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Paediatric Pathology Society
Proceedings of the Twenty-fourth Annual Meeting

The meeting was held on 21-23 September 1978 at
the Bristol Maternity Hospital. Lack of space
precludes the publication of summaries of all the
unusually large number of papers read.*

Morbid anatomists' role in a diagnostic amniocentesis
service. D. I. Rushton. Department of Pathology,
Birmingham Maternity Hospital, Birmingham.

The role of the morbid anatomist in a diagnostic
amniocentesis service is primarily (a) to assess the
wastage due to the procedure and (b) to confirm
antenatal diagnoses resulting from examination of
amniotic fluids. The description of the fetal mani-
festations of disease is also important. The inade-
quacies of current services and the dangers of failure
of consideration of normal patterns of pregnancy
wastage at the appropriate gestation are stressed. It
is suggested that data may give a falsely low estimate
of fetal wastage attributed to amniocentesis.

Pathology of congenital disclocation of the hip.
P. M. Dunn. Department of Child Health, South-
mead Hospital, Bristol.

During the period 1961-75 50 hips considered on
clinical examination to be either dislocatable or
dislocated at birth were examined at necropsy. All
the infants died during the neonatal period, most of
them within 3 days of birth. Gestational ages ranged
from 27 to 44 weeks. 16 of 33 infants had presented
by the breech at delivery. Infants with obvious or
suspected neuromuscular disease were not included.
Dissection confirmed abnormality in each case.
Pathology ranged from instability of the fibro-
cartilaginous labrum with increased joint laxity in
the dislocatable hips to full dislocation with inturned
limbus compressed between the outlying head of
femur and true acetabulum. One hip was dysplastic
without being dislocated. No case of 'fixed', stable
dislocation was encountered. The degree of abnor-
mality often varied between the two hips, and every
combination from normality to mild or severe

*Abstracts may be obtained from Dr R. A. Risdon, Secretary,
Paediatric Pathology Society, Institute of Pathology, The
London Hospital, London El IBB.

change was found. At least 50 hips considered nor-
mal on clinical examination were dissected and
normality was confirmed. These findings, and the
results of epidemiological studies, suggest that con-
genital dislocation of the hip may be defined as a
deformity of the hip joint, arising during fetal life
and present at birth, in which the head of the femur
is, or may be, partially or completely dislocated from
the acetabulum. The findings also show that hip
disease is common at birth and may reliably be
detected by clinical examination.

Tyrosinaemia an atypical case. J. T. Ireland and
C. Davidson. Alder Hey Children's Hospital,
Liverpool.

Toxicological screening in cases of sudden infant death
syndrome. C. N. Chapman and N. J. Brown.
Bristol Maternity Hospital, Bristol.

Using an analytical scheme designed to detect drugs
most likely to be encountered, a screening programme
was initiated. It was thought this might show the
presence of substances which, if not the prime cause
of death, might have contributed thereto. Samples of
stomach contents and liver were examined from 47
cases, with the following results: no drugs detected
-31; benzodiazepines-5; phenobarbitone-3; un-
identified acid compound-1; unidentified basic
compound-7. The unidentified compounds are not
necessarily drugs; they could well be post-mortein
decomposition products. The amounts of material
detected were very small. There was no case of
anything that might be called an overt example of
poisoning.

Fetal pathology: termination of pregnancy in the
second trimester. A. A. M. Gibson. Royal Hospital
for Sick Children, Glasgow.
A series of over 150 cases in which the indication for
termination of pregnancy was the antenatal diagnosis
of fetal malformation.

Differential delay in myelination of vagal fibres-its
relation to apnoea of prematurity and the sudden-
infant-death syndrome. P. N. Sachis,D. L. Armstrong,
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L. E. Becker, and A. C. Bryan. Departments of
Pathology and Respiratory Physiology, The Hospital
for Sick Children, Toronto, Canada.

Apnoea is especially common in premature infants,
and abnormal control of breathing has been impli-
cated in the sudden-infant-death syndrome (SIDS).
Because vagal pulmonary reflexes change with
maturation, we studied 'normal' morphological vagal
ontogeny and compared this with the morphology in
SIDS victims. Total and small myelinated fibres
(MF) were sparse in premature infants. In vagi of
'SIDS-age' infants, despite the lower mean post-
conceptional age, their mean MF total compared
with that in SIDS: however, small MF were
significantly fewer in SIDS-only slightly more than
in the premature. Lack of myelin impairs temporal
summation of excitatory postsynaptic potentials and
may alter the nature of both afferent and efferent
signals. As 1-2 ,um is the critical diameter where
myelination increases conduction velocity, our
findings accord with the reduced neural respiratory
control in premature infants and may relate to SIDS.

Histochemical and densitometric study of cartilage
in a case of achondrogenesis type II. J. J. van der
Harten, G. J. M. Hooghwinkel, and D. Toornvleit.
Free University, Amsterdam, The Netherlands.

Asplenia-polysplenia: a comparative study of suscepti-
bility to infection. V. Mahnovski, V. M. Anderson,
and A. I. Lipsey. Department of Pathology,
Children's Hospital of Los Angeles, California,
USA.

Asplenia in the Ivemark syndrome-evidence against
primary agenesis. V. M. Anderson and V. Mahnovski.
Department of Pathology, Children's Hospital of
Los Angeles, California, USA.

Pulmonary and myocardial changes in premature
infants after mechanical ventilation. H. Nordgren
and A. Petersson. Department of Pathology,
University Hospital, Lund, Sweden.

19 premature infants, gestational ages 26-40 weeks,
treated with mechanical ventilation were studied at
necropsy. A comparison was made between gesta-
tional age, weight, time of ventilation, age at death,
and microscopical changes in lungs and myocardium.
The lung changes were classified according to the
criteria suggested by Rosean and the myocardial
changes were graded into three groups ranging from
oedema to calcification. Three different groups were
easily distinguishable. The 1st, ventilated for 1-7
days, showed only minor changes in myocardium

and lungs. The 2nd, ventilated for 9-14 days,
showed more obvious changes-BPD lI-M and
slight myocardial fibrosis. The 3rd group, ventilated
for 1-6 months, showed severe, apparently
irreversible damage-BPD ITI-IV, and fibrotic
scarring of the myocardium; in some cases calcifica-
tion was observed. The myocardial changes were
particularly prominent in the subendocardial zone
in the right ventricle. These changes indicate
ischaemic damage, and the presence of calcification
supports the theory that ischaemic damage leads to
an increase of the cellular calcium concentration.

Betamimetics and neonatal lung adaptation. B.
Bergman, U. Freyschuss, G. Grossman, T. Hedner,
B. Lachmann, and B. Robertson. Department of
Paediatric Pathology, Karolinska Institutet, Stock-
holm, Sweden.
There is now evidence that certain betamimetic
agents, administered to the mother or injected into
the premature fetus, have a direct influence on the
developing lung by stimulating a release of surface
active phospholipids in the fetal pulmonary fluid
(FPF) and by reducing the water content of the fetal
lung. To analyse whether antenatal treatment with a
betamimetic agent influences neonatal lung mech-
anics in vivo, we recorded pneumotachogram and
oesophagus pressure in premature rabbit neonates,
delivered on day 28 of gestation, 3 hours after TM
injection of terbutaline (0- 1 mg). In recordings made
30 min after birth, we found reduced expiratory
resistance in treated animals, but otherwise no
difference between experimental neonates and
controls. Thus, although administration of beta-
stimulants to the premature fetus has a strong
influence on the amount and composition of FPF,
and although the pressure/volume characteristics of
the neonatal lung appear to be improved after such
treatment, these effects seem to have only slight
influence on lung mechanics during the subsequent
phase of neonatal adaptation.

A breakdown of factors present with children found
unexpectedly dead. J. L. Emery and P. M. McWeeny.
Children's Hospital, Sheffield.
A survey was carried out of the morbid anatomical
findings and the clinical history, based largely on a
home visit by a social research worker, from a
sequential series of about 100 postperinatal deaths
in the Sheffield area before March 1976. In most
cases there were multiple factors. Necropsy
showed that over one-third of the babies had
evidence ofwhat was probably subclinical damage to
the brain dating from the perinatal period. Many
terminal diseases were present, only a few of which

 on M
ay 19, 2023 by guest. P

rotected by copyright.
http://adc.bm

j.com
/

A
rch D

is C
hild: first published as 10.1136/adc.54.2.152 on 1 F

ebruary 1979. D
ow

nloaded from
 

http://adc.bmj.com/


154 Paediatric Pathology Society

would usually be considered adequate causes
of death in themselves. There were a few
deaths that were probably not due to natural causes
but were, at presentation, legally unprovable and
indistinguishable from unexplained deaths. Social
factors show many features affecting the child that
were acting before the child's birth and a variety of
defects in the interfaces between the family and the
health service, and within the health service itself.
The findings give a hint of the features that could
well be shown to be variable throughout the country
when the findings of the current multicentre study
will be completed.

Thymus reaction and its relationship to duration and
severity of symptoms in infants. J. W. Keeling, D.
Scott, I. Forrest-Hay, and J. Oakley. DHSS Multi-
centre Post Perinatal Mortality Study.

Hydrops fetalis and diffuse arterial calcification.
J. W. Keeling and J. D. Baum. John Radcliffe
Maternity Hospital, Oxford.

Critical study of thymic pathology in children with
malnutrition infection morbid complex. K. Madi,
C. L. Avila, and A. V. Oliveira. Departamento de
Patologia, Universidade Federal do Rio de Janeiro,
Brazil.

Malnutrition has been held responsible for a type of
thymic hypoplasia common in children from under-
developed countries. Evidence shows that this
hypoplasia is caused by a combination of malnutri-
tion, infection, and stress. Two types of lesion are
described: thymic involution, where, besides reduction
of size and of lymphoid population (which produces
blurring of cortico-medullary demarcation) there is
cystic dilatation of Hassall's corpuscles; and atrophy,
where, besides severe weight loss, Hassall's corpuscles
are absent or reduced in number and size. There is
similar lymphoid hypoplasia in the other organs with
rudimentary follicles in the lymph nodes and spleen,
and hypocellularity of intestinal lamina propria.
The number of cases with absence of Hassall's
corpuscles is large enough to discourage the authors
from considering them as a primary immunological
deficiency. In addition it is argued whether some
thymic hypoplasias described as congenital are
really the result of a process similar to that seen in
our cases.

Vascular changes in the lungs of infants following
parenteral lipid nutrition. A. Moragas and A.
Ballabriga. Departments of Pathology and Paedia-

trics, Ciudad Sanitaria de la Seguridad Social and
Facultad de Medicina Automoma de Barcelona.

In a necropsy series of 22 infants aged 7-123 days
who had received parenteral lipid nutrition from 4 to
27 days, lipid droplets in alveolar capillaries were
found in 8 cases (36 %), lipoid alveolitis in 3 (14%),
and severe changes associated with fat deposition in
intrapulmonary arteries from 0 1-0 6 mm diameter
in 17 (77 Y). According to the prevalent type of
arterial lesion the cases were classified in stages I to
IV (early lesions, acute florid stage, lipophagic stage,
and regressive stage) which showed a good correla-
tion with the length of lipid treatment or the lapse
of time between the start of treatment and death.
All the early cases and 88% of florid acute cases
were found in infants treated for up to 8 days. It is
suggested that the lesions develop differently in term
compared with premature babies, the latter showing
a prevalence of acute florid lesions with little lipo-
phagic response. The main factor in the pathogenesis
of the lesions is considered to be previous injury to
the arterial wall mediated by hypoxia or acidosis. It
is assumed that the degree of lipidisation does not
depend primarily on the length of lipid treatment,
since there is a tendency for this to regress with time.
It is not known ifa persistent narrowing ofpulmonary
vessels could be a significant cause of pulmonary
hypertension in later life.

Tentorial tears as a problem for the paediatrician.
A. J. Barson. Department of Pathology, St
Mary's Hospital, Manchester.

40 infants dying from intracranial haemorrhage
secondary to tentorial tears between 1967 and 1978
were reviewed. Increased numbers of such deaths
have been seen since the establishment of a regional
service for the intensive care of the newborn infant.
This is because priority for admission has tended to
be given to infants with respiratory difficulty which
cannot easily be accounted for either by prematurity
or gross malformation. Although most of these
infants die within 48 hours of birth it is difficult to
differentiate them from infants with uncomplicated
respiratory distress syndrome in whom the prognosis
is much better. Indeed one-quarter of the infants
with tentorial tears also had hyaline membrane
disease at death, and about one-third had some form
of internal congenital malformation. The incidence of
tentorial tear is approximately 1 per 1000 births and
does not seem to have changed significantly during
the last decade. However, the development of
intensive care facilities for the newborn with respira-
tory difficulty has made this a major problem for the
neonatologist.
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Congenital cystic disease of lung. P. M. Bale. Royal
Alexandra Hospital for Children, Sydney, Australia.

44 cases of cystic lungs in children were studied in an
attempt to determine (1) how often congenital cystic
disease could be clearly distinguished from post-
inflammatory pneumatoceles and bronchiectasis,
and (2) whether true congenital cystic malformation
and adenomatoid malformation were separate
entities or variants of the same condition. 22 cases
were classed as congenital cystic malformation, 2 as
adenomatoid malformation, and one as intra-
pulmonary bronchogenic cyst. In 16 cases chronic
inflammation and fibrosis precluded differentiation
of inflammed congenital cystic disease from post-
inflammatory pneumatocele, and 3 were intermediate
between lobar emphysema and cystic malformation.
Cystic and adenomatoid malformations were con-
sidered to be similar bronchiolar malformations
falling into 2 overlapping clinico-pathological
groups: (1) cystic malformation in term infants and
children with predominantly cystic lobes and inter-
spersed mature alveoli, and (2) adenomatoid mal-
formation in oedematous stillborn and premature
infants with predominantly solid lobes showing more
epithelial proliferation and immature terminal
airways.

Pancreatic changes in the normal and cystic
fibrosis infant. J. R. Imrie, D. G. Fagan, and
J. M. Sturgess. The Hospital for Sick Children,
Toronto, Canada.

The clinical and pathological diagnosis of cystic
fibrosis (CF) in infants, with or without meconium
ileus, often proves difficult, and is subjective. To
establish objective criteria of the morphological
changes, the exocrine pancreas of CF and normal
children was analysed by quantitative stereological
techniques. In the normal pancreas, the ratio of
acinar to connective tissue increases linearly from
32 to 54 weeks' postconceptional age (PCA). In CF,
there is a reversed pattern of development: the ratio
of acinar to connective tissue decreases linearly and
the values are significantly different from the controls
after 42 weeks' PCA. Thus lack of acinar develop-
mend and/or degeneration appears similar in all CF
patients, with or without a history of meconium
ileus. Dilatation of pancreatic ducts and acinar
lumina with inspissated secretions results in an
increased lumen volume in 83 % of CF infants. This
change is independent of the acinar and connective
tissue variation and indicates that obstruction of
ducts is not the only factor responsible for acinar
maldevelopment, degeneration, and fibrosis. After
analysis of both the acinar to connective tissue ratio

and lumen volume, only 2 out of 30 CF infants
defied differentiation from normal controls. By
quantitative microscopy, we developed the basis for
a simple objective diagnostic method for CF by
examining the pancreas alone. This may prove
valuable in confirming a tentative diagnosis of CF
in the absence of clinical proof, and so aid genetic
counselling.

Thymus pathology and lymphadenopathy in children.
B. Wozniewicz. Department of Paediatric Pathology,
Medical School of Warsaw, Poland. t

Precocious thymic atrophy was found in about half
of 3000 consecutive necropsies. Advanced thymic
atrophy (producing so-called thymic remnants or
rudiments) was seen in 6% of cases including 3 of
thymus dysplasia and 3 of athymia. In each case the
peripheral lymphatic system was examined micro-
scopically and, in some, by EM and cytochemistry.
Severe thymic atrophy was associated with lympha-
denopathy. It consists of T-zone atrophy, lympho-
cyte depletion, the appearance of lymphoblasts,
immunoblasts, histiocytes, and Strernberg-like cells,
incrustation of reticular fibres with PAS-positive
deposits, and accentuation of the vascular pattern.
It is suggested that thymic atrophy and immuno-
logical lymphadenopathy may precede malignancy.
It was also shown that malignant lymphomas,
leukaemias, and malignant histiocytic proliferations
in children were associated with thymic atrophy in
about 70% of cases.

Pulmonary sequelae of epidemic type-21 adenovirus
infection: a 13-year follow-up. D. M. 0. Becroft.
The Princess Mary Hospital for Children, Auckland,
New Zealand.

43 infants aged 3-18 months were admitted to
hospital in 1965 with acute lower respiratory tract
infections which ran a prolonged course. Type-21
adenoviris was isolated from 21 children and the
outcome in 18 of these was reassessed in 1978.Three
had died of respiratory disease. 15 were examined
clinically and radiologically, and 11 had lung
function tests. 11 had abnormal chest x-rays and, of
these, 9 had bronchiectasis. Two of the 4 with
normal chest x-rays had abnormal lung function
tests. Bronchiolar obliteration was the most con-
sistent pathological finding in the lungs of 5 cases
and is the expected sequel of the bronchiolar mucosal
necrosis of acute adenoviral infection. Bronchiectasis
was found 4 months after the acute infection in one
infant. Three persistently collapsed lungs, removed 1,
3, and 5 years after the acute infections, showed the
secondary inflammatory changes in bronchi typical
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of the follicular type of bronchiesctasis. Another
lobectomy specimen obtained 12 years after the acute
infection in an asymptomatic child had thin-walled
dilated bronchi with little inflammation, i.e. a cystic
or saccular bronchiectasis. The extent of early
bronchiolar obliteration apparently determines the
severity of chronic postadenoviral pneumopathy
and the development of bronchiectasis.

Histology and ultrastructure of the prepubertal and
pubertal testis following combination chemotherapy.
M. Lendon and H. B. Marsden. Department of
Pathology, University of Manchester, and Royal
Manchester Children's Hospital.

The assessment of gonadal function has become
increasingly important in children with acute
lymphoblastic leukaemia as longer survival is
achieved by the use of cytotoxic treatment. The
deleterious effects of drugs-such as cyclophos-
phamide and chlorambucil-on men are well known.
Reports on the testicular histology after this treat-
ment in children are few and contradictory. Since
mid-1977 we have studied bilateral testicular
biopsies from 44 boys (27 prepubertal and 17
pubertal) with acute lymphoblastic leukaemia. All
the boys had received a variety of therapeutic
regimens. Each biopsy was assessed by light micro-
scopical examination for the following histological
parameters: leukaemic infiltration, interstitial fibro-
sis, basement membrane thickening, the presence or
absence of Leydig cells, and the presence or absence
of spermatogenesis. Two morphometric studies were
performed-the mean tubular diameter and the
tubular fertility index, and each biopsy was examined
by electron microscopy.

Identification of Niemann-Pick disease. A. D. Bain
and G. T. N. Besley. Department of Pathology,
Royal Hospital for Sick Children, Edinburgh.

Review of congenital heart disease in Poland studied
pathologically. K. Karczeinski. Department of
Pathomorphology, Institute of Paediatrics of the
Medical School, Warsaw, Poland.

Congenital heart disease in Poland now occupies 4th
place among the principal causes of death under 12
months of age and accounts for approximately 40%
of all fatal congenital malformations. The number of
cases of congenital heart disease in Poland for the
last few years is still rising-in absolute and relative
terms. The Institute of Paediatrics in Warsaw is the
main centre in Poland for children with congenital

heart disease. Congenital cardiovascular malforma-
tions have been encountered in 1276 cases out of
3792 consecutive necropsies performed on children.
All the data presented are complete and unselected.
The most common were: transposition complex-
286 cases; septal defects-248 cases; Fallot's
syndrome-220 cases. The different congenital
cardiac complexes have been analysed and correlated
with the sex and age distributions. The incidence of
extracardiac birth defects accompanying cardiac
defects was also analysed.

Gonadal infiltration in childhood leukaemia and
lymphoma-a post-mortem survey. H. Reid and H. B.
Marsden. Department of Pathology, University of
Manchester, and Royal Manchester Children's
Hospital, Manchester.

In children with leukaemia, extramedullary sites, in
particular the CNS and more recently the testis, have
been incriminated as causes of relapse. In view of the
current interest in testicular disease in acute lympho-
blastic leukaemia, a survey was undertaken to
determine the exact incidence of gonadal infiltration
from the necropsy files of the Royal Manchester
Children's Hospital. There were 96 cases of leukae-
mia and lymphoma-65 boys and 31 girls. Sections
of testes were examined for the presence and degree
of infiltration, interstitial fibrosis, and assessment of
numbers of spermatogonia. Sections of ovaries were
examined for the presence and degree of infiltration
by leukaemia and lymphoma.

Congenital cardiac malformation and ischaemic
cerebral lesions. F. Ochsner, J. N. Cox, and B.
Friedli. Institut Universitaire de Pathologie, Geneva,
Switzerland.

An anatomical and statistical analysis of ischaemic
cerebral lesions in association with various types of
cardiac abnormalities are reported. There were 227
cases with ages ranging from birth to 20 years. The
cerebral lesions encountered were grouped into five
categories: (1) infarction (with or without throm-
bolism); (2) diffuse lamina; (3) focal lesions on the
watershed areas; (4) venous thrombosis; and (5)
lesions affecting the white matter and central nuclei.
27% of cerebral lesions were observed in this series.
An attempt was made to correlate the various types
of cerebral lesions with the types of cardiac mal-
formations, taking into account those which were
catheterised and/or operated upon. 20% of the cases
presented cerebral anomalies and in 4% there were
infectious complications; these were not included
in the study.
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A morphological classification of enterocolitis in
infancy. K. Madi, C. M. Avila, E. T. D. Avila,
D. de Paola. Departamento de Patologia, Universi-
dade Federal do Rio de Janeiro, Brazil.

In a review of 1400 necropsies, 380 cases of intestinal
inflammatory lesions were selected and classified on

a morphological basis. Most cases were in infants
between 2 and 6 months of age. Malnutrition was

common. The lesions were classified as follows:
(1) Enterocolitis (EC) with predominance of acute

changes: (a) catarrhal EC; (b) typhoid-like EC;
(c) necro-haemorrhagic EC (diffuse or patchy
necrosis, small bowel predominance); (d) papulo-
necrotic EC (focal, nodular, or follicular necrosis,
large bowel predominance); (e) ulcerated EC.
(2) Enterocolitis (EC) with predominance of chronic
changes: (a) chronic atrophic EC (sprue-like atrophy
in the small bowel; mucosecretory atrophy in the
large bowel; (b) granular-cystic colitis (finely or

grossly granular and ulcero-granular); (c) chronic
ulcerative colitis; (d) chronic follicular EC. It is
believed that a single type of lesion may be produced
by different agents, and conversely that single agent
may produce various types of lesions, which may

occasionally be present at the same time in an

individual patient.

Renal polycystosis induced by prednisolone tertiary
butyl acetate in the newborn rat. R. W. Whitehouse,
R. G. Lendon, and M. Lendon. Departments of
Anatomy and Pathology, University of Manchester.

64 litters of newborn Sprague-Dawley rats were

culled to 10 per litter shortly after birth. Seven from
each litter were injected IM on the first day of extra-
uterine life with either 66 mg/kg or 150 mg/kg
prednisolone TBA (Codelcortone-TBA), and the
remaining 3 with an equivalent volume of isotonic
saline. Animals were killed on days 4, 8, 10, 12, 14,
16, and 20. The development of the induced renal
cysts was studied histologically and histochemically.
Cysts of the ampullae, collecting ducts, distal and
proximal tubules, and glomeruli were found and
their temporal sequence was determined. Quantita-
tive estimation of glomerular numbers using an acid
digestion technique showed a reduction of glome-
rular numbers in corticosteroid-injected animals,
with apparently little new glomerulus development
after day 8.

Influence of endogenous and exogenous factors on the
morphology oflymphoid organs. J. Huber, E. Gelfand,
and B. Wilson. Department of Pathology and
Immunology, The Hospital for Sick Children,
Toronto, Canada.

Paediatric Pathology Society 157

Lymphoid organs belong to a dynamic system and
vary tremendously, both morphologically and
functionally under different circumstances. As a
consequence, the microscopical appearance may be
deceptive and confusing. Major considerations in
interpretation are: (1) the quantum expansion of the
lymphoid system in the first few months of life;
(2) the changes in the microenvironment such as
local infections that affect regional nodes; (3) the
generalised changes in response to systemic infection,
chronic illness, and drugadministration-for example
corticosteroids, and (4) the limited capacity for
routine histological stains in assessing functional
status. Examples of developmental and acquired
changes will be illustrated by comparing neonatal
with postneonatal lymph nodes, also of lymph nodes
from infected and noninfected sites, and lymph nodes
before and after corticosteroid treatment. Finally,
comparison will be made of thymus from biopsy
and necropsy. These examples emphasise the caution
with which static histological appearances must be
interpreted, and the necessity to evaluate complete
clinical information before drawing final conclusions.

Multiseptate gallbladder in cystic fibrosis. M. F.
Kamal. Department of Pathology, University of
Manchester.

Granular-cystic colitis. Pathological changes seen in
infants with persistent or chronic diarrhoea in Rio de
Janeiro. K. Madi, C. M. Avila, E. T. D. Avila, and
D. de Paola. Departamento de Patologia, Universi-
dade Federal do Rio de Janeiro, Brazil.

18 cases were selected from 380 necropsies on
children with persistent (>15 days) or remittent
diarrhoea. The mucosa presented a granular
aspect with cysts. The lesions were graded finely
granular, grossly granular, or ulcero-granular. In the
first two forms, ulcerations could be detected only
under the dissecting microscope or histologically. The
appearances can be distinguished from the so-called
colitis cystica superficialis seen in pellagra. The
pathological picture is quite different from chronic
ulcerative colitis of older children or adults, and
from nodular lymphoid hyperplasia. Pathogenic
micro-organisms were detected in only a few cases.
Not uncommonly acute (necrotic) and chronic
lesions are associated. All children examined had
severe (protein-calorie) malnutrition but not neces-
sarily pellagra. The authors believe this to be a non-
specific reaction of the large bowel to prolonged
action by one or several noxious agents, having
malnutrition as a background.
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Mucucutaneous candidiasis complicating neonatal
intensive care. P. J. Kelehan and A. J. Barson.
Department of Pathology, St Mary's Hospital,
Manchester.

Three infants are described who died with widespread
Candida albicans infection of the skin, and intestinal
and respiratory tracts. They were 27-30 weeks in
gestational age and survived from 10 to 27 days. All
were treated in an intensive care unit for respiratory
difficulty and jaundice, and all required mechanical
ventilation and exchange transfusions. One infant
died of necrotising enterocolitis, another of intra-
ventricular haemorrhage, and the 3rd primarily of
the candidiasis. A desquamative, erythematous rash
covered the skin over most of the thorax and abdo-
men. It is thought that the infection began initially
beneath elastoplast required for securing umbilical
catheters, spreading elsewhere either via the umbilical
vessels or the endotracheal tube. All were treated for
bacterial sepsis and all showed extreme thymic
involution. Such generalised mucocutaneous candi-
diasis appears to be a particular complication of
prolonged intensive care of the ill premature infant.

Examination of the abortuses resulting from prenatal
diagnostic surveillance for neural tube malformations.
K. M. Laurence and J. 0. Dew. Welsh National
School of Medicine, Cardiff.

Antenatal diagnosis of the congenital nephrotic
syndrome. A. H. Cameron, M. Crawley, H. 0.
Nicholson, D. I. Rushton, and R. H. R. White.
Birmingham Children's and Maternity Hospitals,
Birmingham.

The mononuclear phagocyte system-a hitherto un-
recognised precursor cell. T. I. Smith, A. E. Dewar,
and A. E. Stuart. Departments of Pathology, Royal
Hospital for Sick Children, Edinburgh, and Univer-
sities of Edinburgh and Newcastle.

It is now established that the concept of a reticulo-
endothelial system is erroneous. Numerous experi-
ments on animals in different centres, including our
own, have shown that phagocytosis of large particles
is a property of tissue macrophages and circulating
monocytes, which is not shared by endothelium or
the fictitious 'reticulum cell'. Our studies in man of
idiopathic thrombocytopenic purpura and auto-
immune haemolytic anaemia confirm this. The
modern concept of a mononuclear phagocyte system
envisages tissue macrophages as being derived from
circulating monocytes, and ultimately from bone
marrow precursor cells. It does not preclude the
possibility of local replication of macrophages, but

relegates this to a minor role, at least under normal
and most experimental conditions. Nevertheless, the
failure to observe orthodox blood monocytes trans-
forming into Kupffer cells has led to controversy
regarding this generalisation. Our studies in mice
treated with the simple lipid cholesterol oleate first
showed a cell type, apparently transforming into
Kupffer cells, that lacked the morphological or
cytochemical characteristics of orthodox monocytes.
Subsequently, this was also observed in untreated
mice. Ultrastructurally, this cell resembles a lympho-
cyte before it undergoes this transformation. It can
be suggested that this lymphocytoid cell is the true
promonocyte and that this hitherto unrecognised cell
plays a more general role in repopulating tissues with
macrophages.

Functional control of fetal lung growth. J. S. Wiggles-
worth and R. Desai. Institute of Child Health, Royal
Postgraduate Medical School, Hammersmith
Hospital, London W12 OHS.

Improved lung expansion in premature newborn rabbits
after tracheal instillation of synthetic surfactants.
G. Grossmann and T. Larsson. Department of
Paediatric Pathology, Karolinska Institutet, and the
Swedish Institute for Surface Chemistry, Stockholm,
Sweden.

Earlier experiments have shown that neonatal lung
expansion can be facilitated by tracheal instillation
of 'natural surfactant', containing phospholipids
(8 mg/ml) and protein (0-6 mg/ml). In order to
analyse whether the surface properties of natural
surfactant can be imitated by a protein-free syn-
thetic lipid preparation, lipids normally present in
the fetal pulmonary fluid at term were analysed in
various combinations with the pulsating bubble
technique. An emulsion comprising 8 mg dipal-
mitoyl phosphatidyl choline, 2 mg phosphatidyl
glycerol, 0Q-1 mg palmitoyl lysophosphatidyl choline,
and 5 mg palmitoleic acid in 0-02 ml soy bean oil
and 1 ml saline was found to have in vitro surface
properties similar to those of natural surfactant. In
subsequent experiments, 50 ,ul of the natural or the
synthetic surfactant preparation were instilled in the
trachea of premature rabbit neonates, delivered on
day 27 of gestation (term = 31 + 1 days). Pressure/
volume recordings showed significantly increased
pulmonary distensibility and improved stability on
deflation in both treated groups, compared with
untreated controls. The recordings from neonates
treated with the synthetic preparation were similar
to those obtained from litter-mates receiving natural
surfactant. These findings suggest that tracheal
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instillation of such a protein-free synthetic lipid
emulsion at birth might be used as a prophylaxis
against respiratory distress in premature infants.

Effects of pulsed steroids and plasmaphoresis on a case
of proliferative glomerulonephritis with crescents
evaluated by renal biopsies. C. R. Tribe and G. B.
Haycock. Southmead Hospital, Bristol.

Size of renal glomeruli in children with congenital
heart disease and in unexpected deaths in infancy.
S. Variend. Children's Hospital, Sheffield.

Large renal glomeruli have previously been associated
with congenital cyanotic heart disease. The precise
mechanism for the glomerulomegaly is still not clear,
but one theory suggested is chronic hypoxia. The
measurement of the size of glomeruli in a large
number of cases of cyanotic congenital heart disease,
'cot death', and cases not apparently associated with
chronic hypoxia was prompted by the suggestion that
chronic hypoxia may be an important underlying
mechanism in 'cot death'. 400 cases ranging in age
from one week to one year were studied. In each case
the areas of 10 glomeruli were measured from the
mid-cortex in standardised normal sections. Tracings
were made of the projected images of the glomeruli
at constant magnification and the areas measured
with a planimeter. This study confirms the presence
of large glomeruli in many cases of cyanotic con-
genital heart disease, and concludes that a small but
significant proportion of cases of 'cot death' also
have large glomeruli. Some cases of endocardial
fibroelastosis also showed a similar lesion. It is
suggested that, while chronic hypoxia may be
responsible for the glomerular enlargement, the
elucidation of the precise mechanism responsible
might help more in our understanding of 'cot death'.

Prune belly syndrome. R. N. Laurini and E. Gray.
Royal Hospital for Sick Children, Glasgow, and
University of Abderdeen.

Prune belly syndrome (PBS) is a rare entity classic-
ally described as a triad of absence or hypoplasia of
abdominal muscles, urinary tract abnormalities, and
cryptorchidism. The condition is almost entirely
limited to males and can be associated with anomalies
of other organs. Chromosomal anomalies are
exceptional and only twice PBS has been reported
affecting a family. We report the findings in 11 cases
of PBS in males, including family history, chromo-
somal studies, and placental findings in some of the
cases.

Congenital ciliary anomalies and respiratory disease.
J. M. Sturgess, J. Chao, and J. A. P. Turner. The
Hospital for Sick Children, Toronto, Canada.

The mucociliary clearance mechanism in the lung is
dependent on the propulsive force of cilia to promote
the flow of mucus in the respiratory tract. Recent
evidence has implicated specific defects in cilia as
the basis of human respiratory disease, such as that
seen in Kartagener's syndrome. Two types of defect
were identified at the ultrastructural level in the
human ciliary axoneme. The lack of dynein arms on
the outer microtubular doublets of the ciliary
axoneme is described and results in immotile cilia.
Recently, we found a second abnormality in human
cilia, a defect in radial spokes which is identified
by the altered radial symmetry of the ciliary axoneme
and the eccentric central tubules and sheath. Both
defects are considered to be congenital anomalies of
cilia. These defects cause ciliary dysfunction and
result in similar clinical consequences of chronic
upper and lower respiratory disease from early
childhood either alone or as the triad of chronic
sinusitis, bronchiectasis and situs inversus, charac-
teristic of Kartagener's syndrome.  on M

ay 19, 2023 by guest. P
rotected by copyright.

http://adc.bm
j.com

/
A

rch D
is C

hild: first published as 10.1136/adc.54.2.152 on 1 F
ebruary 1979. D

ow
nloaded from

 

http://adc.bmj.com/

