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Abstract. A 24-year-old female patienl with congenital 
ichthyosiform erythroderma. deafness and vascularizing 
keratitis yet also exhibiting normal sweating and tear pro
duction when tested is reported. This unique finding indi
ca1es that a certain subgroup of patient> with this 
generalized ectodermal disturbance may benefit from 
treatment with the aromatic retinoids. 
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The group of ichthyosiform dermatoses compri es 

the normokinetic ichthyoses (ichthyosis vulgaris 

and X-linked ichthyosi<;), the hyperkinetic forms 

(epidermolytic hyperkcratosis and the lamellar 

ichthyoses). and a complex category of congenital 
ichthyosiform syndromc� associated with other de
velopmental defecl\ (I). fhe latter group harbours a 

rare disorder of ichthyosiform erythroderma with 
deafness and vasculari7ing keratitis, which was 

probably tirst describcd by Burns in 1915 (2). A 
consi,tent finding in thi-, syndrome is the dry skin. 
referred to as --anhidrosis". reported by several au
thor� (2-7). Reccntly. however. we investigated 

sweat and tear production in a patient with this 

!>yndrome and discovercd that they both appearcd 

normal. 

CASE REPORT 

A 24-year-old woman wa� referred to our Depanment 
becausc of a generalized eruption of the skin which had 
been present since birth. She was the youngest of nine 
siblings. There was no family history of this disorder and 
no consanguinity. Soon after birth the skin became thick
ened. scaly and reddish. Almost complete deafness was 
noted at the age of 4. From the age of 11 she had becn 
photophobic and thc right cye ,ubsequcntly displayed 
marked visual loss. Dentition was incomplete and thc 
teeth were malformcd and showed carious signs al an 
early age. Genital development v.as uncomplicated and 
menarche occurred at the age of 16. Her p�ychosocial 
progress wa� considcred sat,sfactory when compared \\-ith 
other deaf children. 

On examination, her skin appeared univcrsally ichthyo
tic with a red hue. especially on the face and limbs. and 
also ,howed some �caling. The palms and soles wcre 
hyperkeratotic. The scalp hair was rathcrs canty, eye
brows and eyelashes were sparse, and axillary and pubic 
hair were totally ab�ent. The nails showed lhickcning and 
dystrophic change�. 

Ophthalmological examination disclosed keratocon
junctivitis with extensive vascularization of thc corneal 
epithelium with pannus formation of both eyes. Bullous 
dystrophia was seen in the lower segment of the right 
comea but corneal ulcerations were not encountered. The 
visual acuity of the right eye was gross ly diminished ( I /6), 
whereas the left eye enjoyed normal vision. Tear produc
tion (Schirmer test) and composition. including lgA. were 
normal. Audiome1ric examination demonstrated profound 
perceptive (neurosensory) deafness in both ears. 

Sweating on the foreann and the palm of the hand was 
investigated by thc starch iodine test (Minor test). Sweat
ing was normal on two occasions when compared with a 
control person. The more quantilative method as de
scribed by Thomson & Sutarman (8) was also performed. 
This test allows the recording of active palmar digital 
sweat glands. Numcrous active sweat glands werc en
countered. indicating that our patient was not anhidrotic 



Fig. I. Distribution of active sweat glands on the finger. 

(Fig. I). The number of active sweat glands seemed only 
slightly reduced. compared with a sex- and age-matched 
control. 

Basic laboratory lindings were either negative or within 
normal limits. including urine amino acid values. A biopsy 
specimcn from afTected skin showed a "basket weave" 
type of hyperkeratosb, focal parakerntosis and verruco�e 
folding of the epidermis. There was minimal focal vac
uolization. The capillaries in the papillary dermi; were 
slightly d1lated and small perivascular lymphocytic infil
trates were seen. The deep dermi; indicated no abnormali
ties. Most importantly. the sweat glands appeared normal 
in distribution and appearance. The acrosyringium of the 
glands di;played no gross abnormalities. Histological 
examination of the hair was unrcvealing; trichorrhexis 
nodo�a wa� not demon;trated. 

DISCUSSION 

The present case was fully dcscribed elsewhere. 
when the patient wa!> 18 yean, old (9). Allegedly 
she was anhidrotic. although sweat testing was not 
then performed. We too noticed that the skin had a 
dry appearance on physical examination. However. 

with the starch iodine test and with the method de

scribed by Thom�on & Sutarman (8), sweating 

proved more or less undisturbcd on two occasions. 
The number of functional sweat glands on the fin

gers was only slightly decreased according to the 

latter test. lntolerance to heat in the �ummer 
months. dcscribed by other authors (3, 4. 7) was not 
seen in our case. i-=inally, on histological examina
tion of affected skin a regular distribution of <;weat 

gland� was encountered. 
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Sevcral authors have emphasized that dryness of 
the �kin or anhidrosis is a consistent fcature of the 

syndrome (2-7}. However. very few cases havc 

been tested for sweat production and all showed 
marked hypofunction of the �weat gland:, (3. 6, 7). 
Furthermore, it has been suggested that tear pro

duction may also be diminished in these patients 

(4). although other auchors have stressed the normal 

lacrimation in their cases (6. 7, 10). Thus, there 

may be a subgroup of patients who do have normal 

swcat and tear production. 

Our observation may have important implica

tions. The therapeutic resort:. for this ailment re

main unsatisfactory. In theory, the aromatic 
reinoids may constitute a promising approach for 
thi� ichthyosiform skin condition (11). However. if 
basal tear production is reduced. the side efTects of 

thc aromatic retinoids such as xerophthalmia render 
this treatment a risky procedure. The vascularizing 

keratitis. often complicated by pannus formation, 

corneal ulceration and seriou:, impairment of vision 

may thus be a limiting factor for the institution of 
this therapy modality, particularly if basal tear pro

duction is diminished. It is felt that patients with the 

syndrome should not be subjected to additional, iat
rogenic, risk factors. Thercfore. functional tests on 

thc sweat glands-and especially the lacrimal 
gland�onstitute a pre-requisite for treatment 
with the aromatic retinoids. Unfortunately. in

formed consent for therapy with the oral retinoid 

Ro I 0-9359 (Tiga son) was not obtained in the pre

sent case. mainly because of the fear of further loss 
of visual acuity and the impending hazard of further 
hair loss due to this modality. 
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Loiasi� is one of the filaria infection� \\ hich affect 

man. caused by a nematode worm. loa loo. endemic 

in the West and Central African rain fore�t area up 
to the Sudan (7). Humans arc infocted du,·ing 1he 

hloodsucking phase of the infectiou, mangrove fly 

(Chry�ops spp.) (3). lnfcctive larvae picrce thc 

probosci� shcath of the fly and sub,equcntly bur

row 1hrough 1he skin of 1he mammal ho,t. i.e. man. 

Development into an adult worm lakes 3-18 mon I h�. 

However. alrcady �everal months after the in
fection. the typically ,ubcutaneou, �wellrngs may 

arpcar. most likely an allergic tissue respon�e of the 

host to toxin, from migrating aduh ,,orm,. The,e 

-.wellings arc well known as Calabar swcllings and 

usually disappear \\ ithin 2-3 da} ,. The ',\\elling,. 

which can hc located near or around joinb of wri,t. 

1-.nee or anklc can gi\C ri!>e 10 local rain and re-,1ric

tion of mobilrty. �uggestive of an acu1e arthntis. 

The pa%age of a worm bcneath the conjunctiva 
cause!> ,welling, of the eyelids and 1he worm can 
even be observed by Jhe patient (I. 6). 

Be!>idc, these symptom� produced by the adult 

worm. a loa toa infection can go unnoticed, exccpt 

for a chance laborntory finding indicating 1he pr es

ence of a (hy per)eosinophily. Loiasi!> imported 

into the USA and Europe ha, been rcponcd several 

time5 (1. 4. 8. 9. 10. 11). 
We repor! here a patient with loiasi, importcd 

rnto the Netherlands and from which 2 adult worm� 

could be surgically rcmovcd from the ,kin during 

therapy. 

CASE REPORT 

A femalc palienl. 27 year'> old. had rc1Urne<l 10 the Nelher
lands ovcr ,ix month, ago after a onc ycur sta) m Nigem1. 
Shonly after hcr re1urn �he siarted tn complain ahout 
fugitive s\\elling, around hcr \\rist> and lo\\er part of the 
arm. During 1he previou, fe\\ week, '"elling, of both 
cyelid, abo occurred. The swellings lm,tcd ,evcral day,,,. 
Blood cxaminalion revealcd an eosinoph1ly of 2 400x l(y;/1. 
no microfilariae v.ere dc1ec1able. By u,ing an antibody 
againsr microfilariae. a positive ,erum tc,t wa, found. IFA 
I : 64. Die1hylcarbamazine ci1ra1e (DEC) 1reatment 
was staned. w11h a dosage gradually increm,ing from 
1.0 mg to 6.0 mg/kg daily. which is equivalenl to 0.5-
3.0 mg DEC base/kg. Two da)s aftcr the 1rea1ment 
wa, begun. two reddi,h oedemalous �welling, appearcd. 
one on Jhe left upper arm and one on the lcfl uppcr leg. 
801h cm.-,ed itchmg and. on in,pection. mdicated a worm
lil..e ,welling in the centre (Fig,. I. 2). 

Through a small incbion. thc worm, could t,e removed 
(hgs. 1-41. The 1rea1mcn1 \\as completed in 3 "eeks. The 
patient ha, ,incc had no morc complaints aml can be 
considcrcd cured. 

DISCUSSION 

lf a <liagno�i., of Jua-Joa infcction 1� expectcd. 1he 

ca,e hi,tory become, an important piece of infor

mation. The endemic area is limited. and it i� 
known 1ha1. while the infective larvae lake many 

month, to devclop into adult worm,. the laner can 

�urvive for many year�. and causc the calabar swcll
ings. A presumptive diagno,i'> can be contirmed b} 

1 hc detcction of microfilariae in pcriphcral bloOll. 

collected <luring the daytimc. Howcver. in a pri

mary infcction il may take !>everal years before mi

crofilariae can be found in the circulating blood. In 

patient'> without detectable microfilariae. one of the 

-,crological te,t, can be tl',ed (I). 

When chemotherapy i, indica1cd. diet hy lcar

bamaLine (Hctrazan �) i� admini�tered for 2-3 

weeb. Therapy wi1h DEC i, started with an ini1ial 
do'>e of 50 mg 1hrce time, dail), and each do,e 
thereafter is increa,ed by 50 mg until a total daily 

dose of 6 mg/kg of body weight i� reached (5). 

During the initial trcatment with DEC one ha, to 

be alen for allergic rcac1ion,. To counteract thc�c. 

it is advisable 10 give antihistaminc or corticoster-




