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AV malformations of the kidneys are rare and AV malformations 
replacing the normal vasculature of both kldneys, so far as we 
are aware, has not been previously docrlbed. The purpose of 
this abstract Is to descrlbe such an abnormality In a glrl aged 
3 years and 10 months. She presented wlth hypertenslon 
(190/140mnHg). a hemolytic anemla wlth red cell fragmentation 
(Hb 6.1 G/dl, Retlculocytes 6.2'Z,haptoglobin 0 mg/dl), thrombo- 
cytopen la (platelets 72000/cmn) and decreased renal function 
(S.Creatlnlne 1.4 mg/dl. BUN 32 mg/dl, GFR 35ml/mln/1.73m ). 
There was no evidence of intravascular coaqulatlon. Blood renln 
was normal. She also had hypertrophy of the left leg. wlth 
prominent velns, probably due to an associated AV malformation 
of the leg. Arterlography showed that the vasculature through- 
out both kidneys. was replaced by multlple AV malformatlons. 
Drainage was through larqe, tortuous velns anastmslng wlth 
perlureteral and pelvic velns. The Inferior vena cava was 
vlsuallzed early. She has been treated wlth chlorothlazlde, 
propranolol, hydrallazlne. methyldopa, asplrln and dlpyrldamole 
for 9 months. The hypertenslon Is controlled. and the platelet 
count has returned to normal. The Hb has risen to 10.5 G/dl 
but Red cell fr qmsntatlon persists. The GFR has rlsen to only 
57 ml/mln/l .73mq; 
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Dsapite two controlled investigations of childhood nephrosis 
totalling 373 patients, there remains a paucity of detailed 
clinical and pathologic information of msangial proliferative 
glo.mrulonephritis with the nephrotic syndrone in childhood. We 
had the opportunity to study 8 patients wlth the nephrotic syn- 
drone, the m a n  age of onset was 7.2 years with a range of 3.5 to 
12.2 years; there were 5 males and 3 females. All patients had 
renal biopsies which were studied by light, electron and imnuno- 
fluorescent microscopy. The pathologic findings with hematoxylin- 
eosin showed predominant mesangial proliferation in all patients. 
Imnunofluorescences revealed positive msaangial fluorencence to 
immunoglobulin (Ig) M in 8 patients, 6 of 8 had C3 corplemrnt and 
fibrinlfibrinogen, 4 of 8 had IgG. Electron microscopv showed 
electron dense depasits in the msangium. 

Seven of the 8 patients were steroid sensitive and frequent 
relapsing nephrotics. One is steroid resistant for 1.5 years but 
renal function remained normal. It has been assunrd that children 
with steroid sensitive nephrotic 8yndro.m with the onset before 5 
years of age have idiopathic nephrotic syndrome (I.N.S.). 2 of 
the present patientm ware lass than 5 years at onset; therefore, 
this msy no longer be an accurate aasunption. Therefore previous 
studies of steroid sensitive nephrotic syndrore with onset less 
than 5 years without renal biopsies may not fulfill the pathologic 
criteria of 1.N.S . 

PATHOGENETIC V n R I M I I I W  OF NEPHROPATHY (N) IN 1077 m I L E  DIABEms mLLITus (mn). Nis- Gilt,-, 
m P .  Durante, Stephen J. Gugganheim, ant! Ravle 

M. McIntosh, University of Colorado Metical Center, Dept. of 
Peds., Denver, Colorado. 

Clinicopathologic studies of 4 patients with JDM and N demon- 
strated tha pathogenetic viriakility of the nophronathy. Onlv 1 
patiant had the typical diabetic N in form of proteinuria (P), 
hypartension (HI, decreased qlomrular filtration rate (GFP.) and 
diffuae and nodular diabetic glowrulosclerosis (DC). In another 
patient the N had the featurer of steroid reaponaive nephrotic 
syndrome (SPNS) of childhood suparimyoeed on a very mild DG. 
This patiant had HLA-Bl2 antigen associated with SWS. The third 
patient also had a nephrotic synErcrne (NS) which, unlike the 
o t h u ,  responded only partially to treatment. In sedition, she 
had Grave's dimeade (GD). Kidney biopsy 9 years after appearance 
of the.NS showed only mild DG. The presence of liLA-Be antigen. 
e h o m  to b asdociatad with SFUiS, JDM and GD could be sugqestive 
of a comnon pathagenesis of all 3 disorders in this patient. In 
the fourth patient, the 11 in form of H, P an6 rapidly declining 
GFP could have h e n  related more to the severe tubulointerstitial 
Cisease of unknown etiology thar. to the moderate m. The pres- 
ence of renal tubular epithelial antigen in the mesangium in this 
caee, may have had some pathogenetic s'qnificance. The paor 
prognosis of diabetic N warrants a careful search for other 
potentially treatable, causes or N in patients with JDM. 
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Elevation of plasma renln activity (PRA) has been reported 
wlth several kidney tumors, but not wlth mesoblastic nephroma 
(HN) , a common renal tumor of early Infancy. We have studled a 
3 month old Infant with a large intrarenal mass, histologlcally 
characterized as HN. Prior to removal of the tumor, the Infant 
exhibited severe hypertenslon, and moderate hypokalemla. PRA 
from perlpheral velns, aorta, and Inferior vena cava, below the 
renal vein were markedly elevated to greater than 300 ng/ml/hour. 
Hasslve amounts of "Big Renln", greater than 1000 ng/m1/3 hour 
were also demonstrated. Normalization of blood pressure and 
serum potasslum occurred shortly after removal of the renal mass, 
and PRA and "Blg Renln" returned to basal levels. There Is no 
evidence of tumor recurrence and serlal measurements of PRA over 
a 12 month period shows levels b e l w  5 ng/ml/hour and "Big Renln" 
remains undetectable. Also, in repeated studies, expansion of 
plasma volume resulted In suppresslon of PRA, demonstratlng nor- 
mal regulation of renin release. These observations suggest: (1) 
Mesoblastlc nephroma may be associated wlth autonomous productlon 
of PRA, produclng hypertension and hypokalemla; and (2) Serlal 
measurements of PRA may be a useful blologlc marker for detec- 
tion of early recurrence of the tumor. 

- -, VALUE OF AS0 TITERS FOR DIFFERE14TIAL DIAGNOSIS OF 1U7Y RENAL DISEASES IN CHILDREN. llalter He nn t1.D. 
and Bernard Boxerbaum. I1.D. ~@F€id%*rics. 

Case Western Reserve University and University Hospitals. - .  
Cleveland. Ohio. 

A review of AS0 titers in f27 children wlth various renal 
diseases makes it probable that ASC titers are of siqnificance 
in the differential diaqnosis of pediatric renal diseases. 
Values ohtained in cases of acute post-infectious olomerulo- 
nephritis were, as I s  know. elevated, even in cases which were 
associated with a nephrotic syndrome. In contradistinction. 
every one of 35 cases of primary. idfopathic, nephrotic syndrome 
of chfldhood had values lower than 100. This was not noted in 
16 cases of orlmary, chronic ~lomerulonephrltis, even though 10 
of them were observed durina nephrotic phases of the disease. 
The low values in the nephrotic syndrome may be due to the 
hyperlipideniia or to the loss of AS0 proteins in the proteinuric 
urine. This cannot be decided as yet and will require additional 
data. 

Thus we belfeve that it is important to include a determina- 
tion of AS0 titers in the workup of every child with renal 
disease, even when we know that it has not been elicited by a 
precedinc streptococcal infection. 

The establishment of the diaqnosis of "primary," "idiopathic" 
nephrotlc syndrome of childhood demands additional studies If 
the ASC titer is above 100. The low titers have been observed 
within the first few weeks after onset and have been noted to 
last for many years of stable, complete remissions. 
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ADH exerts its effect on urinary volume and concentration via 
intra-cellular cyclic AMP generation. The integrity of this sys- 
tem can be studied by measuring urinary CAMP excretion following 
ADH administration. This was carried out bv infuslna ADH (0.5 to 
1.0 mU/min) to 4 NDI girls in a state of water diur;sis. ihese 
NDI girls presented during a 10 year period to a large children's 
hospital. For comparison. the same procedure was carried out in 2 
normal adults, who showed 100% increase in UcAMP, and in 3 NDI 

(n=4) 
NDI-boys 1 0.24 1 0.22 1 60 k3 1 3-10 1 2.10 1 :::: 1 5.70 
(11.31 

Controls 0.07 0.01 198 826 1.01 1.93 3.32 

boys who showed no increase in UcAMP. 

(n.2) I I I 1 1 I I 
C = control period.€ = experimental period (AOHinfusion) 

The absence of any effect of ADH on UcAMP in girls differs from 

NDI-girls 

the result obtained in one previous case reported and demonstrates 
that females with this disorder are also afflicted with a defi- 
cient ADH-sensitive adenyl cyclase system. 

Ur ne vo ume 
ml~min/K~BWt 

C I E  
0.16 10.14 

Urine sm. 
m O s m / ~ H 2 0  
C I E  
68 1 66 

Uc P 
nMol/%/min. 

C I E  
2.37 12.34 

Uc MP 
nMol/mg . L a  tinine 

C I E  
10.7 1 10.9 
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