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REPORT OF THE CASE OF IDIOPATHIC MYOGLORINUREA
(MEYER-RETZ DISEASE)

Dr.M. MALEK Dr. %Z. NOWROOZI

Meyer Betz was the first who reported a case of
Idiopathic Myoglobulinaemia in 1910(1), for this reason
the disease called Meyer Betz disease. The involved
Children presents with paraxusmal myalgia accompanied with
changes in the color of the urine.

In this article we are presenting a case history

with a short discussion, about the etiology, pathophysio-

logy and metabolic changes of this disorder.

PRESENTATION OF THE CASE:

A 3 year—old boy, living in Tehran was admitted to
the hospital with a chief complain of inability to walk.
He was doing well till 5 days prior to admission, when
he had generalized weakness, malaise associated with ano-
rexia and vomiting which lasted for two days. Hé showed
no improvement by the usual treatment, and referred to
this hospital. In the second day of his illness, his
urine became dark-brown in color which was lasted for 48

hours, when the color restored back to its normal color.
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In his past medical history, the boy had Measles
whooping cough at age two. Epistaxis, one month before
his present illness due to trauma to his face. He is the
forth child to the healthy related-cousin-family. Two
sisters eight and twelve yeas old and one brother 6 yeas
old,

On examination the patient was in sick locking afe-
brile. His head@ and neck appeared normal. Mucous membrane
and COnﬁuctivita were not anemic. Light reflex was normal.

He was slowly talking without evidence of paralysis of

the uvula, and his lymphnodes were not enlarged.His pulse

rate was 160 per minutes with normal heart sounds witho-
ut murmur.

GASTRO INTESTINAL EXAMINATION:

Patient was nauseatic and showing difficulty in swal-
lowing solid food but not for fluid. He had normal motji-
on. His liver and spleen were not enlarged and his Geni-
tourinary Tract were normal.

The posterior calf muscle was tender, firm and pain-
ful. Also the muscles of the thigh were painful. He was
unable to move without help. The power of the muscle was
decreased in both legs with flacid paraplagia. His refl-
exes and sensation were normal, so his cranial nerves.

The urine was normal in color. Examination of the
sediment was negative. The stool was normal and showed
no parasites or undigested food. The sedimentation rate
was B in first hour and 22 in second hour. The hemato-
crit was 34%, the Hemoglobin was 9.6 gm/100ml,Platelets
count were normal. His WBC was 9600, with 56% segmented
form, 36% lymphocytes, 4% monocytes and 4% Eosinophils.

Cerebro-Spinal Fluid was within normal limit. An X-ray
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of the chest showed increased Pulmonary Vascular marking
in the hilum with slight haziness in bibasalar area of
the lungs.

On the 22nd days the patient discharged from the
hospital in good general condition with restoring his
ability to walk without help.

15 months later he was re-admitted with fever, in
ability to walk, anorexia, coughing and chest pain.The
sickness was of 2 days duration prior to admission and
hisg urine color changed to dark brown since then. On exa-
mination, weight was 12.5 Kgms. Head and neck were normal.
He was conscious and answering the guestions well. He had
no difficulty in swallowing and light reflex was normal.
He was tachycardic with heart rate of 148 per minute.

P l%%—. Iangs were clear. Liver and spleen were not en-
larged, and had no lymphadenopathy. His Gentourinary tr-—
act were normal and his urine was dark brown color.

The legs muscle were tender and painful, and he kept both
lower limbs in extension position. He was unable to sit
and the passive movement of the legs was painful. His
lower limb was tender, reflexes were sluggish, but planter
reflex was normal and so his sensation test. The tone of
the upper limb muscles were decreased. Cranial nerves

were normal.

'In the second day of admission the urine coclor turned
to normal. He was oliguric for 2 weeks with daily urine
output of 100-150 cm., and during this period his urine
color turned twice to dark brown color, and gave a posi-
tive test for protein with 2.7-3 gm,,albumin/lt and 1-2
WBC and RBC power field. Mir reaction was weakly positive.

Afterward in the post oliguric phase, the urine was nega-
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after heavy effort in adults mainly in solders (Half
disease).

The etiology is unknown, although an abnormal meta-—
belism in the muscles which is congenital in origin was
suggested. Exercise, prolonged movement or infection is
& stimulator to this abnormal metabolism, which leads
to lysis and damage to the affected muscles. Most of the
studies werc done on the muscle protein which is prodom-
inently of fetal protein type in this disorder.(5—6) In
the timebeing, Perkoff theory is more accepted, said that
the disease is due to the presence of abnormal proteln
(Fetal protein) in the muscle cells. Although the study
of Hed in 1955 showed that the main problem is in the
Carbohydrates of the muscle cells(7). Clinically this
was suggestive, for a high calories requirement, like
during infection or after effort, decreases the frequency
of the attacks.

The observation of Heinz in 1965 revealed increase
in lactic acid production during the episodes,this poOs—
fulates that the basic disturbance is in the carbohydrate
metabolism and mainly involving Krebs cycle, or probably
it is a congenital disorder affecting the glycogen of
the muscle cells with increase in the activity of pros
phorelate enzymes(s).

. As reported in most studies, the disease is presented
with muscular pain, weakness proceded by fever, walking
and movement abnormality, however, leukocytosis and
fever are more frequent in the second type. The brown
color of the urine is due to presence of mycglobin in
the urine, which is the leading cause of death in this

disorder, ending with reveal failure or tubular necrosis.
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Although is some cases death was due to hyper Kalemea
and sudden death.

The abstract we reported was-for a 3 year boy with
clinical signs and symptems of Meyer-Betz disease or
myoglobinuria. A summary of the metabolic abnormality

were menticned and discussed briefly.
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La localisation du lymphome malin du SNC est habitue-
ellement dans le cerveau et plus rarement dans la moelle
epiniere.

N¥ous rapportons ici un cas de lymphome malin cerebral

avec etude histologique et tomodensitometrique.

Materiel et Methode

/’
Donnees cliliques

s
-
Notre malade est un homme de 60 ans ayant presente

neuf mois avant l'hospitalisation c'est-a-dire au debut
de 1984, une héﬁiparé&ie droite accompagnéé de troubles
‘de conscience et perte de memoire.

Le patient est admis dans une clinique de Teheran.h
1l'examen on constate une parééie importante de l'héhico—
rps droit, des troubles de conscience, une apathie et
une obnubilation. La numeration globulaire et la formule
sanguine sont normales. Il n y a pas de protéinurie ni
glycosurie. La tension artgrielle est de 130/75 millimg-
tres de mercure. La radiographie pulmonaire est normale.
Donné;s Tomodensitomé&riques:

L'examen a étg effectué'par 1'appareil scanner EMI
5005. Les coupes de 1Q0mm. d'ébaisseur ont été réﬁlisé;s
dans des plans paralléles au plan de virchow. 60 ml.de
éroduit de contrate iode ont éfé introduits en injection
intraveineuse. La tome—densitométrie;met en é@idence,un
changement archit-ectural tissulaire, au niveau du lobe
frontal gauche avee une densité’anormale qui posséde une
grande capacité d'absorption du produit de contraste.

Le phenomene d'absorption de cette néﬁformation est
non homogéhe, accompagné’d'un cedeme périfocal notable.

- / ’
Le ventricule homolater al est egalment collabe et les




) L. 163
Lymphome malin primaire du systeme nerveux central

structures des parties centrales ainsi que le systgme
ventriculaire sont repousséé au cgté‘contro-latéral. La
loge posté}ieure est normale. Fig 1 et 2. En conclusion,
1la tomoden—sitométrie‘met en évidence une volumineuse
tuméfaction nébplasique dans le lobe frontal gauche dont
la morphologie est du type intramcérébral. Un processus
metastatique ou un méningiome est suspecté. Pour la veri-

. 7 s
fication histologigque une biopsie cerebrale fut pratiquee.

i
Donnees anatomojgathologlgues-

Le materiel de prelevem—ent blOpSlque a ete flxe au
formol de 10% pendant 48 heures. L' 1nclu510n a ete faite
en paraffine et les methodes de coloratlon utlllsees sont
i hemdtelne—EOSlne(HE) L'acide perlodlque de schiff (PAS)
et reticuline. Histologiquement, 1le tlssue.cerebral est
largement infiltrd par des cellules lymphoi des (flg 3).
avec un grand nOyau relatlvement clalr (fﬁo 4) Cette in-
flltratlon est 501t dlffuse, 801t frequemment en manchon;
perlvasculalrms. Les; cellules neopla51queq se locallsent
; 1! 1nter1eure de la par01 et g la perlpherle des vals—
ceaux. La Trame retlcullnlque est rlche surtOut autour
des parois vasculalres. Fig 5 D'une manfgre.generale les
cellules lympheoides infiltrent diffusement le parenchyme
cérébral et ont tendance d'envahir particuligrement les
parois et les rééions pé}ivasculaires, formant des manc-

hons autour des valsceauX.

Evolution et Traitement:

A la recherche d'autres foyers dans l‘'organisme,une
-serie d'examens complémentaires fut pratiqué;, Parmis
lesguels nous citons notamment, La lymphangio-graphie,la
biopsie osseuse de la crgte iliaque et la scannographie

du fole, sont normaux.
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Fig III: Infiltration diffuse de cellules lymphoides.
pParaffine-HE

Fig.IV: Aspect de cellules tumorales. Noter ue les

cellules ont un novau relativement grand et

clair(paraffine-HE)
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Fig. V: Infiltration tumorale en manchon peri-vasculaire.

/
paraffine-Reticuline.

Discussion:

)
Depuis les premieres descriptions, de nombreux exem-
R A ’ .
ples de lymphome malin du SNC ont dte rapportes, aboutis-
\ 0 » 2 .
sant a des series importantes Permettant ainci de dresser
- 7 . : .
un bilan assez precis concernant les manifestations ana-
'd
tomo-cliniques et de discuter 1'origine des cellules neo-
plasiques.

I. Caracteres clinigues et pronostiques

Principalement, les adultes sont atteints. L'age moyen

est de 57 ans Les signesclinigues predominants chez un
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