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Ah,1rac1. In 4 ca,cs of 11.G .. direc1 junc1ional 11nmuno• 
fluorescencc rindings shou,ed an inIcnsc band of C1 presenl 
in lhe in,olvcd ,�in of thc patient, c,en aftcr thc ac1i,e 
lesions had di,appeared (i.c. � months laIer). \\ca� spccif,c 
fluorcscence for lsG and in one case al,o for lgA and lgM 
\\US scen in Ihe involved ,kin, A less inIcnsejuncIio11al band 
of C3 was al,o prc,enl in 1he unin"ol,ed s�in. Antibodies 
againsl basal mcmbrane ha,e not becn de1ec1ed in the sera 
of the patient, 

Key words: Herpes gcstulionis: lmmu11ofh1orcsccncc: Junc-
1ional !?and or CJ 

llcrpes ge�tationis (H.G.) is regarded as a scparate 

and distinct entity within thc group of bullous 

diseases ( 15, 16). The acutc on�et of H .G ., ib 

morphological featurcs and it� good therapcutic 

response lo systemic steroids resemble those of 

bullous pemphigoid. but the pathology of H.G .. 

including ih ultra�tructure, is different ( 11, 17). 

According to other views, however, the disease is 

closely rclatcd to dermatitis herpctiformis. 

Since the demonstration of ba\cment membrane 

dircct immunofluorcscence in pemphigus and 

bullous pcmphigoid (3) the value of immunofluo­

rcscence studies for the diagnosis and classification 

of subepidcrmal blistcring diseascs has been proved 

(I, 4). Regarding H.G., howevcr, there are only 

few and somewhat contradictory data available 

( 12, 13, 14). 

The present study describes immunoglobulin 

and CJ findings in four cases of H.G. 

SHORT CASE REPORTS 

Cm,• I. K.G .. a 34-year-old woman wilh RH . Sl1c had a 
normal pregnanc} (male. \\eighing 2.6 kg and 42 cm long) 
al the age of 23, but a(tcnrnrds shc hod eighl spontaneous 
ahortions bemccn the ,econd and founh month of each 
prcgnancy. In Ihe si�lh monIh of her laIest prcgnancy, arter 
,hc was given Sulfapral • la biets for cyslitis, crythcmato· 
papulous and ,csicobullous itching lc\1cns de,cloped on the 
palms and ;,oles and sub,cquentl} on thc abdominal area too. 

lmmediatelr arier the delher) thc lesion, ;,prcad ro Iho 
forearms nnd the legs ond lo othcr parts or thc lrunL bul 
1101 ID the mucous memhranes. 

The hahy. a girl we,gh,ng J.75 kg and 41.5 cm long, wa, 
prematurc, In the ob,trctical protocol. dysfunction of the 
placenta wa;, mentioncd. 

Afler 10 days the eruption wa� controlled b}' systcmic 
�teroids. 

Findings: Rheuma factor 1e,ts (Waalcr. Late,) nega1,-e. 
anIinuclcar Icsr. Ll-f.icwr: negathc. Paper clcctrophore,is: 
I01al proteins 6.0. albumen: 2.6. oc-globulin: 0.5. fi,-globulin: 
0.9. beta,-glohulin: 1.0. gamma-globulin: 1.0. g dl. lmmuno• 
globulins: lgG: 8.2. lgA • 1.5. lg\1: 0.6 mg ml. 0: 2.6 mg ml. 

Case 2. W.G .. a 22-icar-ol<l \\Oman \\llh RII . Dur111i; 
her (firsl) pregnancy, h) perloniu was discovcrcd and an 
antih} perten,i,e drug uas given until deli,eri. Fi,e days aflcr 
deh,ery (the ne"born girl we1ghed 2.13 kg and \\as 45 cm 
long) she expcrienccd itching accompanied firsi by eryth­
cmatopapulous lesions. After administraIio11 of 20 mg prc­
dnisolone duily, thc eruption clearcd up in 3 "ecks. 

Routine examination: normal ,alues. lmmunoglobulins: 
lgG: 16. lgA: 1.8 mg ml, lgM: 2.7 mg,ml.. i.c. highly cle­
vated. C3/scrum: 2.3 mg/ml. 

Case 3. A.L.G. fcmale. 35 iears. R H -t. This was hcr 
fourth prcl)nanci. Thrcc dars after dclivery (normal fcmalc 
\\eighing J 500 g. 50 cm long) ,esicobullous crup11on 
appearcd on the limh,. The patient was gi,en r,rcdnisolonc 
for 3 wccks. The eruption showcd good regression, bul 
deterioratcd during hcr first and sccond po;,tnarnl menstrua­
uon. 

Routine e,amination: normal ,alues. lmmunoglobulons: 
lgG: II.8. lgA: 2.3, lgM: I.I mg/ml. 

Ca5e 4. K.K .. 26 }Cars. RH . Aftcr a normal pregnancy 
and immcdiatel} aftcr an uncomplicated deli,er} (female 
4 070 s. 51 cm long) a paputo,cs1culous, oedcmarnus diffuse 
eruption appeared. followed by 1ypical bullae, cspccially on 
the legs. 

Routine c,amination: normal values. lgG: 5.0 mg ml. 
lg,\: 2.6 mg ml. lgM: 1.0 mg ml, C3: 2.0 mg1ml. 

PATHOLOGY 

In all 4 ca�es a I) pical hisiological picture w ilh �ubepidermal 
hullae and a perivascular infilIrat1011 \\as deIectcd, consisting 
of lymphocy1cs. and also or ncutrophils ond cosinor,hil 
granulocytes. In addition, in case 2 a slight oedema of the 
endothelial ,essels and in case .1 also pla,ma cells in the 
dermal infillrate were observed. 
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Table 1. lmrm1110Jl11oresce11t fi11di11gs in 4 pa1ients 

with H. C. 

Case I 

lnvolved skin 
Uninvolved skin 

lnvolved skin 
::? months la1cr 

Case 2 

lnvolvcd skin 

Uninvolved skin 
lnvolved skin 
2 months later 

Ca,c 3 

lnvolved skin 
Uninvolved skin 

Case 4 

lnvolved skin 
Uninvolwd skin 

Junctional Dl F 

C3 

+ t 

-

10 

t ( 

- ( ) 

-

- -

I 

lgG 

(-) 

( ) 

-( 

) 

) 

METHODS 

lgA lgM IIF 

-

( I ( +) 

(A) Dircct lmmunofluorescence tests (DIF) according 10 

usual techniques (10) were usetl for the localizarion of 

immunoglobulins. and the complement fraction CJ using 

FITC-conjugat�d rabbit antisera against human lgG. lgA. 
I gM and CJ was cmploycd. The specificity of the conjugates 
was chccked by immunodiffusion and ha�magglutination 

1e-s1s and by dircct immunofluorescence on myeloma bone­

ma rrow cells. 

(8) The lndirect lmmunofluorescence technique (11 FJ 

using monkey oesophagus for detcction in scra of antibodies 
against normal skin componcnls was applied as previously 

described (3). The quantity of C3 in the serum was deter­

mined hy means of radial immunodiffusion (91. 

RESULTS 

Dl F findings are summarized in Table I. Along ihe 
basal membrane a massive linear deposition or C3 
classified comparatively as - (Fig. l ), 
as well as a moderate frequently ··curled" deposition 
of immunoglobulins was observed. ln the unin­
volved skin a deposition or C3 was also detected 
in 3 of 4 cases (Fig. 2). Two months later, 1he areas 
of former lesions in patients K. G. and W. G. were 
tested by renewed DIF test and positive but less 
intense immunofluorescence was found ( Fig. 3). 
In the sera of these patients no anti-basement mem­
brane antibodies could be demonstrated. The C3 
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leve! was raised in case I: 2.6 mg/ml and in case 
2: 2.3 mg/ml, but was within normal limits In case 
3: 1.8 mg/ml and in casc 4: 2.0 m�/ ml. 

DISCUSSJON 

Kjartansson et al. (7) examined by means of im­
munoelectrophoresis scra from patients with H.G. 
as well as from those ha ving pemphigus vulgaris and 
dermatitis herpctiformis. They found that lgA and 
lgM changes de1ec1able in H.G. were similar to 
those found in dermatitis herpetirormis. 

Rim baud et al. ( 13) reponed on a 22-year-old 
primipara with typical H.G. where intercellular 
antibodies against Malpighi cells were found in a 
titre of 1/50. rn the same patient an examination of 
antibodi;::s <luring her second pregnancy could not 
reveal such antibodies (14). Her first child, a gir!. 
had skin lesions and lgG fixed lo the basal mem­
brane area was found in the skin. Therc were, how­
ever, no circulating antibodies ( I 3). 

Although negative findings were mentioned 
earlier in single cases of H.G. (2, 20), Provost & 
Tomas i ( 12) made immunofluoscence investigations 
in patients with H.G. Jn the first case basal mem­
brane depositions of C3 and C5 were found in the 
absence of Clq, immunoglobulins and light chains. 
The second patient showed deposition of C3. Though 
no anti-basement membrane antibodies could be 
discovered in these patients, the authors found 
thermolabile humoral factors capable of depositing 
C3 (without Clq or C4) on normal skin basement 
membrane in the sera of these H.G. cases. They 
attempted an analysis of the characteristics of these 
serum factors too; what they found was that they 
corresponded to a non-dializable thermolabile 
pseudoglobulin (which is present only so long as 
the disease is active) rather than ro immunoglobulin 
or properdin. 

In all these cases of H.G. we have found an intense 
deposition of C3 on thc basement membrane in the 
involved and in 3 of 4 in the uninvolved skin. The 
amount of C3 was somewhat smaller in the unin­
volved skin. especially in case 1 where skin Jesions 
showed a "macroscopic healing•·. Though to a 
smaller degree than C3 and in the uninvolved skin 
only in case 3, immunoglobulins, primarily of the 
type rgG could also be demonstrated in our cases. 
These findings confirm those of Provost & Tomasi 
(12) as far as the role of the complement along the
basement membrane in H.G. is concerned. The
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Fig. /. Direct immunofluorescence. Section 

from case I. stained with FITC-labelled an1i­

C3 (, 780). 

Fig. 2. Direct immunofluorescence. Section 

from case 3. uninvolved skin. stained with 

FITC-labelled anti-CJ ( x 780). 
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mechanism of these evcnt is. however, but little 

understood. It may well be that C3 is bound lo the 

basement membrane and subsequently to an antigen 

(progesterone?, I8)-antibody reaction. as also 

postulated in dermacitis herpetiformis (20), bullous 

pemphigoid (6). lupus erythematosus ( 19) and 

pustulosis palmoplantaris (5), though the reason 

why immunoglobulins can only be demonstrated in 

smaller amounts remains unclear (probably temporal 

or technical reasons). 

The higher levels of C3 during active skin disease 
found in 2 of' our 4 cases of H.G. rnay also be re­

ferrcd to as a finding, speaking possibly in favour 

of the role of the complemenr (C3) in this disease. 
It should be mention�d, howcver, that serum C3 

levels were unrelated lo rhe severity of pemphigus 

and pemhigoid, or to thc treatment applied. Jt was 

emphasized, however, that chese findings cannot 

exclude pathogenic involvcment of the complement 

in these diseases, due to quantitative factors or the 

possible role of other complement components (8). 

ln order to gain a bctter understanding of the sig­

nificance and mechanism of the intense basal mem­

brane deposition of C3 in H .G .. further studies are 

required. 

Present as well as earlier immunofluorescence 
findings (J2) in H.G. diffcr from those observed in 
dermatilis herpctiformis or in bullous pemphigoid. 
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Adtfe11d11111. Two works arc rcccntly publishcd on Ihis field. 
Hcid ct al. (Bull Soc Derm Syph 80: 110. 1973) found lgA 
deposition 011 1hc junctional area. Bushkell Cl al. (Arch Der­
matol /JO: 65, 1974) describe in their casc deposition of 
lgG. Clq, C33 and properdin at the bascmcnt membranc. 
Furthermorc. a ctrculating antibody agains1 the basemcn1 
mcmbrane was dctccted. 
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