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WHEN the final history of haemophilia is written it will be divided into three
parts. The first part will describe the era of clinical observation and ineffectual
treatment. The second part will deal with an age ofincreasingly effective medical
management and better understanding ofthe underlying mechanisms ofhaemo-
philia. The third and final chapter has yet to come. Not until the disease can be
permanently suppressed or, at least, controlled in the manner in which insulin
restores the disturbed physiology of a diabetic will the haemophiliac face life on
equal terms with his healthy colleagues.
The early chapters will be considered here, mainly from the patient's point

of view. The period covered is from I793 until about I9IO. Prior to I793 there
were several case reports highly suggestive of haemophilia, notably in the
Talmud and a text ascribed to Alsaharavius. It is surprising that such a specta-
cular disease was not recorded by the gifted observers of the Renaissance and
afterwards, particularly as retrospective inquiry into the pedigrees of several
large haemophilic families has disclosed evidence ofaffected members extending
well back into the seventeenth century. However, in I 793 the first clear descrip-
tion of a bleeding disease affecting males and sparing females was published by
an anonymous author, almost certainly G. W. Consbruch of Bielefeld in
Westphalia.' The report appeared in an obscure German text2 and for this
reason credit is usually given to the Philadelphian, J. C. Otto,3 whose similar
account entered the newly founded circulating medical literature ten years
later and so received widespread attention.
A century later the first positive measure to combat the persistent and not

easily controllable haemorrhage of haemophilia became available. Largely due
to Landsteiner, blood transfusion had become a safe procedure. Unfortunately,
it was by no means the therapeutic answer, but at least provided a rational
approach to treatment.
How patients fared in the days before blood transfusion is not without

contemporary significance. There are many haemophiliacs living today whose
lives have been influenced by the attitudes of relatives on the maternal side of
their family. Memories and, in some cases, personal experiences extend back to
the time when medicine could offer little to control bleeding. In these families
a legacy of anxiety, despair and lack of faith in the medical profession has been
handed down with the haemorrhagic trait, often with equally crippling results.
An outstanding feature of haemophilia commented on by all the early

writers is the trivial nature of injury that often precedes bleeding. In the tenth
century, Alsaharavius4 remarked on this when he visited a Spanish village
where the youths bled to death after insignificant wounds. The barber men-
tioned by Alexander Benedictus5 in 1539 is traditionally considered a haemo-
philiac. He died miserably from haemorrhage after scratching his nose with
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scissors. Most authors held that some degree of trauma was necessary to
precipitate bleeding, although instances occurred where no obvious injury had
taken place. These apparently spontaneous haemorrhages (called Spontan-
blutung by Schloessmann6) were later recognized as characteristic of severe
haemophilia. In i844 Erdmann7 astutely observed that there were recurring
periods of increased susceptibility to bleeding, the orgasmus sanguinis. Over a
century later an anonymous haemophiliac writing in the Lancet complained
that no physician would believe he suffered from cyclical 'bleeding phases'.8
These observations underline the perilous situation that arises when an indivi-
dual lacks a competent defence against the loss of blood.
The physical hazards confronting a haemophiliac have not changed over the

years, although the actual source of injury has varied. The motor-car has
replaced the horse-drawn wagon9 and hay cart'0 as an instrument of destruc-
tion. The haemophilic infant of I86o cut his mouth on a wooden cigar holder
and bled to death." In I96I the infant ingests 'the detached metal tip of a
bathinette drainage hose' and was saved by modern surgery and temporary
complete restoration of the clotting defect.'2 Animals formerly caused much
injury. Falls from a horse were common and kicks resulted in lacerations which
on one occasion led to the death of thirty-three-year-old Dr. Swain, a member
of the Massachusetts family first described by Hay'3 and later made famous by
Osler."4 Vielil5 reported the fate oftwo haemophilic boys kicked by a cow. One
died from exsanguination and the other survived an enormous perineal haema-
toma. The falls and knocks of everyday life were the most common cause of
serious bleeding. Lossen" described incidents leading to the death of fifteen
haemophiliacs who lived between 1796 and 1904 (Table i). They were all
members of the Mampel family, poor rural labourers living at Kirchheim near
Heidelberg. Direct injury from falls or hard objects caused fatal haemorrhage
in over half the cases. Bleeding from mucous membranes, surgical interference
and intercurrent infection accounted for the remainder.

TABLE ONE
AGE AND CAUSE OF DEATH IN 15 HARMOPHILIACS OF THE MAMPEL

FAMILY I796-I90411
Age Cause of death

Infancy Epistaxis
9 months Fell against coal scuttle.
I year Oral haemorrhage after hitting mouth against a door.
I Cauterization of gums.
2 Haemorrhage.
3 Lacerated lip after fall.
3 Run over by a wagon.
7 After a fall.
7 Oral haemorrhage after a fall with wood in mouth.
8 Fell off chair.
8 Tooth extraction.
14 Fell while jumping over a tree trunk.
23 Haematuria, after drinking new wine.
25 Pneumonia.
35 Bleeding after falling over a heap of stones while drunk.
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Another source of danger lay in local customs and cultural practices. Vieli15

mentioned a small Swiss boy 'who bled and was constantly bruised by the blows
received in the games by which Swiss children harden themselves and foster
their courage'. The ritual of circumcision often proved fatal. In an Ukranian
Jewish family ten boys from two generations bled to death after the operation.16
Grandidier'7 described a family where two out of five brothers died from
circumcision, and remarks that at least one boy in the next generation was not
circumcised, although he remained oftheJewish faith. In another ofhis families
the parents became Christians after the death of their first two sons, and
subsequent boys were spared circumcision. There are some relevant passages in
the Talmud on circumcision-when there is abnormal bleeding in the family.
Rothschild,"8 who carefully studied the text in an early version of the Talmud,
concluded that haemophilia was the only disease that could be involved. In the
Tractate rebamoth (folio 64) the story is told offour sisters of Zipporah who lived
in the second century A.D. The eldest sister had her son circumcised and he
died. The same fate befell the first-born sons of the second and third sisters.
When the fourth sister took her son to the Rabbi Simon ben Gamaliel he
ordered that she should not have him circumcised lest he also die. In the
Tractate Shabboth (folio i34a) the Rabbi Nathan dealt with a similar situation.

It was not surprising that haemophilia came to be regarded as mainly a
disease of male children. In I826 Davis9 wrote of a labouring family from
Bristol that none of the affected males had reached man's estate. A few years
later, with reference to the haemophilic son of the foremost family in the land
(Prince Leopold, Duke ofAlbany), '. . . it was whispered at court that he, whom
all found perfectly charming, would not attain the age of manhood, or that if
he did he would not be normal'.20 In 1855 Grandidier calculated that half of
all haemophiliacs died before their seventh year. Just before blood transfusion
became available Carri6re2i estimated from his own group of patients that only
i i per cent reached their twentieth year.

Besides not appreciating environmental dangers, children had other attributes
that weighed against a life free from haemorrhage. Youthful exuberance led
one of Fischer's22 young patients to spring into a vat and develop prolonged,
almost fatal, bleeding. Haemorrhage followed forbidden pastimes, including
epistaxis after firing rockets,23 extensive haematoma of the calfon playing foot-
ball24 and serious bruising of the arm while swinging on a rope.25 A tragic
death occurred when a nine-year-old haemophiliac threw a piece of slate at his
infant brother who succumbed to the resulting haemorrhage.26 Several authors
wrote despairingly of the perennial problem of haemophilic children being
involved in rough play and fights with their companions. This was aggravated
by the majority having a normal appearance. Restrictive measures were not
usually successful as Delmas27 found when his young patient became covered
with ecchymoses if he played with a ball, but on confining the child to sitting
in his room, bruises developed over the buttocks and thighs.

There was no sure way of avoiding haemorrhage, although one man who
spent his life in an arm-chair managed to outlive his affected relatives by thirty
years.27 Some parents trained their children to show a Pavlovian response to
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dangerous objects. The boys of the Litchfield family in Connecticut were said
to show 'an extreme sensibility in relation to their dangers, shuddering at the
sight ofedge tools and avoiding with the utmost caution all exposure to them'.28
Pickells29 reported a family where two brothers had died from bleeding, one
after a lacerated thumb and the other from a sickle injury. The third brother
became so terrified of sharp instruments that he made his wife cut up his food
at meal-time.

Parents and other close relatives frequently lived in a state of constant fear
and anxiety. There was always the chance that they would be confronted with a
situation similar to that recorded by Stahel.30 A small haemophilic boy suffered
an insignificant abrasion. His parents were unable to control the persistent
bleeding and could not obtain medical attention. Powerless to help, they could
only watch with horror until 'at the end he died quite quietly'. Wright3l gave
a graphic description from his practice in London. 'The perfectly desperate
condition that things get into in the houses of the poor when such bleeding as
this occurs is more easily imagined than described. I have seen a room look like
a shambles and know a case where a mother finding her boy bleeding in his
sleep had towrap him in the blood-soaked blanket and to wheel him on a coster's
hand cart all the way from a suburb to one of the London hospitals.' However,
getting to a hospital did not necessarily benefit the patient. Hey Groves32
mentions one who, bleeding from the mouth, 'walked about from doctor to
doctor trying each new remedy until at last he found refuge in the infirmary
only to die from the resulting anaemia'.

Feelings of guilt plagued mothers of haemophiliacs. External agencies were
invoked to account for the birth of an affected son as, for example, attempted
rape9 or being frightened by a thunderstorm33 during pregnancy.
The last Empress of Russia was aware that her marriage to Tsar Nicholas II

was opposed by his father on the grounds that she was a sister of the haemo-
philiac, Frederick William of Hesse, and therefore likely to transmit the disease
to the Romanoff heir. When the Tsarevich was born with haemophilia the
Empress desperately sought a cure from leading European physicians until at
last she turned to Rasputin. Her mother, Princess Alice of Hesse, never forgave
herself for not providing protection to an upper story window through which
Prince Frederick William fell to his death. The Prince's elder brother also
considered himself partly responsible for the tragedy and was overcome with
grief and troubled by nightmares for many months afterwards.34

In the nineteenth century the attitude of the medical profession towards
haemophilia was that of Ambroise Pare's ancient Doctor, who wrote 'That as
in Nature so in disease there are also Monsters'.35
The physiological basis of the disease was not well understood. John Hunter

had called blood-clotting 'an operation of life', and careful observers noticed
that blood shed by haemophiliacs did not coagulate in a normal manner.36 In
I863 Joseph Lister37 wrote that the study of blood-clotting engaged the best
energies of many very able men and the outline of modern blood coagulation
theory was evolved towards the end of the nineteenth century.38 Nevertheless
pathologists continued to produce evidence suggesting that an abnormality of
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blood-vessels was responsible for disordered haemostasis in haemophilia.39
Practising physicians developed their own theories. Watson40 held that the
inherited haemorrhagic diathesis of males was due to a type of vicarious men-
struation similar to that seen in certain women. This view was based on
phrenological observations made by M. Gall. In I89I when Wright41 showed
that the time taken for haemophilic blood to clot in glass tubes was constantly
prolonged, attention became permanently focused on the blood-clotting system.

Nineteenth-century methods for dealing with haemophilic bleeding were
usually ineffectual. On the only recorded occasion that human blood transfusion
was used, it was dramatically successful. In I840 Lane'2 performed Dieffen-
bach's operation for squint on an eleven-year-old boy without prior knowledge
of a classical history of abnormal bleeding. Haemorrhage commenced shortly
after the operation and continued almost unabated for six days when 'the skin
was of the paleness and almost coldness of death and the pulse could not be
felt at the wrist'. Direct transfusion of twelve ounces of blood from a stout
young woman was commenced. Bleeding ceased and shortly afterwards the
boy sat up, drank a glass of wine and eventually regained perfect health.
This first fortuitous success of blood transfusion in haemophilia would not
have occurred had not Lane shown great skill and patience in using the
primitive apparatus.
There were three approaches to arresting haemorrhage. Either conventional

methods, empirical remedies or no specific treatment at all were used. Some
experienced physicians preferred the latter approach. Wickham Legg" wrote
that '. . . one of the most satisfactory ways of treating bleedings is to leave them
to themselves, and when the patient is blanched and exsanguine, they cease'.
There are many reports of adolescent or young adult haemophiliacs surviving
a period of extreme exsanguination. However, small children were unable to
withstand repeated blood loss so well. This is illustrated by Rieken's44 case,
a child aged three. He developed a haemarthrosis of the left knee which caused
him to fall and cut his tongue. 'Blood gushed from his mouth and the cautery
was applied thrice without effect, the bleeding continuing for seven days until
he was like a wax doll in appearance. Within a fortnight after it ultimately
stopped he had a copious epistaxis and died with convulsions on the third day.'

Blood-letting in its various forms claimed many victims. Haemorrhage from
the bites of leeches applied to a haemarthrosis proved fatal.45 One young
patient had a single leech attached to a periorbital haematoma. This led to
prolonged bleeding, infection and eventual destruction of the eye.46 Cupping
was performed on a nine-year-old haemophiliac for some affection of the knee-
joint (presumably haemarthrosis). On returning home bleeding recommenced,
but was allowed to continue as being beneficial. The boy died the next day
from the effects ofblood loss.'7 Several haemophiliacs died from bleeding at the
site of a venesection wound.18' 48 Therapeutic blood-letting was frequently
combined with other dangerous remedies, and it is not always clear what caused
the patient's death. Vielil5 attended the fifty-five-year-old Gartmann of Tenna
who had been bleeding for a month from a tooth socket. Application of lapis
infernalis, sulphuric acid and creosote were of no avail. Compression of the
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carotid artery and cupping caused syncope and convulsions. Several days later
the patient died.
Some procedures not ordinarily followed by haemorrhage led to fatal bleed-

ing when performed on haemophiliacs. In this manner two patients died after
the application of blisters.49 Several physicians published clear warnings of the
danger and futility of blood-letting in haemophilia.50 Yet the practice was
widespread. In 1876 Heath"' reported part of a conference on haemophilia in
which Sir W. Jenner asked A. P. Stewart if he had carried out bleeding every
few weeks to relieve plethora. Stewart replied that he had on five or six haemo-
philiacs, but all of them were now dead. In 1894 when blood transfusion was
still unsafe, Osler52 could recommend nothing more for the treatment of
haemophilia than that some authorities advised venesection.
Some patients were aware of therapeutic hazards. One thirty-four-year-old

haemophiliac with the aid of his fiiends successfully opposed venesection for a
violent fever on the grounds that he was a bleeder.53 Ulrich54 mentioned
a patient who was reluctant to have leeches applied to a haemarthrosis of the
elbow because of a previous experience. He was overruled and nearly lost his
life from the ensuing haemorrhage. Another unwilling patient was unfortunate
to enter the last citadel of massive blood-letting. Riccord of the Salpetriere
attached twenty-five leeches to his perineum with disastrous results.55

Surgery was an ever-present danger. Only a few surgeons like Liston and
Hey Groves seemed fully aware that unless an operation was performed in a
bloodless manner the haemophiliac was certain to die. Thus Liston"6 most
carefully opened an abscess in the groin of a severe bleeder using blunt dis-
section and the chemical cautery. Fatal haemorrhage followed operations for
trivial reasons such as circumcisionl7 and the relief of tongue-tie."6 Ligation of
an artery was common practice to arrest bleeding and haemorrhage from the
incised vessel caused death.57 One of the most hazardous situations for the
patient was to seek surgical relief for haemarthrosis. It was conventional for
a painful swollen joint to be incised and the inevitable bleeding was more often
fatal than not. In I890 Konig58 showed a striking loyalty to the surgery of his
day for after giving what has become the classical description of haemophilic
arthritis he opened the knee-joints of two patients, and both subsequently died
from blood loss. As blood-letting was forced on patients so were operations.
Durham59 recorded the death of a boy after lithotomy despite the family
pleading with the surgeon to avoid operating because of an abnormal bleeding
tendency in the child and his male relatives. Another patient went to his general
practitioner for relief ofan aching tooth. The physician, aware of the boy's past
history, refused extraction and advised dental consultation for non-operative
treatment. The dentist, in full knowledge of the consequences, removed the
tooth and the boy died a few days later.60
The barren therapeutic outlook led physicians to become enthusiastic over

any form of treatment that seemed at all promising. A substance, often with no
apparent relation to haemostasis, was administered to a haemophiliac. If its use
coincided with cessation of bleeding it was energetically promoted for a while
until its uselessness became obvious and then, unless perpetuated by commercial
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exploitation, it was soon forgotten. Hey Groves32 made his attitude to such
empirical theory quite clear. Referring to haematuria in a haemophiliac, he
wrote '. . . it stopped spontaneously, or perhaps I ought to say as a result of
taking drugs'. The experience of Cochrane6' in I841 is typical in illustrating
the genesis of a new remedy. After initial failure to control bleeding from a boy's
tooth socket with a bottle of port wine daily, used in conjunction with kino and
succus japonicus, he attributed eventual recovery to wrapping the patient in
Peruvian bark quilted between two folds of cambric. Subsequently faced with
a similar case when this and other forms of treatment failed, Cochrane tried
tincture of iron muriate which was instantly successful. He concluded that this
latter agent would exclude all anxiety when dealing with the next patient.
There were a few successes with heroic forms of treatment. Lane's blood

transfusion has already been mentioned. Fischer22 recorded the rather incredible
arrest of gastro-intestinal haemorrhage after transfusion with I50 grammes of
lamb's blood. A sister ofa small boy eventually controlled bleeding from a tooth
socket by maintaining continuous digital compression for 72 hours.62 In 1913
a Swedish physician exerted manual pressure on the site of an above-elbow
amputation 'night and day'. Haemorrhage ceased and the patient lived to be
examined by Skold in I944.63 However, it is probable that the experience of
the family reported by Davis1 was typical of this era: '. . . various means had
been tried to remedy this evil until at last the parents abandoned all hope of
averting the progress of the malady and had been accustomed for some time
past to leave the care to Nature'.
Some families who could obtain no effective treatment from the medical

profession turned to practitioners ofother arts. Krimer's64 patient was given up
for dead after tooth extraction. The relatives consulted a man who practised
'a sort of magnetism'. He made passes over the dying man's face and then
called on God, whereupon the bleeding stopped. Some time later the magician
successfully arrested another haemorrhage by the same means. The most famous
of all non-medical men was Rasputin. The ignorant peasant exerted a soothing
or hypnotic influence over the Tsarevich's painful symptoms and was accredited
with their control.65 He was said to be effective even over the telephone.3'
The poor prognosis and ineffectual medical treatment meant that the few

haemophiliacs who reached adulthood could hardly compete on level terms
with their contemporaries. For one patient, this was made quite clear. A leading
article in the British Medical Journal of i86866 recommended that Prince
Leopold, who at the time was convalescing after a haemorrhage, should abstain
from violent exertion. The journal suggested that he become a patron of the
arts and literature. The Prince did his best to support the arts, although handi-
capped by recurrent haemarthroses in one knee-joint.67 Ironically, it was while
attending a floral and musical festival at Cannes that he fell and struck his head.
Later that night an aide-de-camp was awakened by stertorous breathing and
found the Prince having convulsions. He was paralysed on one side and died,
presumably from an intracranial haemorrhage.68

It was difficult for the average patient to become a self-supporting member
of society. No facilities were available to direct the haemophiliac into an

365

https://doi.org/10.1017/S0025727300028829 Published online by Cambridge University Press

https://doi.org/10.1017/S0025727300028829


C. B. Kerr

occupation free from obvious sources of trauma, and hazards existed in almost
every type of employment. Of two haemophilic physicians, one could hardly
follow his profession69 and the other had great difficulty in completing a term
of hospital residency.70 Clerical workers developed bruises due to prolonged
sitting or resting an elbow on the desk.27 In trades where sharp instruments
were used, occupational trauma led to serious bleeding. A weaver7l and
barber72 suffered in this manner. Hey Groves32 described the fate of a shoe-
maker who 'as is the habit of these workers, kept the nails which he was about
to drive into the shoe, in his mouth. The point of one of these penetrated his
gums and after twenty days bleeding he died of anaemia'. Barlow73 thought it
strange that his patient, a lamplighter, had not developed haemorrhage into
the shoulder-joints from raising a pole to the gas lights. This happened to a
haemophilic sculptor,63 so a more strenuous use ofthe arms is probably required.
Another ofHey Groves's patients32 illustrated the difficulty a haemophiliac had
in remaining employed. The man was a tram conductor who developed
Volkmann's ischaemic contracture after haemorrhage into the right forearm.
Function partially returned but inability to supinate the forearm rendered
collection of fares difficult because the palm could not be turned uppermost.
The patient was forced to resign his position with the trams. On applying for
railway service both his haemophilia and deformity would have been over-
looked had he not been asked to cover the right eye. This he did with the
knuckles and so was detected.

There is little written on how haemophiliacs fitted into the social life of the
nineteenth century. Many who survived childhood were physically disabled,
and so were presumably regarded as cripples. Stahel30 sketched the appearance
of two patients. The elder one, aged fifty-eight'. . . was very bent, with a large
knob like cyanotic nose. Teeth defective and carious; gums swollen, dark red
and softened; creaking in joints and limitation of movements.' The other, a
younger adult, had '. . . lips slightly blue, bad teeth, swollen gums receding
from teeth. Muscles of both arms very atrophic; defective movements of legs
and arms, very lame.' In contrast many haemophilic children were described
as having a healthy appearance, often in a manner which suggested that the
writer considered this incompatible with such a distressing disease. From
evidence in their monumental survey, Bulloch and Fildes1 concluded that young
haemophiliacs usually had a gay and reckless nature. But this was not always so.
Wachsmuth74 had a young patient whose outbursts of rage seriously interfered
with treatment. Some interesting features of the haemophilic personality were
recorded in the exchange between Ross and Dent, which took place in the
correspondence columns of the British Medical Journal in i898.75 76, 77 Ross
described a twenty-eight-year-old haemophiliac who nearly died from haemor-
rhage following drainage of an abscess. It was only as he was recovering that
the patient told his agitated physician he was a bleeder. Ross felt this experience
warranted that all haemophiliacs should be tattooed with the name of their
disease. In reply, Dent wrote that tattooing was dangerous and the patient was
unlikely to give his consent. He then enlarged on 'the constant mental peculiari-
ties ofdefinite form in bleeders', ofwhich the most common was'. . . an inability,
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more than an unwillingness to tell the truth about their condition even after
alarming experiences with it'. He described a sixteen-year-old boy who con-
tinued to bleed from a tooth socket despite all treatment. The medical attendants
were certain he had haemophilia, but the boy stoutly denied any abnormal
bleeding tendency. Eventually his mother was called, who told of her son's
numerous haemorrhages. However, 'the youth furiously resented his mother's
appearance at the bedside and actually died cursing her and all around him,
and asserting with his last breath that he did not bleed more than others'. Dent
concluded that haemophiliacs were a menace and should wear their diagnosis
as a label around the neck. Ross replied that a label was no good as the patient
would soon remove it. He mentioned some other haemophiliacs. Two were
liars, and the third so bad tempered that his parents would rather he died than
have to live with him at home.

Those that were not disabled and tried to compete on level terms with their
contemporaries usually paid the penalty. A twenty-two-year-old medical
student from Stuttgart engaged in a duel despite full knowledge of his bleeding
diathesis. He died two days later from uncontrollable haemorrhage caused by
a sabre wound.78 Wright8l wrote the epitaph of a nineteen-year-old haemo-
philiac. 'Died ofhaemorrhage after amputation ofleg necessitated by mortifica-
tion brought on by blow of cricket ball.' One member of Nettleship's79 family
died from gastro-intestinal haemorrhage following competitive rowing. A fish-
hook wound and an injury received while playing hockey nearly accounted for
two other brothers. Several members of a large haemophilic kindred from
Wurttemberg were conscripted into the army during the Napoleonic and
Franco-Prussian wars.22 One man survived several wounds received in battle,
only to die of bleeding from a tooth socket at the age of sixty-two. Two others
were discharged because of abnormal haemorrhage, one after tooth extraction,
the other on developing haemarthrosis.
The haemophiliac who considered marriage was hampered not only by the

prospect ofan early death and economic insecurity but also by opposition from
the medical profession.1 So few married that Bulloch and Fildes' with all the
pedigrees of the nineteenth century at their disposal were unable to comment
on the transmission ofhaemophilia to the sons ofhaemophiliacs. Muir described
a large South African family whose ancestors reached the Cape in i660.80 He
accounted for twelve generations containing 6io normal individuals and 46
haemophiliacs. Only 4 of the latter married as compared with practically all
their normal male relatives. There is, however, a record of a severe haemo-
philiac being married twicel7 and one of Fischer's22 patients, despite numerous
almost fatal haemorrhages, married his deceased normal brother's wife.
The belief that haemophilia was perpetuated by symptomless female carriers

of the gene provoked much opposition to any woman from a haemophilic
family marrying. Physicians,52 parents8l and even the unfortunate women
themselves82 advised strongly against such a union.

For the haemophiliac, the nineteenth century ended as it had begun. There
was a wealth of information on the natural history of haemophilia and its
appearance in the royal houses of Europe gave the disease an air of glamour
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unsurpassed in the history ofmedicine. But there was still no effective treatment
to control bleeding or prevent disability. The patient was less likely to fall a
victim to blood-letting, but not for another decade could lost blood be safely
replaced. Advances were being made towards the relief of other diseases, but
the outlook for haemophilia remained uniformly bleak. Thus the seeds of
hopelessness became firmly rooted in families where the trait was passed on
from generation to generation.

REFERENCES
I. BULLOCH, W., and FILDEs, P., Haemophilia, Treasury of Human Inheritance,

vol. I, ed. Karl Pearson, London, Dulau & Co., 1912, pp. I69-354.
2. CONSBRUCH, G. W., Medicinische Ephemeriden nebst einer Topographie, Chemnitz,

1793, vol. xH, p. 267, cit. Bulloch and Fildes.
3. OTTO, J. C., An account of haemorrhagic disposition existing in certain

families, Med. Repos., I803, 6, I.
4. ALSAHARAVIUS (ALBUCASIs), Liber theoricae necnon practicae Alsaharavii, trans.

into Latin by Paul Ricus, Augsburg, S. Grim, 1519, tract. 3I, fol. 145, cit.
Bulloch and Fildes.

5. BENEDICTUS, A., Omnium a vertice ad calcem morborum signa, causae, indicationes, etc.,
Basle, 1539, bk. IV, 203, cit. Bulloch and Fildes.

6. SCHLOESSMANN, H., Neue Dtsch. Chir., 1930, 47, 281.
7. ERDMANN, E. E., Dc haemophilia, Halle, Inaugural Dissert., i844, cit. Bulloch

and Fildes.
8. Anon., Disabilities, London, 1952, P. 215 (repr. from Lancet, n949,, IO50).
9. LOSSEN, H., Die Bluterfamilie Mampel bei Heidelberg, Dtsch. Z. Chir., 1877,

7, 358.
io. FISCHER, H., Ueber Hamophilie, Z. Wundartzc u. Geburtshelf., I895, 66, 338.
II. LOSSEN, H., Die Bluterfamilie Mampel b. Heidelberg, Dtsch. Z. Chir., 1905,

76, I.
12. MACMILLAN, C. W., DIAMOND, L. D., and SUGENOR, D. M., Treatment

of classic hemophilia: use of fibrinogen rich in factor VIII for hemorrhage
and surgery, New Engl. J. Med., I96I, 265, 225.

13. HAY, J., Account of a remarkable haemorrhagic disposition existing in many
individuals of the same family, New Engi. J. Med. Surg., I813, 2, 221.
P- 933.

14. 0SLER, W., Haemophilia, Pepper's System of Medicine, London, I885, vol. m,
I5. VIELI, Observations sur les bluters ou hommes saignants, J. med. chir. pratiques

d l'usage des midecins praticiens par L. Championnihre, Paris, I846. 17, 340.
I6. WINOGRODOW, Zur Pathologie der Hamophilie, Ukraini skij. medicinij Vistnik,

1924, cit. Schloessmann, p. 2o.
17. GRANDIDIER, L., Die Haemophilie oder die Bluterkrankheit nach eigenen undfremden

Beobachiungen, Leipzig, Otto Wigand, I855, cit. Bulloch and Fildes.
I8. ROTHSCHILD, N., Ueber das Alter der Haemophilie, Munich, Inaugural Dissert.,

I882, cit. Bulloch and Fildes.
I9. DAVIS, T., Case of hereditary haemorrhoea, Edinb. med. surg. J., 1826, 25, 291.
20. DE BERNADY, F., Albert and Victoria, New York, 1953, P. 314.
2I. CARRIt RE, C., Hemophilie, Congr. fran. Med., Paris, 1907, cit. Bulloch and

Fildes.
368

https://doi.org/10.1017/S0025727300028829 Published online by Cambridge University Press

https://doi.org/10.1017/S0025727300028829


The Fortunes of Haemophiliacs in the Nineteenth Century

22. FISCHER, M., Zur Kenntniss der Hamophilie, Munich, Inaugural Dissert., 1889,
cit. Bulloch and Fildes.

23. REINERT, H., Ueber Haemophilie, Gottingen, Inaugural Dissert., 1905, cit.
Bulloch and Fildes.

24. FILDES, P., Haemophilie, Lond. Hosp. Gaz., I909, z6, 48.
25. KUSTER, F., and KUSTER, R., Die Bluterkrankheit, Wschr. ges. Heilk., I847,

z8, 282.
26. HUTCHISON, J. C. (no title), Trans. med. Soc. St. N.r., I877, P. 268.
27. DELMAS, Hemophilie hereditaire remontant a la 4me g6n6ration, Mim. Bull.

Soc. mid.-chir. H6p. de Bordeaux, i868, 3, 336.
28. BUEL, W., BUEL, S., An account of a family disposition to haemorrhage,

Trans. physico-med. Soc. N.r., 1817, X, 305.
29. PICKELLS, Haemorrhagic diathesis exemplified in two brothers; with remarks

on its hereditary tendency, Edinb. med. surg. J., I852, 77, I.
30. STAHEL, H., Die Hdmophilie in Wald, Zurich, Inaugural Dissert., I88o, cit.

Bulloch and Fildes.
3I. WRIGHT, A. E., Haemophilia, in Allbutt and Rolleston's System of Medicine,

London, 1909, vol. v, p. 918.
32. GROVES, E. W. H., A clinical lecture upon the surgical aspects of haemophilia,

with especial reference to two cases of Volkmann's contracture resulting from
this disease, Brit. med. J., 1907, i, 61II.

33. RIPKE, C., Ueber Haemophilie, Freibourg, Inaugural Dissert., I889, cit. Bulloch
and Fildes.

34. BUCHANAN, M., Queen Victoria's Relations, London, 1956.
35. PARP, A., The Apologie and Treatise of Ambroise Pare, I585, ed. G. Keynes,

London, 1951, P. I60.
36. LISTON, R., Haemorrhagic idiosyncrasy, Lancet, I838, ii, I37.
37. LISTER, J., On the coagulation of the blood, Proc. roy. Soc., I863, 12, 580.
38. MORAWITZ, P., Die Chemie der Blutgerinnung, Ergebn. Physiol., 1905, 4, 307.
39. KIDD, P., A contribution to the pathology of haemophilia, Med. chir. Trans.,

1878, 6z, 243.
40. WATSON, T., Lecture on the Principles and Practice of Physic, London, I857, P. 255.
41. WRIGHT, A. E., Upon a new styptic, and upon the possibility of increasing the

coagulability of the blood in the vessels in cases of haemophilia and aneurysms
and internal haemorrhage, Brit. med. J., I891,Ii, I306.

42. LANE, S., Successful transfusion of blood, Lancet, I840, i, i85.
43. LEGG, J. W., Report on haemophilia, with a note on the hereditary descent of

colour blindness, St. Barts. Hosp. Rep., I88I, 17, 303-20.
44. RIEKEN, H. C., Neue Untersuchungen in Betreff der erblichen Neigung zu

todtlichen Blutungen ... Frankfort, 1829, cit. Bulloch and Fildes.
45. BURNES, D., Haemorrhagic diathesis, Lancet, I840, i, 404.
46. LEDOUX, P., Un cas d'hemorrhagie de la moelle epini&e, 3. Sci. Mid., Louvain,

I876, I, I29.
47. OSBORNE, J., Account of a haemorrhagic diathesis existing in a family, also of

a peculiar appearance of the iris belonging to a family, Dublin, 3. med. chem.
Sci., I835, 7, 32.

48. JOHANNSEN, R., De Haemorraphilia, Kiel, Inaugural Dissert., 184I, cit. Bulloch
and Fildes.

49. HUGHES, J. N., A case of hereditary haemorrhagic tendency, Transylv. 3. med.
Assoc. Sci., 1832, 5, I33-

369

https://doi.org/10.1017/S0025727300028829 Published online by Cambridge University Press

https://doi.org/10.1017/S0025727300028829


C. B. Kerr

50. CLAY, Hemorrhagic diathesis-ten days' hemorrhage after the extraction of a
molar tooth, Med. Times Gaz., 1846, 13, 293.

5I. HEATH, C., In Report of meeting of Clinical Society of London, Lancet, I876,
U, 7I8.

52. OSLER, W., Principles and Practice of Medicine, Edinburgh, I894, P. 322.
53. BENAVENTE, M., Diatesis h6morraigica hereditaria, Siglo med., i86o, 7, 289.
54. ULRICH, Bluter, General-Bericht des konigl. rheinischen Medizinal-Kolkgiums,

Koblenz, 1825, P. 55, cit. Bulloch and Fildes.
55. DEQUEVAUVILLER, J. F., De la disposition aux h6morrhagies et des signes

au moyen desquels on peut la prevoir, Paris, these, I844, cit. Bulloch and Fildes.
56. WARDROP, J., On Blood Letting, London, I835, P. I6.
57. DUNN, T. D., Haemophilia, Amer. J. med. Sci., I883, 85, 68.
58. KONIG, F., Die Gelenkerkrankungen bei Blutern mit besonderer Berucksichti-

gung der Diagnose, Chirurgie, I890, I, 232.
59. DURHAM, A. E., Case ofhaemorrhagic diathesis, Guy's Hosp. Rep., I868, i3, 489.
6o. YOUNG, J., On a case of haemophilia, Lancet, I889, Ii, 951 .
6i. COCHRANE, J., On the haemorrhagic diathesis, Lancet, n841,i, 147.
62. CANTANI, A., L'emofilia ed il Penghawar Djambi, Morgagni, 1872, 14, 305.
63. SKOLD, E., On Haemophilia in Sweden, Stockholm, I944.
64. KRIMER, In Nasse, Von einer erblichen Neigung zu todtlichen Blutungen,

Arch. prakt. Med. u. staatsarzneik. Horn, Nasse, Henke, Berlin, I820, P. 409, cit.
Bulloch and Fildes.

65. CURTISS, J. S., Church and State in Russia, New York, 1940, P. 367.
66. EDITORIAL, Prince Leopold, Brit. med. J., i868, i, 148.
67. - The haemorrhagic diathesis, ibid., I884, i, 686.
68. The death of the Duke of Albany, ibid., I884, i, 690.
69. MILEs, E. B., Unpublished case, I909, cit. Bulloch and Fildes, p. 315.
70. GETTINGS, H. S., Unpublished case, I9IO, cit. Bulloch and Fildes, p. 343.
7I. KERCKSIG, Bluterkrankheit, Prov.-Saniteits. konigl. Med.-Koll. v. Westfalen, p. 8o,

cit. Bulloch and Fildes.
72. SAHLI, H., Ueber das Wesen der Hamophilie, Z. klin. Med., I904, 6i, 264.
73. BARLOW, T., Case of sporadic haemophilia, Med. Times Gaz., 1876, i, 5
74. WACHSMUTH, C. 0. T., Die Bluterkrankheit, versuch einer Monographie

derselben nach eigenen Beobachtungen und Erfahrungen, 2. dtsch. Chir. Ver.
Magdeburg, 1849, 3, 459.

75. Ross, S. J., Bedford Infirmary, a case of haemophilia, Brit. med. J., 1898, i, 883.
76. DENT, C. T., Mental peculiarities in haemophilia, ibid., I898, i, io66.
77. Ross, S. J., The mental condition of haemophiliacs, ibid., I898, i, 1236.
78. EsCHERICH, Geschichte eines Bluters . . ., Med. Correspond. Wurtemberg aerztl.

Ver., Stuttgart, 1835, 5, 147, cit. Bulloch and Fildes.
79. NETTLESHIP, E., Unpublished case, 1912, cit. Bulloch and Fildes, p. 333.
8o. MUIR, J., Heredity in haemophilia in South Africa, J. med. Ass. S. Afr., I928,

2, 599.
8I. SADLER, E. A., A family of bleeders, Bgham. med. Rev., I898, 44, 45.
82. PINCUS, L., Weibliche Helden, Zbl. Gyndk., 1909, 33, 625.

ACKNO WLEDGMENTS
I am very grateful to the librarians of the Medical Branch Library, University of Sydney, for
help in locating texts. This work was completed while receiving financial support from the
Port-Graduate Medical Foundation of the University of Sydney.

370

https://doi.org/10.1017/S0025727300028829 Published online by Cambridge University Press

https://doi.org/10.1017/S0025727300028829

