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CHARLES II: FROM SPELL TO GENITOURINARY PATHOLOGY
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Summary.- OBJECTIVES: We attempt to unravel
the complex condition of the last king of the Hapsburg
dynasty in Spain, Charles Il, called The Bewitched, in
whom a genitourinary disorder was preponderant, pre-
venting him from fulfilling one of the objectives of the
monarchial institution, engendering a heir, and causing
a series of complications that led to his death.

METHODS: We review the works describing the life of
the King, with special emphasis on his bloodline, the
doubts about his sex at birth, his pathological processes,
the repercussion among European Courts, but above all
on his marriages and the inability to engender an heir.
We also emphasize the thought of 17th century Spanish
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society which led to the belief that he was bewitched.
The nickname he passed info history with.

RESULT: It was deduced that he could have presented
posterior hypospadias which, together with monorchism
and aftrophic festicle, led fo the belief that he presen-
ted an intersexual state with ambiguous genitals. The
physical phenotype leans more towards frue hermaphro-
ditism and above all a XX male, rather than the more
often afttributed Klinefelter’s syndrome. This is probably
also associated with a fragile X syndrome. Very possibly
congenital monorenal, death was due to chronic kidney
failure caused by glomerulopathy or interstitial nephro-
pathy as a consequence of renal lithiasis plus recurrent
infections of the urinary tract.

CONCILUSIONS: As a result of a reiterated endogamic
matrimonial policy, the Hapsburg dynasty died out in
Spain in 1700, represented by Charles I, a pluripatho-
logical king who can only be freed from speculation by
chromosomal and genetic studies of his remains buried
in El Escorial monastery.

Keywords: Charles Il. The Bewitched. Infersexual

state. Renal failure.

Resumen.- OBJETIVO: Tratar de desentrafiar la com-
pleja patologia del dltimo rey de la dinastia de los
Austrias, Carlos Il, apodado El Hechizado, dentro de
la cual la urogenital fue preponderante, impidiéndole
cumplir con una de las finalidades de la institucién mo-
ndrquica cual es la fransmisién a un descendiente y pro-
duciéndole una serie de complicaciones que le llevaron
al fallecimiento.

METODQOS: Revisamos las obras en las cuales se des-
cribe la vida del Rey, haciendo hincapié en sus antece-
denfes consanguineos, en las dudas sobre su sexo en
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el momento del nacimiento, sus procesos patoldgicos,
la repercusion en las Corfes europeas, pero sobre todo
en sus matrimonios y en la incapacidad para generar
un heredero. Resaltamos como, siguiendo el pensamien-
to de la sociedad espariola del siglo XVII, hizo pensar
que se encontfraba hechizado. Sobrenombre con el que
pasé a la historia.

RESULTADO: Deducimos que pudo presentar un hipos-
padias posterior que junto con la monorquia 'y testiculo
atréfico, hace pensar que presentd un estado intersexual
con genifales ambiguos. Su fenofipo fisico inclina mds
hacia un hermafrodifismo verdadero y sobre todo un
varén XX, que hacia un sindrome de Klinefelter que ha
sido el mds atribuido. Es probable su asociacion con
un sindrome X fragil. Monorreno congénito muy posi-
blemente, su muerte se debié a una insuficiencia renal
crénica producida por una glomerulopatia o una ne-
fropatia intersticial a consecuencia de una litiasis renal
mds infecciones del fracto urinario recidivantes.

CONCILUSIONES: Fruto de una reiterada politica ma-
frimonial endogémica, fenecié en 1700 la dinastia de
los Habsburgo en Esparia encarnada en Carlos I, un
monarca pluripatolégico que solo se libraria de espe-
culaciones si se efeciuaran estudios cromosémicos y
genéticos de sus restos presentes en el monasterio de
El Escorial.

Palabras clave: Carlos Il. El Hechizado. Estado
intersexual. Insuficiencia renal.

INTRODUCTION
History of a bewitchment

King Charles Il, known as the Bewitched
King, died on 1 November 1700. He was the suc-
cessor of a dynasty that reigned in Spain since the
early 16th century and the result of a family which,
having practiced an endogamic matrimonial policy,
had degenerated and deteriorated generation after
generation. He left a human, social and economi-
cally ruined Castile, the consequence of sometimes
aggressive, and often unnecessary, interventionism in
European affairs. Even though this Castile was that
of Cervantes, Lope de Vega, Quevedo, Veldzquez,
Zurbarén and many others.

The barbarous inbreeding described by Ma-
rafidn, led Philip Il to marry his niece, Philip Il to ma-
rry a cousin and Philip IV another niece. There was
a crossed bloodline with French princesses, as part
of peace treaties, but Isabel de Valois had no male
offspring with Philip Il, and Isabel de Borbon bore

prince Baltasar Carlos to Philip IV. The prince died in
1646 with marriage already contracted to his cousin,
Mariana of Austria, thus obliging the king to take his
place (Figure 1).

Charles Il was born on 6 November 1661,
five days after the death of his brother Philip Prospe-
ro, the joy was immense with the news of the birth of
the prince and heir being published in La Gaceta of
Madrid and describing him as “a robust male, hand-
some of face, well proportioned head, black hair and
somewhat pudgy”. The courts of Paris and Vienna
were almost as interested in the-new born prince as
his parents. A letter sent from Vienna to the Count of
Potting, the imperial ambassador in Madrid, stated
textually “They say quite clearly, among other things,
that they do not think Spain has a prince, because he
is not male but female”. Also concerned, Louis XIV
sent Jacques Sanguin to present his congratulations to
the royal family and resolve all doubts about the sex
of new-born child. Philip IV, aware of the news sprea-
ding around Europe, allowed him to see the baby
(dressed), and the following report was sent to Louis
XIV: “The prince seems extremely weak, both cheeks
have a herpestype rash, the head is covered with
scabs, and below the right ear a type of suppurating
duct or drainage has formed. We have heard of this
through other channels as the bonnet the child usually
wears prevents seeing this area”.

His childhood was extremely complicated, at
three years of age the bones of the cranium had still
not closed and the child could not stand, he could not
walk until six years of age and even at nine still did
so with difficulty. Until four years of age his diet was
exclusively breast milk, and he was fed by fourteen
wet nurses who in the end had to be changed conti-
nually because of the bites given to their nipples. As
he was declared king at this age and it was rather
indecorous, his mother ordered breastfeeding to be
suspended.

He had bronchial and dental infections,
measles and chicken pox at six years of age, rubella
at ten and smallpox at eleven and frequent bouts of
diarrhoea as a result of the family prognathism that
led to poor eating habits, his gluttony and the medical
prescriptions of that time. He was addicted to cho-
colate. He suffered epileptic seizures which became
more severe tfowards the end of his life.

The physical and bodily weakness was further
complicated by a lack of intellectual development, at
nine years of age he spoke with difficulty and could
not read or write. In spite of having the best teachers
available, demands were minimum. Lacking in will-
power, which was heightened by the authoritarianism
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of his mother, he was always at the mercy of his fami-
ly, although his excesses of wrath were frequent.

The testament of Philip IV established a re-
gency for his widow until the child King came of age,
at that time established as fourteen.

The situation was so extreme, that as early
as 1668 Louis XIV (cousin and brother-in-law of Char-
les 1) and emperor Leopold (brother-inlaw and of
the same Hapsburg family, with multiple ancestors in
common), agreed on the distribution, in the event of
death, of The Netherlands, Navarre, Franche-Comté,
Naples, Sicily and the Philippines for the former and
the kingdoms of Castile and Aragon, the Indies and
the territories to the north of ltaly, for the latter. Howe-
ver neither of the two renounced, as would occur la-
ter, taking over the whole area.

In 1669, one of the frequent attacks of fever
he presented was accompanied by haematuria, a situa-
tion which would be repeated on various occasions.

Once the King came of age, consideration
was given fo his marriage. Although at first conside-
ration was given to an Austrian princess (more kins-
hip) promoted by the queen mother, when she fell out
of favour the court leaned more and more in favour
of a French princess. It was decided to select a nie-
ce of Louis XIV, Maria Luisa of Orleans (2™ niece of
Charles ll). It was necessary to wait for the Nimega
peace treaty in 1678 (when the Franche-Comté was
finally lost), to discuss this subject in the French court.
Through the mediation of Queen Maria Teresa, sister
of Charles Il and wife of Louis XIV, this was accepted
but without agreeing to the return of any territory to
Spain.

The anguish of the future bride was tremendo-
us, and only worsened when the French ambassador,
Marques of Villars wrote to the court: “The Catholic
King is so ugly as to cause fear and he looks ill”. In
1679 when the King was 18 years old, the wedding
was celebrated in Quintanapalla, where the King
had travelled, keen to meet his future bride.

The Ancestry of King Charles Il of Spain
(1661-1700)
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(1661-1700)

FIGURE 1. Family free. Extracted from the Encyclopaedia Britannica.
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Maria Luisa of Orleans was not loved by the
people because she was French, but above all for not
giving the King an heir. This was the greatest concern
of the court and it was suspected that the Marquise
of Soisson, famous poisoner of the court of Louis XIV,
had used witchcraft to take away his ability to produ-
ce children. Under the auspices of the queen mother,
an astrologist from Bohemia pointed out that the cau-
se of the sterility of the couple was because he had
not taken farewell of his father on his death bed and
so Charles Il went to El Escorial monastery, ordered
the mummy of Philip IV to be disinterred so he could
be with it for a period of time. On one occasion the
queen confessed to a lady-in-waiting that the king su-
ffered premature ejaculation and this prevented him
from consummating the marriage. When the French
ambassador heard this he bribed a palace laundry
woman fo give him the king’s underwear and the
queen’s bed linen as at that time the Royal Society of
London knew of the existence of spermatozoa. They
resorted to all the formulas, both divine and mundeo-
ne fo achieve the desired pregnancy. This caused the
queen frequent intestinal problems and during the last
few years of her life she feared that she was being
poisoned. She died in 1689 from appendicitis with
peritonitis, treated by applications to the abdomen
of “slices of bread soaked in Lucena wine”. The king
was distraught.

Ten days later, the members of the Privy
Council suggested a new marriage for the king and
wife they chose was Marie-Anne of Neubourg, whose
greatest merit was that her parents, the Electors of

Saxony, had borne 23 children.

Over the last few years of his life the phy-
sical problems became worse and led to advanced
ageing. But in the court the greatest concern was the
lack of heirs for the king, neither had queen Marie-
Anne, from such a prolific family. been the solution. In
view of the lack of a medical explanation, the situa-
tion was attributed to the monarch being the object
of witchcraft. The king was so deeply affected by this
bewitchment that in 1698 and through his confessor,
Father Froilan Diaz, the General Inquisitor was asked
to begin a process of disenchantment. The confessor
knew that there was a convent in Caldas de Tineo (As-
turias) that housed several possessed nuns and that
Father Fray Antonio Alvarez Argielles had exorcist
powers. They sought him out and in front of the Sa-
cred Sacrament asked the devil whether the king was
bewitched, the answer was yes. Satan added “that
the spell had been cast in a cup of chocolate on 3
April 1675 and containing the dissolved brain of an
executed criminal to take away his reason, intestines
to take away his health and kidneys to corrupt his se-
men and prevent him from engendering offspring and

that the cause was the widow queen Mariana so that
she could stay in power”. The exorcist proposed a
remedy consisting of his majesty taking a “half a litre
of oil while fasting with the blessing of exorcisms”.

His clinical condition, aggravated by the po-
tions he was being given, became worse. In March
1698 the French ambassador, Marques d"Harcourt,
wrote to Louis XIV: “he is so weak that he can not
be out of bed for more than one or two hours”, “he
must always be aided when getting into or out of his
carriage”, “he has swollen feet, legs, abdomen, face
and sometimes even his tongue so that he can not
speak”. Oedemas, fatigue, attacks of epilepsy, incu-
rable diarrhoea, attacks of fever ....until on 1 Novem-

ber 1700, at almost 39 years of age, he died.

Kings were not subject to post-mortem exami-
nations but because Charles Il was considered to be
bewitched, an autopsy was performed resulting in “a
very small heart of the size of a grain of pepper, the
lungs corroded, the intestines putrefactive and gan-
grenous, in the kidney three large stones, a single
testicle as black as coal and his head full of water”

(1).

Clinical profile

Throughout the history of Medicine, nume-
rous authors have attempted to untangle the complex
pathology that affected King Charles Il, mainly con-
ditioned by the barbarous inbreeding described by
Maraién. For this author, he suffered panhypopitui-
tarism and progeria and he also mentioned that he
presented infantile rickets, probably brought about by
a lack of Vitamin D as he was not taken out into the
open air and even less into sunlight for fear of cat-
ching a cold. Gargantilla and Castillo coincide with
this diagnosis and add that his sterility was probably
due to Klinefelter syndrome (2, 3). Rey Bueno referred
to studies by other authors and concluded that he was
affected by a terrible epidemic of malaria that occu-
rred in Madrid during 1693, a process that became
chronic and whose complications caused his death4.
Navalén and Ferrando, based on his mental disabili-
ty and physical phenotype, speculated that he could
have presented a fragile X syndrome (5) (Figure 2).

Klinefelter’s syndrome, described in 1942
(6), is the most frequently observed sexual chromo-
some disorder, the majority being revealed in ado-
lescence as a result of gynecomastia, small atrophic
testicles and short penis, although sometimes directly
because of sterility. Patients are tall at the expense of
the lower part of the body, lack axillary and facial
hair and have slight mental disability and poor so-
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cial adaptation. The most common karyotype is 47-
XXY, although there may be mosaicisms such as 46-
XY/47-XXY which present a much slighter phenotype.
There is azoospermia, but when there are 46-XY cell
lines there may be spermatogenesis, with even some
pregnancy being described. The people in favour of
Charles Il presenting mosaicism refer to the absence
of tallness and gynecomastia. But it is evident that he
presented a series of phenotype traits and disorders
that seem to indicate this disease (Figure 3).

The fragile X syndrome or Martin and Bell
syndrome was described in 1943 (7) and is the most
common cause of hereditary mental retardation. lts
effects are more severe in males (women can com-
pensate for it with the other X chromosome pair) (8).
The physical phenotype includes a long face, promi-
nent chin and ears and macrocephalia. It is evident
that these physical traits coincide with the portraits by
Claudio Coello (Figure 2) and Carrefio de Miranda
(Figure 3). There is joint slackness and hyperextensi-
bility, flat feet and muscular hypotonia, which produ-
ces and coincides with difficulties in walking. Young
boys present mental retardation and autism in 30% of
cases. Girls present shyness, social anxiety, learning

difficulties, attention problems, wishful and compul-
sive behaviour, all to a variable degree. It is evident
that the study of the behaviour of Charles Il does not
indicate very accentuated mental retardation, but the-
re are attitudes that coincide with the secondary as-
pects. Apart from other neuroanatomical alterations,
there was enlargement of the lateral ventricles which
could explain finding “the head full of water” as sta-
ted in the autopsy.

We have already mentioned earlier that there
was a cerfain uneasiness in the French and Austrian
courts regarding the succession to the throne of the
Spanish monarchy. When Charles Il was born, Phi-
lip IV was already 56 years old, extremely aged for
the period, prince Philip Prospero had died, and both
were concerned about the Spanish succession. For
this reason they established their connections in the
old palace in Madrid and the Austrian court released
the news that “they say clearly, among other things,
that they do not think Spain has a prince, because the
child is not male, but female”. This leads us to believe
that the new-born child had ambiguous genitals and
therefore an intersexual state.

It is well known that the chromosome sex is
established at fertilisation, and after that the undiffe-
rentiated gonads develop into testicles or ovaries. The
phenotype sex is the result of the differentiation of
internal ducts and external genitals under the influen-
ce of hormones and transcription factors (9). Any di-
sagreement between these processes produces ambi-
guous genitals or intersexuality. There are two pieces
of information mentioned earlier that are important to
recall at this time. The autopsy only found one testicle
and atrophic at that. This could be unilateral testicular
agenesis (monorchism), accompanied by contralate-
ral cryptorchidism which in itself would have condi-
tioned secondary atrophy or there could have been
a twist in the spermatic cord during childhood. And
we also recall the confession of Queen Maria Luisa of
Orleans that the king suffered premature ejaculation
that prevented him from consummating the marriage
and which led the French ambassador to examine
their underwear. With this expression the queen wan-
ted to say that the poor ejaculate of the king did not
enter her vaginal cavity and would corroborate the
presence of penoscrotal, scrotal or perineal hypospa-
dias which was not mentioned in the autopsy.

Among intersexual states there are also femi-
nine and masculine pseudohermaphroditism due to a
deficiency in the five genes and coding enzymes re-
quired for the biosynthesis of steroids from cholesterol
fo testosterone, and which are incompatible with life
without hormone replacement therapy. The androgen
insensitivity syndrome would have given him a female



184

A. Garcia-Escudero lépez, A. Arruza Echevarria, J. Padilla Nieva et al.

sex and 5-alpha-reductase deficiency is nonexistent in

Europe (10).

Most probably this was a case of true her-
maphroditism which requires expression of ovarian
and testicular tissue and is the result of mosaicism or
chimerism of the sexual chromosome or translocation
of the Y chromosome (11). The most common karyo-
type in Europe is 46-XX/46-XY or 47-XXY mosaicism.
The king could have had an intra-abdominal ovary or
ovotestis that was not investigated in the autopsy, to-
gether with a contralateral cryptorchidic testicle. This
would be accompanied by hypospadias and incom-
plete fusion of the labioscrotal folds.

It could also be sexual inversion, with male
phenotype, XX karyotype and be due to anomalous
translocation of Y to X involving the SRY gene during
meiosis. XX males are usually of smaller size than nor-
mal and often associated with ambiguous genitals,
hypospadias and cryptorchidic testicles (12). If this is
not so they usually attend the clinic for sterility conse-
cutive to azoospermia, and an examination reveals
testicular atrophy (13). Should this be associated with
a fragile X syndrome, this would then explain why the
mental retardation of the king was not very serious.

His general medical record is no less com-
plex. A series of clinical data allow us to reflect on the
diseases that the king could have presented. He al-
ready suffered multiple attacks of fever even in child-
hood, on several occasions accompanied by haema-
turia the first at eight years of age. Over the last few
years of his life, the attacks of fever were attributed to
the malaria he suffered in 1693, and which was trea-
ted with quinine as well as the classic remedies of the
period including, surprisingly enough, eating powde-
red vipers and chickens fed on them. This could be
the cause of the numerous gastrointestinal problems
he suffered throughout his life. Two years before his
death, what most attracted the attention of the Fren-
ch ambassador were the generalised oedemas that
affected the king. Finally in the autopsy, they mention
a small heart and three large kidney stones.

If we consider that in 33% of cases, there is
an association between testicular and renal agenesis
due to an anomaly of Wolf’s duct (14) and the autop-
sy mentions “the” kidney with three large stones, we
can conclude he was congenital monorenal.

The generalised oedemas together with fin-
ding an non-hypertrophic heart in the autopsy, leads
us fo believe that he presented a nephrotic syndrome
that resulted in chronic kidney failure and death. The
fact that he presented haematuria on various occa-
sions as a result of attacks of fever, seems to indicate
post-streptococcal glomerulonephritis that developed
info chronic glomerulonephritis, cause of the nephro-
tic syndrome and the impaired renal function.

Nevertheless, it cannot be excluded that the
episodes of fever and haematuria were the result of
infections of the urinary tract, as corroborated by the
presence of three large kidney stones. Apart from a
congenital obstructive uropathy, the aetiopathogene-
sis of the renal lithiasis could be attributed to hyperu-
ricosuria (given the family history of the Hapsburg),
hyperoxaluria and hypocitraturia as a result of the
reiterated infestinal inflammatory processes he suffe-
red, or be of infectious origin. Therefore, the chronic
kidney failure could also be considered a result of
the renal lithiasis together with reiterated urinary tract
infections. And this could be further complicated by
membranous glomerulonephritis as a result of the ma-
laria, leading to a nephrotic syndrome and worsening
the impaired renal function that caused the death of
the monarch.

CONCLUSIONS

After analysing the record of the last monar-
ch of the Hapsburg line, Charles Il, we conclude that
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the bewitchment those close to him claimed he suffe-
red, accepted by him and which prevented him from
producing an heir, was due to an infersexual state,
most probably true or male XX hermaphroditism, pos-
sibly associated with a fragile X syndrome. All this the
result of the continued inbreeding of the Hapsburg fo-
mily. His death was due to chronic kidney failure, ei-
ther as a result of glomerulopathy or tubule-interstitial
nephropathy secondary to renal lithiasis and infection
very probably in a congenital monorenal patient.
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