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Popis pripadu

m 60leta Zena

m AO: sledovana pro , MGUS*, bez 1eCby
m Alergie: prach, pyl, roztoci, PNC

m PA: personalistka ve zdrav. zafizeni

m NO: pfijata na neurologicke oddéleni 7.3.2017 pro
protrahovany vertigindzni syndrom bez
vegetativni symtomatologie, progredujici v
prub¢hu cca 14 dni




MGUS (monoklonalni gamapatie nejasncho

vyznamu)

m Nejasna
gamapatie po
provedeni
komplexniho
hematologického
vySetreni

Do 10 let u 17%,
do 20 let u 33%
rozvoj maligniho
B-lymfocyt.
onemocneni

MGUS “smoldering™ MM
1. kvantita paraproteinu <30 g/l >30 gl
IgG <20 g/l >20 g/l
IgA <1g/24hod > 1 g/24hod
Bl-urie

2. plazmocyty v KD

<5%(<10%?)

>10%-<30%

3. kostni leze nepfitomny nepiitomny
4. dalsi priznaky: negat, negat.
anémie negat. negat.
hyperkalcémie + +
snizeni normalnich Ig <1% <1%
“labelling” index
5. progrese projevi nepiitomna velmi pomala

https://www.fnhk.cz/kliniky/okh/diagnostika%20monoklonalnich%20gamapatii.htm
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Popis pripadu II

®m Vstupni nalez na neurologickém pracovisti:

bez lateralizace nebo loZisk. postiZzeni, pomalejSi
psychomotorické tempo

Postupné progredujici porucha védomi, prechodné
amentni stav

m 7/ lab. nalezu:
Napadna ,,chylozita* séra, vyrazné ,,hyperechogenni
krev* pf1 UZ vySetieni magistralnich cév

Konzultovan mistni hematolog




Hematologicke vySetieni

m Vysledky z 20.2. MIG IgA lambda 4.33 g/, IgA 6.38 g/l,
1gG 5.31, IgM 0.35

m . Je nepravdépodobna pricina poruchy védomi z
hyperviskozity z divodu hypergamaglobul1nem1e IgA
lambda dlouhodobé stacionarni*

m Nalez ...nesvéd¢i pro TTP

m  Antifosfolipidovy syndrom ...lupus antikoagulans
vylucuji

m  Atypické makroskopické zvySeni chylomiker po
centrifugaci (TAG 3.07 mmol/l, chol 2.36 mmol/l) v
tlouStce az 1 cm nad plazmou, nejsou ale zn. insuficience
ledvin“




Popis pripadu III

® CT mozku vCetné CTAG— nalez mnohocetnych
cystickych lozisek mozku s denzitou tuku, MR
mozku pied 14 dny s negativnim nalezem

m Lumbalni punkce - negativni nalez

m S pozadavkem na prevzeti osloveno 5 pracovist,
diskutovana indikace k plazmaferéze —
nepovazovano z indikovane

m Postupné progrese poruchy védomi, intubovana na
mistnim ARQO, domluven preklad na KARIM HK




Neurocysticercosis
Tukova embolie
Diseminace lymfomu

ADEM

Toxicke postizené
CNS

DFOV: 159 x19.2¢cm

Jina priCina




Otazky pr1 prieti

m Jaka je podstata ,,tukovych inkluzi® v mozku?

Tukova embolie vs jiny zanétlivy nebo infiltrativni
proces

m Jak tento nalez souvisi s nalezem chylozniho séra?

m Pokud je pri¢inou stavu ,,chyldzita séra®, kde je
puvod téchto tuku?

Je zdrojem tukova tkan nebo kostni dien, tumor
uvolnujici lipocyty, stfadani tuka ve fagocytujicich
bunikkach nebo porucha metabolismu tukt?




Konzultace po prijeti na KARIM

m Hematolog — vylucCuje diseminaci myelomu

m Radiolog — nalez velmi atypicky pro tzv. béZnou
tukovou embolii

m Toxikolog — ptrichazela by v tivahu intoxikace
glycerolem, nelze ale vySetiit

m Biochemik — mohlo by se jednat i1 o tuk z kostni
diené (bunky?), pokusi se dovysetrit, uvazuje 1 o
moznosti, ze zdrojem tuku je myelin




Postup

,,Symptomaticka* plazmaferéza

O¢ni pozadi - neni nalez svédcici pro tukovou
embolii, susp. znamky nitrolebni hypertenze

CT mozku a MRI mozku

CT trupu + RTG skeletu koncCetin - neni nalez TU,
nejsou zménu na skeletu, nejsou zménu v parench.
organech ani plicich

Sternalni punkce — neni vyssi poCet plazmatickych
bunék, dle flow cytometrie ale splnuje kritéria pro
plazmocytom, paraprotein 1 fetezce ale nejsou
extremni a nevysvétluji zmény v CNS
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MRI

1.5T HRKMR4

ET:
TR: 470.0
TE: 8.1

Ch /1d:ID

MR1 FN HRADEC KRALOVE
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MRI mozku

,,Jednoznacné nejde o neurocysticerkdzu*
,,Nejedna se o toxoplazmozu
,,Nemyslim na meta‘

,,Nemyslim na septicke emboly*

,,Nelze jednoznacné€ vyloucit infekcni €1 virovou
etiologii*

,,Vzhledem k hyperlipidémii uvazuji o akutni
myelinolyze v ramci paraneoplatickeho,
autoimuniho nebo toxického inzultu®
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10.-12.3.2017

m Obraz distribu¢niho Soku, empiricky meropenem

m Opakovany plazmaferezy
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13.3.2017

m Likvor ciry, ad Topelex

m Pi1 centrifugaci v periferni krvi zachyceny
,,suspektni adipocyty*

Hematol. konsilium — ,,rozsah mnohocetného
myelomu nevysvétluje nalez tuku v periferni krvi®

¢

Zvazovana mozkova biopsie

Stolice na parazity, revmatologicky screening —
negativni

,,MRI jednoznacné proti tukové embolii
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Zvazovane dalsi moznosti

m Traumatizace tukove tkané
Pfim¢ uvolnéni adipocytu?
Rust myelomu a vyté€snéni tuku z kostni dien¢?

Zanétliva odpoveéd’ (mechanismuspisobeni kavitaci atd)

m Toxicita
Expozice rozpoustédlim
Expozice barvivim na vlasy

Expozice kosmetickému zakroku v anamnéze

- Injekeni lipolyza?, ..
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15.3. 2017

m Negativni serologicky vysledek na tkanové
helmintozy

m Suspektni autoimunni mechanismus, mozna
progrese MM

m Zahijeni pulzi kortikoidii metylprednisolon

1g/den
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16.3.2017

m V trepanobiopsii nalez masivni infiltrace
plazmatickymi bunikami (80-90% bun¢k)

m PokracCovano v redukované davce kortikoidu

m Odpojena od ventilatoru (TS)

m Nesedovana, nefixuje pohledem, necilena hybnost

na H
m Prek]

K

ad na JIP 4. interni hematoonkologickée

Klini

KY

17



Zaver pi1 prekladu

® Mnohocetny myelom
¢ IgA lambda + lambda free st. 1A

m Akutni myelinolyza nejasné¢ etiologie dle MRI
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Dalsi prubéh hospitalizace ve FN HK

m 17.03.-26.04.2017

m Piechodné stacionarni hladiny TAG a chol., vrstvicka
chylomikronu

Vysvétleni pric¢ina chylozity — v disledku traumatu
tukove tkan€ po kosmetickém vykonu

10.4. progrese leukocytdzy, v periferni krvi 32%
plasmocelularnich bunek, soucasné rapidni progrese
hyperlipidémie — uzavieno jako paraneoplasticky
projem

Postizeni CNS — tukova embolie mozku
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Akutalni stav nemocné

m Temér plna reparace (tes rukou pi1 psani),
mobilni

m Dalsi 2 hospitalizace (chemoterapie)

m Piipravovana k Tx kostni diené
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Chylomikronovy test
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Fredrickson classification for Primary hyperlipoproteinemia

Typel | TypellA | TypellB | Typelll |TypelV | TypeV
Prevalence very most common very rare very rare
rare common
Serum analysis
- Cholesterol Nord 111 111 11 Nor4 1
- Triglyceride | 41 N 1 11 11t | 111
LP pattern
-Chylomicron t" chylomicron "f
_VLDL t remnant tf' "'
-LDL "t LE N IDL
Serum
appearance
- Cream layer ++++ 0 0 0or+ 0 ++
- Turbidity 0 0 + + ++ +++
Cause LPL |[no orabn. ‘LDL cat. | abn. apo E fCHO severe
defect LDL T vLoL intake | degree of
receptor syn.

LIANYYY

L

http://www.gpnotebook.co.uk/simplepage.cfm?1D=x20020617063512021840

E

type V

23


https://www.google.cz/url?sa=i&rct=j&q=&esrc=s&source=images&cd=&cad=rja&uact=8&ved=0ahUKEwjNvuCGgLnUAhVBlxoKHW2vA3YQjRwIBw&url=http%3A%2F%2Fslideplayer.com%2Fslide%2F2071777%2F&psig=AFQjCNEM_TaOV3nvdr55bvCYedWFxY6PQQ&ust=1497373380251850

chylomicron

T~
chylomicron remnant

VLDL

Overview of lipid metabolism. Triglycerides enter the circulation via the exogenous or endogenous pathway. In the exogenous pathway, dietary fats

are absorbed in the intestines and packaged into triglyceride-rich particles, the chylomicrons. These large particles lose some of triglyceride and

in the process are converted to chylomicron remnant, a step catalyzed by lipoprotein lipase. Chylomicron remnant is removed by specific hepatic
receptors. The liver can also synthesize VLDL, a triglyceride-rich lipoprotein that also contains Apo-B100. Triglyceride is removed from

VLDL via LPL and is converted first to IDL and then LDL. LDL are principally removed from the circulation by specific hepatic receptors.

http://www.bloodjournal.org/content/89/6/18867sso-checked=true 24




Atheroselerosis, 26 (1977 405418
£ Blsevier/North-Holland Scientific Publishers, Lid.

AUTOIMMUNE HYPERLIPIDEMIA

Jd.-L. BEAUMONT and ¥. BEAUMONT

[nité de Recherches sur {"Atherosclerose de FINSERM (U 52), Hopifel Henri-Mondor,
Fa4010 Criteil {Franee)

(B invitation, received November, 1976)

Introduction

In the last few years, research in the field of lipid metabolism and of the
complex regulating mechanism of lipolysis has provided new data. In this
respect, autoimmune hyperlipidemia {AIH) may coniribute to the study of
normal and pathological lipid metabolism, as a model which allows an approach
al a molecular level, and as an etiological mechanism of primary hyperlipopro-
teinemia and atherosclerosis. In order to provide a review of the disease and
facilitate Turther research, new data available on AIH are discussed in this pa-

AIH may be defined az "a metsbolic disease in which hyperlipidemia is
induced by the antibody site binding activity of immunoglobulins which inter-
feres wilh the molecular interactions involved in the normal lipolytic process
regulating the transport and removal of plasma lipids™ {1].

- ;
recently described [2] autoimmune hypolipidemia in which a decrease in cir-
culating lipids and lipoproteins is induced by the antibody activity of immuno-
globuling, In this disease, the lipolytic process may be abnormal, but the
ramoval of plasma hipids is not inhibited,
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[0 CASE REPORT O

Hyperlipidemia Associated with Multiple Myeloma

Keiichi Fukupome, Johji Kato, Tsuyosi OHasHi, Yoshitaka Y amamoro and Tanenao Eto

A 70-year-old woman with type IIb therapy-refractory hyperlipidemia was diagnosed as
having IgA kappa type multiple myeloma. She had neither a family history nor any other disease
known to accompany hyperlipidemia. The serum IgA concentration fell from 3.42 g/dl to 1.24 g/
di following chemotherapy with melphalan and prednisolone, and a concomitant decrease in both
the serum cholesterol and triglyceride levels was observed. These serum lipids were positively
correlated with the serum IgA concentration (p<0.001) during the three cycles of chemotherapy.
These findings suggest the involvement of the monoclonal protein of IgA in the development of
hyperlipidemia in the present case.

(Internal Medicine 35: 337-340, 1996)

Key words: monoclonal IgA, lipoproteins, myeloma cell

Introduction and she did not drink alcoholic beverages. Family history was
negative for hyperlipidemia, and the past history was unre-

Multiple myeloma is characterized by an uncontrolled pro-  markable.
liferation of plasma cells primarily in bone marrow that produce On physical examination she was 158 cm tall and weighed
a monoclonal protein (M protein). Various clinical manifesta- 55 kg. Her blood pressure was 160/60 mmHg and the pulse was

tions associated with M protein have been known to occur in  88/min. There were no xanthomas on the skin. The fundoscopic
1 ith mnltinle mueloma Amnne them are hvnarviernsity. pyxaminatiom chnwed neither a markad erlorntic chanoa of
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Zavery

m Svizelna cesta k diagnoze u atypickych prubéhu
b&Znych onemocnéni

m Informace konsiliaiit mohou nékdy svést na scesti

m Plasticita CNS a reverzibilita 1 zdsadniho
neurologickeého deficity je Casto prekvapiva (u
neanoxickych mzulti)

m Nckdy 1 postupy se spornou indikaci mohou
(snad) piispét k priznivemu vysledku

27



