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Autosomal dominant polycystic kidney disease (AD-
PKD) is an inherited disease characterized by the devel-
opment and growth of cysts in the kidney. ADPKD is seen
in 1in 400 to 1000 births with half the patients remaining
undiagnosed. Clinical manifestations include abdominal
pain, hematuria, urinary tract/cyst infection, hypertension,
renal stones, proteinuria <2g/day, urinary-concentrating
defect. The disease progresses with development renal
failure [9]. This abstract introduces a case of a patient,
who had polycystic kidney disease and nephrotic syn-
drome, not characteristic of PKD. Examinations of the
patient reveals AL amyloidosis as the cause of nephritic
syndrome.

Introduction

Autosomal dominant polycystic kidney disease is
characterized by multiple cysts in the cortex and medulla
of the kidneys. In ADPKD proteinuria is less than 2g/day,
and nephrotic syndrome is unusual. In this situation, oth-
er concomitant glomerular diseases should be checked
[6,8]. Here we report a case of ADPKD with nephrotic
syndrome within AL amyloidosis.

Case report

A 63-year-old woman was admitted to hospital with
nephrotic syndrome in 12.2021. In 2006, she was diag-
nosed with ADPKD by ultrasound sonography and fam-
ily history. In 2014, a high level of creatinine (2.09 mg/
dl) was discovered first time. In November 2021 she got
sick with Covid-19 pneumonia and had elevated levels of
creatinine (5.53-4.4 mg/dl). In December 2021 she was
admitted to our hospital with the swollen low extremities.
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At the physical examination her skin color was pale. The
musculoskeletal system was without visible changes. Her
body temperature was 36.5°C, the lung auscultation was
vesicular, Sp0O, - 95% breathing room air. The sounds of
heart rate were rhythmic and clear, the blood pressure
was 130/90 mmHg, the pulse was 81 per minute. The
abdomen was soft and painless. Bowels were function-
ing regularly. The low extremities were swollen. Urination
was free and painless. Costovertebral angle tenderness
was negative bilaterally. Diuresis was 1.2 I. per day. The
laboratory examination showed: biochemical analysis -
serum Cr - 3.33 mg/dl, serum urea - 12.42 pmol/l, serum
total protein - 5.53g/dl, serum albumin - 2.12 g/dl, serum
potassium - 3.8 mmol/l, CBC-RBC - 3.34x10'?/I, HGB - 89
g/l, WBC-8.51x10%I, PLT - 522x10°/I. Urinalysis showed
protein - 4.2 g/l, erythrocytes - 7-8/ HPF, leukocytes -
5-6/HPF, pH - 5, SG - 1005. Daily proteinuria was 6 g/
day. Urine culture was clean. Poly-organic CT didn’t reveal
signs of cyst infection, cancer or signs of inflammation of
other organs. The genetic test of MEFV, taking into ac-
count the patient’s nationality (Armenian) did not reveal
any mutation. Because of large cysts of kidneys, a biopsy
was taken from rectum. The biopsy revealed Congo-posi-
tive amyloidosis. Histochemical and immunofluorescence
studies revealed amyloid deposits with lambda light chain
expression. A bone marrow biopsy discovered increased
level of plasma cells up to 5%, light chains of immunoglob-
ulins with predominance of lambda chains, plasma cell dy-
scrasia. AL-amyloidosis with lambda light chain monoclo-
nal protein was diagnosed.

Discussion

ADPKD is one of the most common inherited dis-
orders in humans and the most frequent genetic cause
of kidney failure in adults. It's a multisystemic and pro-
gressive disorder characterized by cyst formation and
enlargement in the kidney and other organs. Polycys-
tin-1 and polycystin-2 are proteins which interact with
each other to help primary cilia on the tubular epithelial
cells sense the luminal environment. Therefore, muta-
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tion in either of these proteins leads to defective ciliary
function. It leads to increased secretion of NaCl, and the
resultant passive movement of water contributes to cyst
growth [1]. It’s characteristic of the macrohematuria due
to cyst hemorrhage, leukocyturia and bacteriuria because
of cyst infection and proteinuria less than 2 g/day. The
frequency of occurrence of proteinuria in ADPKD rang-
es from 14 to 34% in non-uremic adults, and to ~80% in
adults with advanced renal failure. And when a patient
has nephrotic range proteinuria, another disease should
be suspected as well [2, 7]. There were only 29 cases of
ADPKD from 1972 to 2012 associated with nephrotic
syndrome, in which the renal lesions were evaluated by
the histopathological studies. However, it is reasonable
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KnioueBble cnoBa: r10/1uKUCMO3 noyYeK, amusioudos, Heghpomu-
YecKul CUHOpoOM.

AYTOCOMHO-AOMWHAHTHAsA MONIMKNCTO3HAs GonesHb nouek
(AONBI) - y HacneacTBeHHoe 3aboneBaHne, XapakTepusyoLa-
SCS pa3BUTMEM M POCTOM KKUCT B noukax. ALNBI HabnopaeTcs
y 1 13 400-1000 HOBOPOXKAEHHBIX, MPX 3TOM Y MONOBMWHbI Na-
LUMEHTOB OCTAeTCs HeAMarHoCTMPOBAaHHOW. KnnHuueckme npo-
ABNEHNS BK/OYalOT 60Nb B KMBOTE, reMaTypuvio, MHQEKUMIO
MOYEBBIBOASILUNX MYTEW/KNUCT, TMNEPTOHWIO, KaMHW B MOYKaX,

NpoTeNHyputo <2 r/aeHb, HapyLIeHNe KOHLEHTpaLuM Moun. 3a-
6oneBaHne nporpeccupyeT C pasBWTMEM MOYEYHON He[oCTa-
TOYHOCTU. B faHHOM cTaTbe onuncbiBaeTCs MALMEHTKA C NOANKK-
CTO30M MNoYeK 1 HepOTNYECKMM CUHAPOMOM, HEXapaKTepeHbIM
NS NONNKNCTO3HOW 6onesHn noyek. B npouecce obcnenoBaHns
y 60nbHON BbisBNEH AL-amMnI0onao03, KOTOpbIv 1 ABASICA NpUYn-
HOW He(pOTNYECKOro CMHAPOMA.
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