Flatulented
abdomen. Enlarged liver margines below the costal
arch for 4 cm. The urination and meconium are not
performed. Hyperemia of the ectopic pudendal labies:
anal orifice suction reflex presented.

The newborn was consulted by the genetics: parents
refused to conduct cytogenetical test.

Female newborn had the typical symptoms of ichthiosis.

Mother from the first pregnancy also delivered the baby
with congenital ichthiosis, who died a few days later at
the delivery home. As she said the baby had skin
lessions only on the abdomen and joint areas.

From the second pregnancy she delivered practicaly
healthy male baby.

The form of the ichthiosis can be determined by the
specific dermatological and opthalmogical tests. Taking
family history and infant gender under the consideration
we conclude that this is the case of autosomal-
recessive transfere.

72 hours later newborn died.

Pathanatomical and morphological investigation has
been conducted with following datas: right lung 8-5-2
cm. left lung 8-5-2,4 cm with deflated, red coloured
posterior - inferior fegment.
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Thymus 4-3,5-1 cm, heart 4,5-3,5-2 cm, oval orifice was
opened, the wall of the left ventricule thickened a little.
Liver 11-6,5-3,5 cm., spleen 5-3-1,5 cm, internal organs
prethors, kidneys (right 5-3-2,5 cm, left 4,5-2,5-2 cm)
with pink pyramides gall-bledder length - 4 cm, width 1
sm full of bills, pancreas 5-1 cm.

Big brain hemispheres - N. cerebellum of a little site.

Micromorphology: perivascular oedema of the brain.
cerebellum without pathology. partial atelectasis of the
lung, interstitial pneumonie, presence of the
haemosiderine. Miofibrile dystrophia of the heart.
Thimus stromal nidus fibrinoid necrosis. Perivascular
cell infiltrarion of the liver. Delated pancreas ductus, with
moderately presented connective tissue. Unmatured
glomerules with mesenchimal cell proliferation and
systemic dilatation of the tubules in the kidneys. Pulp
hyperplasy of the spleen with clear plethoru. Intestines,
uterus, ovaries without pathological changes, expressed
hyperkeratosis, multiple ichthiosis of the skin multyrices.

Pathologanatomical diagnosis: Innate multyvices inborn
ichthiosis, atrial septum detect, microstomia, hypoplasy
of the auricula, aplasy of the nose, deformation of the
extremities, joints, mild nidus displasia of the Kidneys:
partial atelektasis, interstitial pneumonie of the lung,
spleen pulp hyperplasia. Protein distrophia of the liver
and kidneys.

Basic cause of death are multiple congenital anomalies,
some of them are uncompatible with life. On the basis of
the clinical, pathanatomical and morphological
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investigations the diagnosis of the plateform ichthiosis
has been confirmed (nonbullar inborn ichthiosoform
erythrodermis). By the genetics the following
recommendations have been given to mother: on the
10-12 week of the gestation in the case of the next
pregnancies the byopsia of the chorion and the test on
DMM should be certainly done to reveal the congenital
abnormalitis, as the risk of the next fetus
maldevelopment is 25%.
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BpoxaeHHbI UXTHO3

Hnea Maoocasuose, Unea Mamyuuwesunu, Maxa Pusiceaose, M3us Yepexenuose,
Kapaman Ilazasa

Kadenpa nenquatpun 1 moipoCTKOBOI MEIUITUHBI
TOumucckoro rocyaapcTBEHHOr0 MEAUIIMHCKOTO YHUBEPCUTETA

PE3IOME

B skcnepumeHTanbHoM poaunbHOM gome Nel knuHuyeckor 60mbHWLbBI POaUIiCs HOBOPOXEHHbIM Becom 3,400 T,
poctom 52 cm. BbipaxkeHo 6bINo reHepann3oBaHHOE MOpPaXXEHUE KOXM, OHa Obina MoKpbiTa NUOTHbIMK GenoBaTo-
CepbiMM  Yeluyrkamu, rnyboKMMM TPeLMHKaMn B MeCTax CrubaHus U KPOBSIHUCTBIM BblAENEHUEM KPOBSHOMO
oKkcuaaTa ¢ peskum 3anaxoM. Bekn aKTonmpoBaHbl, BbIBEPHYTHI, KOCTU Yepena Msrkme, cetdartble, HOC 3KTOMUPOBaH,
yLIHble pakoBWUHbI AedopmunpoBaHbl. POT OTKPLIT - no3a 3eBaHusl. JlagoHn u cTonbl AedopMUpOBaHbI, rpyaHast
CTeHka BbIOyXaeT, OblxaHWe 3aTpyQHEHO, OblxaHWe NPOBOAWTCS C TPyAOM. TOHbI cepaua MpUrmyLleHbl, BO BCEX
TOuYKax BbiCNylwMBaeTcst WyM. YKUBOT B34yT, MUOTHbLIN, NeYeHb BbICTyNaeT M3 nog kpas pebepHon ayrn Ha 4 cwm,
ceneseHka Ha 2 CM, MoOYeucrnyckaHusi He Obino, MekOHWA HeT. Bbino npoBegeHO MeauKo-TeHEeTUYECKoe
KOoHCcynTupoBaHue DS. MNMnactuHyatbin uxtnos (UxTtnosdopmHas aputpogepmMusi, HebynesHasn BpoXxxaeHHas ).
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