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Diagrosis: Severe Heemophilia A v
Humen Immuncdeficiency Virus antibody positive

iat the Haemophilia Centre on 14 October for a review. GCenerally,
he continues to live at home with his parents. His current
drug therapy is Indomethacin 1 suppository at night and a 25 mg tablet taken
at mid-day which seems to control the pain he was having in his left ankle.

He also told me that he has intermittent back pain particulsrly when he hag

to stand up for long periods and tends to tire easily and often takes a little
sleep in the afternocon or early evening, The only other problem is that he
has lost a significant amount of weight (10 kgs) over the last 10 years.

On examinationhe looked well, his weight was 67.2 kg, his mouth was clean but

there was ulcerstion on his inner lower 1lip. There was no palpable lymphadenopathy.
Examination of the chest was clear, pulse was 100 per minute and regular. 8lood
pressure 120/90, and examination of the abdomen was normal. ;

Investigations showed a normal blood count

Haemoglobin 15.2 g/dl
White cell count 5.4 % 103/1
Platelets 160 x 107/1

Liver function tests showed elevation of aspartate tfansaminase and gamma GT
consistent with his chronic non-A, non-B hepatitis.

The immungiagy'shawed~a remarkably reduced level of the T helper count (T4) at
0.19 x 10°/1 (normal lower limit 0.6). . :

In conclusionGRO-Biis generally well at the present time but he has lost a
significant amount of weight over the last 2 years and this may be related to
HIV infection. In addition there is lsboratory evidence of immunosuppression
and any infection needs to be treated seriously. I have arranged to see him
again in 3 month's time when he will also be seen by the dental surgeon at this
hospital. :

GRO-C

‘ Yours sincersly

£ 1izabeth Miller, MAECP MRCPath, Hon Lecturer
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Date of Admisgion: 22-Dec~87
Tgima of Admission:
Date of Death: {GRO-B -87

Tima of Desth:

60:35 hrs

Dats of Postmortem:

B : | GRO-B :47
Tamg of Postmorten: 13,50 hrs
Prosacton :
s Br J B McLaughlin
 Stydent:
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Hospital Mo, -

Bumame

Firgt Mamay GRO-B

0.oef 8.

1€a) Pneumocystis pneumonia

1{b)} HIV infection
“ 2 Haemophilia A
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Autopsy Nupber = | GRO-B |
Patient GRO-B

Hospital Nupbeyr

CLIBICAL SUMMaRY
The notes were available at the time of postmortem,

The brief clinical history is that the patient was diagnosed at the age of 16
months as a severe haemophilia A sufferer. His early problems were related
tp hasmarthrosis following episodes of trauma and more recently he was
diagnosed as having eczema. For the last year he has being known 1o be

HIV gserp positive and has a low grade chronic hepatitis. He was admitted on
the 23 December 1987 with a two and half week history of cough which he
attributed to upper vespiratory tract infection and over the previcus five
days increasing shortness of breath. Chest X-Ray showed bilateral
interstitial shadowing and a presumpiive clinical diagnosis of pneumocystis
pheunonia was made, He was treated with high duse septrin but died of
respiratory failure six days after admission, ' )

MAl APPEARARCES

The body was that of normally nourished white caucasian male (height 185em,
weight 98kg) who looked the stated age. There were flexion deformities of
.the knee jeoints but no other major externsl abnoipality was noted.

IBTERNHAL APPEARANCES
Examination was limited to inspection of major organs.
Cardiovasculay Systen

The pericardial surfaces were spooth and no fluid was present in the
pericardial cavity. The heart appeared externally unremarkable,

Bespiratory Systen

4 little straw coloured fluid was present in both pleural cavities
particularly the right but the pleural surfaces were smooth, Both lungs
appeared exteraaiiy apnatomically normal but were extremely heavy,

Alimentary System

The peritoneal surfaces were smooth and no fluid was present in the
peritoneal cavity. The liver was of gormal size but showed a fine white
stippling of the capsular and the cut surface., The intestines appeared
externally unremarkable.
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The left kidney was removed and showed no external abnormality.

Lymphoreticulay Sveten

No enlarged lymph nodes were noted. The spleen was enlarged to
approximately three times the normal size but the capsular surface appeared
unremarkable.

Endoorine Systen

The left adrenal was unremarkable.

Museulo-skeletal System

No abnormality was seen in any bone, joint or muscle apart from the flexion
deformities of the knees consistent with the history of haemophilia and
haemarthrosis.

Lentral Heywvous System

Meninges and external 'surface of the brain were uaremarkable.

Summaxy

Limited postmortem examination on this patient with haemophilia A and HIV
positivity shows splenomegaly consistent with the diasgnosis of haemophilia
and bilateral consglidation of both lungs consistent with pneunocystis
pneumpnia. Furtheyr investigation will be performed on the the fixed organs.
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