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ABSTRACT
In 1684, Mr. Christopher Krahe described a monstrous
child, born in Denmark on Friday, February 29, 1684.
The description is suggestive of a diagnosis of Meckel-
Gruber syndrome (dysencephalia splanchnocystica).
This may represent the oldest description and illustra-
tion of the syndrome, of which the first detailed descrip-
tion is attributed to Johann Friedrich der Jüngere in
1822.

INTRODUCTION
In 1822, Johann Friedrich Meckel der Jüngere
(1781–1833) described two sisters with severe con-
genital deformations [1]. Georg B. Gruber de-
scribed and illustrated newborns with polycystic
kidneys, occipital encephalocele, polydactyly, and
in the male, a very small penis, under the name
dysencephalia splanchnocystica [2–4]. Opitz and
Howe confirmed the syndrome and proposed the
name Meckel syndrome [5]. The Meckel-Gruber
syndrome (MGS) is an autosomal recessive con-
genital condition. Minimal diagnostic criteria are
microcephaly with occipital encephalocele, cleft
palate, polydactyly, polycystic kidneys, and exter-
nal genital ambiguity in males [6]. In this article, a
case report with features suggesting MGS de-
scribed in the 17th century is discussed.

CASE REPORT
In 1684, Mr. Christopher Krahe, a member of the
ecclesiastical consistory and provost of all
churches belonging to the diocese described and
illustrated, in the Philosophical Transactions of the
Royal Society of London, a monstrous child, born
on Friday, the 29th of February 1684 at the village
Heisagger, near Hattersleben, a town in South Jut-
land, Denmark, as follows:

The Mother of this Child being married to a
Souldier or Trooper of Colonel Gamb’s Regiment, it
is supposed she had seen some body wounded or
disfigured in the same manner, as it doth appear at
the Child’s Leg or Foot. At the left Leg Fig. 13. N. 1.
there was be seen an oblong round piece of flesh of a
brown and blew colour, at the extremities somewhat
sharpened, which was joyned to the Calf of the Leg,
N.2. and could be moved or put out and in from 1. to
3. that other piece of flesh 4. was of the same colour,
but fast’ned to the Leg, so that it could not be dis-
placed. At the right foot it hath 6 Toes, that N.7. was
like a Bullet of a Pistol, which did hand loosly to the
Leg, N.8. another Bullet somewhat bigger. The face
did look pretty old, as if it had been of 35 or 40 years
of age. N.5. and 6. at the forehead there have been
observed such Excrescencies as if it were artificial
Laces: which the Painter, who 3 days after it was*Corresponding author, e-mail: e.j.o.kompanje@erasmusmc.nl
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dead did draw the Scheme, testifieth to have been
almost spoiled or rotten, by the touching of so many
100 of people that went to see this Creature. But
before, when the head of the Child was turned
against the light of the Sun, these physical laces
seemed to be very artificially done. With the left Eye
it look fiercely, keeping the other close. Behind the
head, there was a shape like a Hood or other Orna-
ment, which women commonly do were. His Arm
was figured like as the Scheme sheweth, with several
knots or joynts. The Tail, which was strangely grown
out of the back-part, N.9. was a quarter of a Seal-
andish Ell long. The Mother of this Child being aged
about 40 years, hath had formerly 2 other Sons, now
of 7 and 9 years of Age, which are very well shaped
and still alive: but this Monster, after it had cryed out
2 or 3 times, died presently [7].

DISCUSSION
The most striking three features described and il-
lustrated in the case report are (1) the unilateral (?)
polydactyly; (2) “a shape behind the head like a
hood or other ornament which women commonly
do were”; and (3) a large tail (Fig. 1). There are six
fingers drawn on the right hand, seven toes on the
right foot, and five fingers and toes on the left side.
Krahe described further “bullet like” toes on the
right cruris and right heel, for which I have no
explanation. Kjaer et al. found, in two of six fetuses
with MGS, the right hand and right foot presenting
the same type of malformation; on the left side, the
malformations were never identical in the same
individual. In another fetus, they found one foot to
be normal [8]. Usually the polydactyly is bilateral
and medial, sometimes lateral. The polydactyly in
the present case is only mentioned on the right
side: on the hand, drawn medial; on the foot,
drawn both medial and lateral. We must keep in
mind that the artist could have added some artistic
freedom to the drawing in locating and expressing
the additional fingers and toes.

The shape behind the head could represent
the large sac-like occipital encephalo(meningo)-
cele, typical for MGS. A diagnosis of encepha-
locraniocutaneous lipomatosis, in which cutane-
ous and subcutaneous lipomatous lesions are
found on the scalp, is also worth considering, but
the lesion in the present case seems to be to large
for a cutaneous hamartoma [9]. Occipital enceph-

alocele and polydactyly, alone or together, are seen
in 60 to 85% of children born with MGS, and these
distinguish the syndrome. [10]. Others found an
occipital encephalocele in 90%, and polydactyly in
80%, in newborns with MGS [11].

Although not described, the plate suggests
that the external genitalia are very small, possibly
expressing the external genital ambiguity which is
usually found in male children with MGS, but it
could also be another expression of the artistic
freedom of the artist.

The abdomen is drawn markedly distended,
suggesting a “prune belly.” Oostra et al. found a
distended prune belly in a preserved specimen with
MGS from the Vrolik collection [12].

Krahe described further “excrescenties as if it
were artificial laces” (N.5. in Fig. 1). These are
possibly the occasionally occurring capillary hem-
angioma of the forehead in MGS. Another possi-
bility for these features are manifestations of an
amnion disruption. The case of MGS illustrated by

Figure 1. Engraving accompanying the description by
Mr. Christopher Krahe (1684).
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Gruber in his 1937 publication also had signs of
amniotic disruption [3]. In MGS, the upper eyelid
may protrude over the lower, like the eave of a roof
[6], but this feature is not described or drawn, and
the left eye was open.

The left arm is drawn malformed and de-
scribed as “with several knots or joints” and a
strange “brown and blew oblong round piece of
flesh” was found on the left leg. These deformities
possibly are the result of intrauterine amniotic
bands, which are found associated with MGS. An-
other diagnosis to consider in relation to the de-
formities found at the left arm and left leg is the
highly variable Proteus syndrome, which includes
malformations and overgrowth of multiple tissues.
However, most of the diagnostic criteria for Pro-
teus syndrome are lacking while others found in
the present case are not diagnostic for Proteus
syndrome [13, 14]. On the other hand, Reardon et
al. found polysyndactyly in an atypical case of Pro-
teus syndrome, and they wonder if a separate condi-
tion, mimicking Proteus syndrome might exist [15].

The large tail is a puzzling feature. Several
cases of children born with a tail have been de-
scribed [16–18], some in combination with other
congenital deformations such as atresia ani, ex-
omphalos, ectopia vesicae, defective limbs, hypos-
padias, amniotic bands, anencephalus, hypertri-
chiosis, polymastia, and club foot. A tail has also
been found in conjoined twins. The tail in the
present case is very long; most human tails are no
longer than �10 cm. Ballantyne also mentioned
the tail in Krahe’s case [17]. He concluded that the
artist considerably lengthened the tail, and tried to
give some touches of artistic verisimilitude to the
lower limbs in accordance with the father’s mili-
tary experiences. To quote Ballantyne: “It is to be
regretted that the shadow of doubt rest upon them
[the case of Krahe and another case of human tail],
for if they were free from it they would stand out
prominently as the best instances we possess of
truly tail-like-tails in the human subject. The
shadow, however, does rest upon them.”

CONCLUSION
The combination of a protuberance possibly rep-
resenting a large occipital encephalocele with poly-
dactyly, and perhaps also with small external gen-
italia are suggestive of a diagnosis of Meckel-

Gruber syndrome. Despite the lack of information
about the palate, brain, and kidneys, the combina-
tion of these three features points to this diagnosis.
However, due to the possibly artistically modified
depiction and brief description, the diagnosis can
never be established with 100% confidence. A di-
agnosis of Proteus syndrome or encephalocranio-
cutaneous lipomatosis seems less likely.

To the best of my knowledge, the described
and illustrated newborn with congenital deformi-
ties possibly represents the oldest known case and
illustration of the Meckel-Gruber syndrome. This
publication appeared 138 years before the detailed
description of the sibling by Meckel, 250 years
before the first article by Gruber, and 285 years
before the article by Opitz and Howe confirming
the existence of the syndrome and proposing the
name Meckel syndrome.
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