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Some Newzr Concepts in Nephrotic syndrome

Nephrotic syndrome used to be defined as a complex of proteinuria, hypoproteinaemia
and oedema, irrespective of the actiology and this definition still holds truec. Reparding
the symptomatic treatment of nephrotic syndrome, there has not been any addition to
the usual list except for the more powerful diuretics like frusemide and ethacrynic acid.
Renal biopsy has helped a great deal in defining the histology and hence the actiology
of the nephrotic syndrome and in evaluation of the response to treatment with corticosteroid
and other immuneosuppressive drugs.

On the basis of the renal biopsy, the nephrotic syndrome due to primasy renal

disease can be subdivided mainly in three subgroups.

1 Minimal change disease
2. Membranous glomerulonephropathy
3. Proliferative glomerulonephritis
Other causes of nephrotic syndrome range from the diseases like diabetes mellitus
and amyloidosis to alferpic conditions like bee stings, heavy metals like gold and mercury

o drugs like tridione, penicillamine eic,
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Minimal change disease

Minimal change disease is a condition wherc the glomeruli look normal op lléﬂ%
icroscopy but on elecironmicroscopy, one can see the fusion of the fOOt*Droccs‘“

Scs;.
of the podocytes over the normal basement membrane. There is no deterioration of fena!j
fjr £
function even afier years and is characterised by the absence of hypertension

kl-\.

microscopic hacmaturia (may be slight some times), There is highly selective pmlc'“ﬂ}l‘w
of low molecular weight. Somc cases may progress to acute reversible renal failure g dﬁ"'

to hypovolaemia. 90% of childhood nephrotic syndrome and about 209 of aduilll.g tﬂ‘“

nephrotic syndrome are due (o minimal change disease. ; r?

More than 90% of the chindren with minimal change disease and more than 80%‘,—
of the adulls undergo remission under corticosteroids given in the dosage of 30 to 60mg>
Per day. But about 30% relapse after a few wecks. These cases respond to the remsmut:on%
of corticosteroid therapy. Some cases either do not responed to corticosteroids or become&
Corticosteriod dependent while some patients develop steroid toxicity, ¢.g. hypertension

Osicoporosis, retardation of growth in children ete. which makes the coatinuance Qé‘}
Corticosteroids hazardous or undesirable.

Alternative to steroid therapy is the institution of immunosuppressive drug. Ilk?:j‘
¢yclophosphamide which is the mostly accepted one. These patients who do not ro:5p0nd1§I
1o corticosteroid or relapse after corticosteroid drug or show signs of corticosteroid toxacﬂyﬁ'
€an be treated with cyclophosphamide. Moncrieff and his colleagues (1969) 1reated 46,?
children with cyclophosphamide. There were lasting remissions in 33 children after thrcc»‘_
to four months of treatment and in 5 children, after the second course. The toxicity o—"
cyclophosphamide therapy is remarkable less in contrast to corticosteroid therapy. Howcvcr ;

A

the toxic effects like alopecia (temporary), cystitis., hepatitis and ulcerative stomatitis can

0Ceur and some develop infections like pnsumonia and chickenpox. Those on CYC|°PhOSPh3'md°1.

therapy must be warned against vaccination. .,“:_;
Oae can not say about the long term effects of cyclophosphamlde therapy bccaujsfc"

itis still quite carly to comment about the chances of developing ncoplasm and th
effects on the immature gonads.

CXCept occasional ones who progress to chronic sclerosing 1,Iomcruloncphrms The rcspons ‘
\
to corticosteroids or to cyclophosphamide is as good as in children.
Some patients with neoplasia may develop nzhrotic syndrome which again <howsd
the minimal change histology. These cases undergo spontancous remission after the remm’Eli :

"t,-
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:H, . mbraneous glomerulonephropathy _
This condition accounis to about 20 to 25% of the adulthood nephrotic syndrome

.« rare in children. There is uniform thickening of basement membrane on light

cr0scOPY but under the electron 'microscope, one can see spiky projections under the
; dothetial cells. There spiky projections stain for gamma globulin and C’ 3 component

complement which suggests an immunological origin. The patients with this disease

svelop hypertension, heavy proteinuria which is not selective, microscopic heamaturia and
. gradual deterioration of renal function over years. The spontaneous remission is rare and
A therapy is satisfactory though a few early cases may undergo remissiocn on corticosteroid

,'1 werapy. Other immunosupressives have failed though a few cases have been reported

E,hich have undergone complete remission with restoration of normal histology.

HAproliferative glomerulonephritis
' The histology is extremely variable in thus situation, hence one cannot predict the

iyognosis on histological basis except in some instaoces. As a result, the evaluation of

Ay ype of treatment is extremely difficult, However, three special histolopic subtypes

[n the first group there is minimal endothelial proiferation and these cases are

Hedicult to bz differentiated from minimal change discase. These can be given a trial to

“Jarticosteroid therapy if there are no contra— indications.

; The second group consists of those where the course is stormy with marked
-g‘yolifcration of cells and crescent formation aloug with focal tuft necrosis. Most of these

Hluses die within a year of onset of discase. Different therapies including corticosteroids

L Lj
1
Jpueess. One particular type of therapy worth mentioning includes simultaneous adminstration
A . . . .
“I_HC)'clophosphamidc, dipyidamole and hepario. The rationale of this form of therapy 1s

2d other immunosupressives have been tri>d without any controlled trial and with little

?D prev:nt the (ibrin deposition which occurs as a result of immunological insult and which
'}E“supposed to be the starting point of the discase.

The third group consists of what is deseribed as  membrono - proliferative glome-
} wlonephritis, the name itself suggesting the histological picture. There is marked reduction
'%mplasma level of C'3 component of complement. This subgroup also gradually progresses
® chronjc renal failure with hypertension, haematuria and massive proteinuria  without

% significant responsc to any form of therapy.
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