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Suhrn

Kongenitalna srdcova blokada (CHB) je zavazné poskodenie srdca,
s ktorym sa stretavane u deti matiek so systémovymi chorobami spo-
jiva, hlavne systémovym lupus erythematosus a Sjogrenovym syndro-
mom. Pri oboch ochoreniach st pritomné protilatky typu SS-A/Ro a/
alebo SS-B/La.V nasom subore vySe 250 pacientok so Sjogrenovym
syndromom sme zachytili dosial dve deti s kongenitalnou srdcovou
blokadou.V oboch pripadoch sa diagnéza matky ur¢ila az na ziklade
ochorenia dietata a ochorenie matky prebiehalo viac rokov subklinic-
ky. U 17-ro¢ného dievéata s kongenitalnou srdcovou blokadou matky
s primarnym Sjogrenovym syndrémom prezentovanom v tejto ka-
zuistike sa navySe nachadzaju protilatky typu SS-A/Ro i SS-B/La, za-
tial bez dokazatelného zapalového reumatického ochorenia.V silade
s nalezmiz literatury mozno predpokladat zvySené riziko rozvoja sys-
témového ochorenia spojiva. Véasna diagnostika primarneho Sjogre-
novho syndromu u mladych pacientok nas vedie k potrebe monitoro-
vania tychto Zien hlavne z hladiska moZnych tehotnosti s rizikom
rozvoja CHB u ich deti.

Kltcové slova: kongenitalna srdcova blokada, Sjogrenov syndrém, pro-
tilatky SS-A/Ro, protilatky SS-B/La.

UVOD

Kongenitalna srdcova blokada bez kardialnej malforma-
cie tvori sicast neonatalneho lupus erythematosus (NLE),
ktory zahrnuje kozné a prilezitostne pecenové a krvné ab-
normality (12). Na rozdiel od inych manifestacii NLE-syn-
drému, ktoré su vac¢sinou mierne a ustupia do Siestich me-

Summary

Congenital heart block (CHB) is a serious damage of the heart enco-
untered in children whose mothers suffer from systemic connective
tissue diseases, particularly systemic lupus erythematosus and
Sjogren’s syndrome. In both diseases, type SS-A/Ro and/or SS-B/La
antibodies are present. In our series of more than 250 female patients
with Sjogren’s syndrome, congenital heart block was established in
two children so far. In both cases the disease of the mother had a sub-
clinical course and was diagnosed only on the basis of the child’s dise-
ase. In a 17-year-old girl with congenital heart block and primary
Sjogren’s syndrome in the mother, whose case is presented in this re-
port,both type SS-A/Ro and SS-B/La antibodies were determined, yet
so far inflammatory rheumatic disease has not been established. In
keeping with the literature, an increased risk of systemic connective
tissue disease can be presumed. Early diagnosis of primary Sjogren’s
syndrome in young female patients calls for continuous monitoring,
especially with regard to potential pregnancies and the risk CHB in
their children.

Key words: congenital heart block, Sjogren’s syndrome, SS-A/Ro an-
tibodies, SS-B/La antibodies.

INTRODUCTION

Congenital heart block without cardiac malformation is
one of the features of neonatal lupus erythematosus (NLE),
involving skin and sometimes liver and blood abnormali-
ties (12). In contradistinction to other manifestation of the
NLE syndrome, which are mostly mild and disappear within
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siacov po porode, kongenitalna srdcova blokada (congeni-
tal heart block — CHB) je trvalou a zavaznou komplika-
ciou. Podla vSeobecne akceptovane;j tedrie spoésobuju CHB
maternalne protilatky typu SS-A/Ro a/alebo SS-B/La, kto-
ré prechadzaju placentou pocas druhého trimestra gravidi-
ty, viaZu sa na fetalny srdcovy prevodovy systém a vyvola-
vaju jeho zapalové tkanivové poskodenie (4). Oba typy
protilatok sa vyskytuju pri systémovych chorobach spojiva.
Protilatky SS-A/Ro sa vyskytuju pri systémovom lupus eryt-
hematosus v 30—50 %, primarnom Sjogrenovom syndro-
me v 50—80 %, subaktitnom koznom lupus erythematosus
(SCLE) v 60 %, pri reumatoidnej artritide v 3—5 %. Ide
0 najcastejsie protilatky proti ribonukleoproteinu pri systé-
movych chorobach spojiva.

Ochorenie matky, hlavne Sjogrenov syndrom, moze pre-
biehat subklinicky a az narodenie dietata s uvedenym po-
Skodenim moze upozornit na potrebu dokladného vysetre-
nia matky (8).

Aj v nasom subore pacientok s diagndzouu primarne-
ho Sjogrenovho syndromu sme zachytili dieta s kongeni-
talnou srdcovou blokadou, kde sa diagnéza matky urcila az
na upozornenie kardiologa. Rybar (19) referoval roku 1993
o podobnom pripade matky s priznakmi sicca syndromu
v anamnéze, ktora 2 roky pred vzplanutim a diagnostiko-
vanim autoimunitnej choroby — systémového lupus eryt-
hematosus so sekundarnym Sjogrenovym syndromom po-
rodila diefa s kongenitalnou AV-blokadou III. stupna.

VLASTNE POZOROVANIE

Do reumatologickej ambulancie VURCH prisla 44-ro¢-
na pacientka (FM 51) matka 17-ro¢ného dievcata s konge-
nitalnou srdcovou blokadou.

Z anamnézy matky: RA: 21-ro¢ny syn zdravy, 17-ro¢na
dcéra liecend pre kongenitalnu srdcovt blokadu III. stupna.
OA: tonzilektdmia 1960, cholecystektomia 1978. GA: prvy
porod 1975, druhy pérod 1979. TO: 1976 prvykrat opuch
velkych slinnych Zliaz. Pacientka nemala vyraznejsi sub-
jektivny pocit nedostatku slin a siz az do roku 1995. Vtedy
sa opakovane objavili opuchy slinnych Zliaz, pocit suchosti
v ustach, potreba zapijat jedlo, pocit nedostatku slin. Su-
&asne mala pocit nedostatku siz, rezanie a palenie v o&iach,
pocit cudzieho telesa v oku, nahromadenie vlaknitej sekré-
cie pri vnutornom o¢nom kutiku. Boli vyznacené priznaky
Raynaudovho fenoménu. Priznaky koznej vaskulitidy ne-
boli. Vyskytli sa dysfagické tazkosti. Opuchy kibov nepri-
tomné. Vlasy nepadaju. Intolerancia slnka, s provokaciou
solarneho erytému. Z laboratérnych vySetreni: FW: 78/h,
KO: Hb 135 g/dl, Ery 4,1.10'%/1, HTK 39 %, Le 4,6.10°/1, Tr
322.10'%/1, moé+sediment: negativny, urea: 3,79 mmol/l,
kreatinin 53,9 pmol/l, AST 0,34 pkat/l, ALT 0,31 pkat/l,
GMT 0,29 pkat/l, ALP 0,94 pkat/l, LDH 3,65 pkat/l, CK

six months after birth, congenital heart block (CHB) is a ser-
ve and persisting complication. According to the generally
accepted theory, CHB is caused by maternal antibodies of
the SS-A/Ro and/or SS-B/La type, which pass the placental
barrier in the second trimester of gestation, bind to the fetal
conductive system of the heart and induce inflammatory
tissue damage (4). Both antibody types occur in systemic
connective tissue diseases. SS-A/Ro antibodies are present
in 30-50% of patients with systemic lupus erythematosus,
in 50-80% with primary Sjogren’s syndrome, in 60% of
patients with subacute cutaneous lupus erythemateous
(SCLE), and in 3—5 % with rheumatoid arthritis. It is the
most frequently occurring antibody to ribonucleoprotein in
systemic connective tissue disorders.

The disease of the mother, particularly if she is suffe-
ring from Sjogren’s syndrome, can take a subclinical cour-
se and it may be only the birth of a child with the given
defect that reveals the need of a thorough examination of
the mother (8).

In our series of patients with primary Sjogren’s syndro-
me, the diagnosis of a mother was set up only after the car-
diologist had diagnosed CHB in the child. In 1993 Rybar
(19) reported the case of a mother with a history of sicca
syndrome manifestation who had given birth to a child with
congenital third degree AV block two years before the out-
break of her immune disease was diagnosed as systemic
lupus erythematous with secondary Sjogren’s syndrome.

PATIENTS AND METHODS

A 44-year-old patient (FM 51), mother of a 17-year-old
girl with cogenital heart block, was referred to the outpa-
tient department of the Research Institute of Rheumatolo-
gy

Data from the history of the mother: FH: 21-year-old
son healthy, 17-year-old daughter treated for congenital third
degree heart block. SH: tonsillectomy in 1960, cholecyste-
comy in 1978. GH: first delivery in 1975, second delivery
in 1979. PC: edema of the large salivary glands was first
observed in 1976. Till 1995 the patient did not experience
a marked deficiency of saliva and tears. In this year edema
of the salivary glands reappeared and the patient suffered
from xerostomia. Simultaneously, she complained of defi-
cient lacrimation, stinging and burning eyes, feeling of a fo-
reign body in the eye, accumulation of fibrous secretion in
the inner corner of the eye. Manifestation of Raynaud’s
phenomenon were observed. Signs of cutaneous vasculitis
were not present. The patient suffers from dysphagia. Ede-
ma of joints not present. No hair loss. Intolerance of sun,
solar erythema. Some laboratory findings: FW 78/h. He-
matologic findings: Hb 135 g/dl, Er 4.1x10'2/1, Hct 39 %,
Le 4.6x10°/1, PLT 322x10'2/1. Urinalysis normal. Urea: 3.79
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1,53 pkat/l, ceruloplazmin 0,200 g/1, ELFO: celkové biel-
koviny 83,0, albuminy 47,0, alfa -globuliny 2,7, alfa -glo-
buliny 6,2, betaglobuliny, gamaglobuliny 16,5 g/l. LFT/RF
1:2560, HT/RF 1:7, ANA/IFT negativne, LE-test negativ-
ny, antiDNP negativne, antiDNA negativne, antiENA: SS-
A/Ro+SS-B/La, HLA A 24, B 51, 18, Cw 5, wl, DR 15,
17, DQ2, DQ6, oéné vysetrenie: Schirmerov test: 0,3 cm/5
min 0.dx, 0,5 cm/5 min o.sin, farbenie fuoresceinom pozi-
tivne, “break-up time” pozitivny. Zaver o¢ného vysetrenia:
typicky obraz suchej keratokonjunktivitidy, sialografia: ty-
picky sialograficky nalez mnohopocetnych sialektazii, ga-
magrafia slinnych Zliaz: nalez potvrdzuje diagnézu Sjogre-
novho syndrému, biopsia dolnej pery: obraz lymfocytarne;j
infiltracie s fokusovym skore viac ako 2, funkéné plicne
vySetrenie v norme, termografia: porucha akralnej cirkula-
cie.

Ide o pacientku s primarnym Sjégrenovym syndrdmom
s typickym o¢nym a ustnym nalezom. O¢né vySetrenie po-
tvrdilo nalez suchej keratokonjunktivitidy. Vysledky vyset-
renia slinnych Zliaz, véitane sialografie, gamagrafie a bio-
psie dolnej pery su typické pre Sjogrenov syndrom.
V laboratérnom néleze je popri vysSej humoralnej aktivite
pritomna typicka protilatkova aktivita v zmysle pozitivity
reumatoidnych faktorov, ako aj pozitivity protilatok proti
extrahovatelnym nuklearnym antigénom typu SS-A/Roi SS-
B/La. Pacientka spifia kritéria primarneho Sjogrenovho syn-
dromu (Vitali, 1996).

Predpokladany zaciatok ochorenia mozno datovat do
obdobia prvého opuchu slinnych zliaz roku 1976 pred dru-
hym pérodom.

Z anamnézy dietata (FE 79): RA: matke diagnostikova-
ny 1996 primarny Sjogrenov syndrom. OA: dieta z druhej
gravidity, pérod nacas, spontanne, 2850 g, 48 cm. Pred poro-
dom intermitentne arytmia plodu. TyZden po porode diagnos-
tikovana AV-blokada III. stupna. Odvtedy dieta v starostli-
vosti kardiologa. Zaver posledného kardiologického
vysetrenia vo veku 17 rokov: pomala frekvencia akcie srdca,
obcasné komorové extrasystoly, slaba ovplyvnitelnost vago-
tonickymi podnetmi. Vagolyza atropinom, ako aj ergometria
ukazali dobrti schopnost AV uzla akcelerovat adekvatnu od-
poved. Holterovym monitorovanim sa nezistili znamky dys-
funkcie AV uzla v podobe asystolickych pauz. TO: z reuma-
tologického hladiska bez tazkosti. Pocit nedostatku slin a siz
nema. Bez pocitu cudzieho telesa v oku. Dysfagické tazkosti
nema. Opuchy slinnych Zliaz nikdy neboli. Opuchy kibov
nikdy nepozorovala. Kozné eflorescencie nepritomné. Tra-
viace fazkosti nema. Tolerancia slnka dobra. Znamky Rayna-
udovho fenoménu nepritomné. Vlasy nepadaju. Z vysetreni:
FW 12/h. KO: Hb: 139 g/dl, Ery: 4,42.10'%/1, Ht 40 %, Le
10,1.10%/1, Tr 413.10'%/1, ELFO bielkovin: celkové bielkovi-
ny: 76,3, albuminy 43,1, alfa -globuliny 2,8, alfa -globuliny
6,7, betaglobuliny 9,0, gamaglobuliny 14,7 g/l, LFT/RF neg.,
HT/RF neg., ANA neg., antiDNP neg., antiDNA neg., anti-

mmol/l, creatinine 53.9 pmol/l, AST 0.34 pkat/l, ALT 0.31
pkat/l, GMT 0.29 ukat/l, LDH 3.65 pkat/l, CK 1.53 pkat/l
ceruloplasmin 0.200 g/I. Total proteins 83.0, albumins 47.0,
alpha 1 globulins 2.7, alpha 2 globulins 6.2, beta globulins,
gamma globulins 16.5 g/l. LFT/RF 1:2560, HT/RF 1:7,
ANAV/IFT negat., LE test neat., antiDNP negat., antiDNA
negat., antiENA: SS-A/Ro + SS-B/La, HLA A 24,B 51 18,
Cw5,wl,DR 15, 17, DQ2, DQ6. Opthalmologic examina-
tion: Schirmer’s test: 0.3 cm/5 min o0.dx., 0.5 cm/5 min o.sin.,
fluorescin staining positive, break-up time positive. Con-
clusion: typical picture of keratoconjuctivitis sicca. Sialog-
raphy: typical sialographic finding of numerous sialecta-
siae. Gammagraphy of salivary glands: confirmation of the
diagnosis of Sjogren’s syndrome. Lower lip biopsy: lym-
phocytic infiltration with a focus score above 2. Functional
examination of the lung: NAD. Thermography: deranged
acrocirculation.

The patient suffers from primary Sjogren’s syndrome
with typical opthalmologic and oral findings. Opthalmolo-
gic examination confirmed the finding of keratoconjuctivi-
tis sicca. Examination of the salivary glands, including sia-
lography, gammagraphy and lower lip biopsy yielded
findings typical of Sjogren’s syndrome. Besides increased
humoral activity, laboratory findings showed typical anti-
body activity concerning positivity of rheumatoid factors
as well as positivity of antibodies to type SS-A/Ro and SS-
B/La extractable nuclear antigens. The patient was found to
meet the criteria of primary Sjogren’s syndrome (24).

The suggested onset of disease may be dated back to the
period of the first appearance of salivary gland edema, i.e.
before the second delivery.

Data from the history of the child (FE 79): FA: primary
Sjogren’s syndrome diagnosed in the mother in 1966. SH:
child born of second pregnancy, full term, spontaneous de-
livery; b.w. 2850 g, b.148 cm. Before birth intermittent aryth-
mia, one week after birth third degree AV block diagnosed.
The child has been under the care of cardiologist ever since.
Conclusion of the last cardiologic examination, patient aged
17 y.: slow heart rate, sporadic ventricular extra systole, poor
responsiveness to vagotonic stimuli. Atropine-induced va-
golysis as well as ergometry showed the AV node well able
to accelerate an adequate response. Holter monitoring did
not show signs of AV node dysfunction as to asystolic pau-
ses. PC: no rheumatologic complaints. No salivary or lacri-
mal deficiency. No sensation of foreign body in the eye. No
dysphagia. No edema of salivary glands. No edema of jo-
ints. No skin lesions. Does not suffer from indigestion. Sun
well tolerated. Signs of Raynaud’s phenomenon absent. No
hair loss. Some laboratory findings: FW 12/h. Hematolo-
gy: Hb: 139 g/dl, Er: 4.42x10'2/1, Het 39 %, Le 10.1 x10°/
1, PLT 413x10'2/1. Total proteins 76.3, albumins 43.1, al-
pha 1 globulins 2.8, alpha 2 globulins 6.7, beta globulins
9.0, gamma globulins 14.7 g/l. LFT/RF neg., HT/RF neg.,
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ENA SS-A/Ro+SS-B/La, 1gG 18,23 mg/ml, IgA 3,36 mg/
ml, IgM 3,4 mg/ml, CIK/PEG/IKEM 37 j, HLA: A 24,A 9,
B51,B44,Cw 1,Cw4,DR 15,DR 4,DQ 6,DQ 9, Schirme-
rov test: negativny, farbenie fluoresceinom negativne, ocny
nalez nepotvrdzuje obraz suchej keratokonjunktivitidy, sia-
lometria: negativna.

U dietata matky s primarnym Sjogrenovym syndromom
sa vyskytuje kongenitalna srdcova blokada (CHB) I1I. stup-
na.V laboratérnom naleze su protilatky proti extrahovatel-
nym nuklearnym antigénom typu SS-A/Ro i SS-B/La, po-
dobne ako u matky. Aj ked mozno predpokladat, Ze uvedeny
typ protilatok je v priamej suvislosti s rozvojom ochore-
nia, ich pritomnost byva vsak len tesne po porode. Pozitivi-
ta tychto protilatok u dospievajuceho dietata poukazuje na
potrebu sledovania z pohladu mozného rozvoja systémoveé-
ho ochorenia spojiva, ktoré¢ho kritéria pacientka zatial ne-
splia.

DISKUSIA

Takmer pred 100 rokmi Morquio (15) ako prvy opisal
zriedkavy defekt — izolovanu srdcovi blokadu (CHB). Roku
1928 Aylward (1) referoval o pritomnosti CHB u dvoch deti,
ktorych matky mali “Mikuliczovu chorobu”. Tieto zauji-
mavé klinické pozorovania boli v 70. rokoch doplnené o po-
zorovania vyskytu tohto ochorenia u deti matiek so systé-
movymi ochoreniami spojiva (14, 6, 26) a nalezom, Ze
materské séra obsahovali protilatky typu SS-A/Ro a SS-B/
La (21, 11).V stcasnosti sa CHB hodnoti ako model pasiv-
ne akvirovaného autoimunitného ochorenia, pri ktorom imu-
nitné abnormality matky ved k produkcii protilatok, ktoré
prechadzaju placentou a poskodzuju vyvijajuci sa plod.
Sucasne boli opisané aj iné neonatdlne abnormality posti-
hujuce kozu, pecen, ktoré st vo vztahu s produkciou SS-A/
Ro a SS-B/La protilatok u matky a ktoré sa sumarne ozna-
¢uju ako neonatalny lupus. Nazov NLE sa zvolil, pretoze
kozné zmeny u novorodenca pripominaji nalez pri systé-
movom lupus erythematosus (9, 16). Na rozdiel od extra-
kardidlnych manifestacii, ktoré su prechodné a vicsinou
miznu do 6 mesiacov spolu so zmiznutim materskych pro-
tilatok, CHB je ireverzibilny.

Udaje o $pecificite protilatok, ktoré st vo vztahu s roz-
vojom CHB, su rézne. Prvé spravy hovorili hlavne o proti-
latkach typu SS-A/ Ro (21, 23). Novsie studie poukazali
i na moznu ucast protilatok typu SS-B/La v patogenéze
CHB (3, 20, 18, 22). Ludsky SS-A/Ro komplex obsahuje 2
zlozky, 52-kd a 60-kd protein, ktoré su imunologicky roz-
dielne. SS-B/La antigén je 48-kd nuklearovy protein. Ako
rizikové pre rozvoj CHB sa oznacili 48-kd SS-B/La a 52-
kd SS-A/Ro (18, 4).

Délezité je pripomenut, Ze ochorenie matky nemusi byt
v Case tehotnosti klinicky manifestné a az narodenie dieta-

ANA neg., antiDNP neg., antiDNA neg., antiENA SS-A/
Ro + SS-B/La, IgG 18.23 mg/ml, IgA 3.36 mg/ml, IgM 3.4
mg/ml, CIK/PEG/IKEM 37 J. HLA: A24, A9, B 51, B 44,
Cw 1,Cw4,DR 15,DR 4, DQ 4, DQ 6, DQ 9. Schirmer’s
test negative, fluorescin staining negative, opthalmological
finding does not confirm keratoconjuctivitis. Sialometry
negative.

The child of the mother with primary Sjogren’s syndro-
me has third degree congenital heart block (CHB). Labora-
tory findings show the presence of antibodies to type SS-A/
Ro + SS-B/La extractable nuclear antigens, similarly as in
the mother. Although the given antibody type can be presu-
med to be directly associated with the development of the
disease, yet its presence is usually observed only closely
after birth. Positivity of these antibodies in the adolescent
girl calls for monitoring a potential developement of syste-
mic connective tissue disorder, whose criteria the patient
does not meet so far.

DISCUSSION

Almost 100 years ago, Morquio (15) was the first to
descibe a rare defect — isolated heart block (CHB). In
1928 Aylward (1) reported on two children with CHB
whose mothers suffered from Mikulicz’s disease. In the
70s, these interesting clinical observations were supple-
ment by reports on the presence of the disease in chil-
dren of mothers with systemic connective tissue disor-
ders (14, 6, 26) and with the finding that the maternal
sera had type SS-A/Ro and SS-B/La antibodies (21, 11).
Currently CHB is considered a model of passively acqu-
ired autoimmune disease, in wich immune abnormalities
in the mother result in the production of antibodies that
pass the placenta and damage the developing fetus. In
relation to maternal production of SS-A/Ro and SS-B/
La antibodies, also other neonatal abnormalities affec-
ting the skin and liver have been described and referred
to as neonatal lupus. The term neonatal lupus erythema-
tosus (NLE) was coined in the light of cutaneous chan-
ges in the newborn resembling the finding of lupus eryt-
hematosus (9, 16). In contrast to the extracardiac
manifestation, which are temporary and mostly disappe-
ar within six months along with the disappearance of
maternal antibodies, CHB is irreversible.

The specificity of antibodies related to the development
of CHB is a controversial issue. The first reports mentio-
ned primarily antibodies of the SS-A/Ro type (21, 23). Re-
cent studies implicated also type SS-B/La antibodies in CHB
pathogenesis (3, 20, 18, 22). The human SS-B/La complex
consist of two constituents, i.e. 52-kd and 60-kd protein,
which are immunologically different. SS-B/La antigen is
a 48-kd nuclear protein. The presence of 48-kd SS-B/La
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tas CHB moze viest k patraniu po moznych pri¢inach uve-
denej poruchy. Zaujimava je praca Julkunena a spol. (8),
ktori sledovali osudy matiek 33 deti s CHB narodenych v ro-
koch 1956—1991. Predominantnym autoimunitnym ocho-
renim matiek deti s CHB bol subklinicky primarny Sjogre-
nov syndrém. Podobne v praci Brucata a spol. (2), ktori
sledovali matky 16 deti s CHB, boli pred pérodom sa znam-
ky systémového ochorenia spojiva vyskytli len u 1 pacient-
ky a u nasledujucich 15 sa az neskor diagnostikovalo ocho-
renie typu Sjogrenovho syndromu. Vsetky matky boli SS-A/
Ro pozitivne a u 9 bola i SS-B/La pozitivita.

Aj u naSej pacientky sa ochorenie diagnostikovalo az
po 17 rokoch po narodeni dietata. Podrobna anamnéza pou-
kéazala na to, Ze predpokladany zaciatok ochorenia mozeme
datovat do obdobia medzi narodenim zdravého diefataa dru-
hého dietata s CHB. Opuch slinnej zlazy, ktory bol pritom-
ny v tom obdobi, byva ¢asto prvym priznakom ochorenia.
Treba uviest, ze v ¢ase tehotnosti pacientky neboli k dis-
pozicii testy na urcenie SS-A/Ro a SS-B/La protilatok.
Z hladiska nasej kazuistiky je vSak zaujimava pritomnost
protilatok oboch skupin, teda SS-A/Ro 1 SS-B/LA, u die-
tata s CHB. Udavany vyskyt protilatok u deti s neonatal-
nym lupus erythematosus a rozvojom CHB sa udéva do pol
roka od narodenia. Pritomnost oboch typov protilatok skor
poukazuje na mozny rozvoj systémového ochorenia spojiva
u pacientky s CHB. Komplexnym vysetrenim so Special-
nym zameranim na mozny rozvoj Sjogrenovho syndromu
sme toto ochorenie nemohli dosial potvrdit a pacientku bude
potrebné z tohto hladiska dalej sledovat. V literatiire moz-
no najst niekolko kazuistik (17, 14, 7, 25, 10, 2) poukazuju-
cich prave na moznost zvyseného rizika rozvoja systémo-
vého ochorenia spojiva v dospelosti u deti s CHB.

V¢asna diagnostika i subklinickych foriem primarneho
Sjogrenovho syndromu u mladsich pacientok nam kladie
nové otazky o moznych tehotnostiach tychto zien. Pévodne
sa ochorenie opisovalo ako ochorenie zien hlavne po repro-
dukénom obdobi. Nase vlastné skiisenosti zaloZzené na su-
bore viac ako 250 Zien s primarnym Sjogrenovym syndro-
mom poukazuju na to, Ze vekové rozlozenie suboru
nezodpoveda pdvodnej predstave o chorobe starSich Zien.
Hlavne u mladych pacientok v reprodukénom obdobi sa
Casto stretdvame s vysokou klinickou a humoralnou akti-
vitou a vysokymi titrami SS-A/Ro a SS-B/La protilatok.

Aj ked vyskyt tychto protilatok je rizikovym faktorom
rozvoja CHB, len u malého percenta deti takychto matiek
doéjde k rozvoju CHB (13). No aj toto malé percento rozvo-
ja takého zavazného ochorenia dietata, akym je CHB, nas
vedie k déslednému sledovaniu tychto rizikovych pacien-
tok, pripadne k monitorovaniu pripravy na tehotnost liec-
bou zameranou na potlacenie protilatkovej aktivity, prip.
odstranenie protilatok plazmaferézou. V pripade reédlnej
tehotnosti je potrebna uzka spolupraca s gynekologom a det-
skym kardiolégom uz v ¢ase tehotnosti.

and 52-kd SS-A/Ro is considered as risk factor for the de-
velopment of CHB (18, 4).

It is noteworthy that the mother’s disease need not be cli-
nically manifest during pregnancy, and it is the birth of a child
with CHB that induces the search for potential causes of the
disorder. An interesting paper was presented by Julkunen et
al. (8) who followed up mothers of 33 children with CHB
born over the years 1956-91. The predominant autoimmune
disease of these mothers whose children suffered from CHB
was subclinical primary Sjogren’s syndrome. Similarly, Bru-
catetal. (2) reported thatin a series of 16 children with CHB,
signs of systemic connective tissue disorder were present only
in one mother before delivery and in the other 15 mothers
disease of the type of Sjogren’s syndrome was diagnosed only
later on. All the mothers were SS-A/Ro positive and 9 of them
were also SS-B/La positive.

In the patient reported on in this paper, the disease was
diagnosed as late as 17 years after she had given birth to the
child with CHB. Detailed history indicates the presumed
onset of the disease to date back to the period between the
birth of a healthy child and the birth of her second child
born with CHB. Edema of the salivary gland, which appea-
red in the given period, has frequently been observed as the
first manifestation of the disease. It is to be noted, however,
that at the time of the patient’s pregnancy tests for the de-
termination of SS-A/Ro and SS-B/La antibodies were not
available. Another finding appears to be interesting in the
light of our case report, namely the presence of both groups
of antibodies, SS-A/Ro and SS-B/La, in the child with CHB.
These antibodies were reported to be present up to halfa year
after birth in children with neonatal lupus erythematosus
and development of CHB. In our patient with CHB, the pre-
sence of both antibody types at the age of 17 years may
suggest the development of systemic connective tissue di-
sorder. Complex examination specially targeted at a poten-
tial development of Sjogren’s syndrome, has so far failed to
confirm the disease and the patient will have to be constantly
monitored. The literature provides several case reports (17,
14,7, 25, 10, 2) highlighting the possibility of an increased
risk for children with CHB to develop systemic connective
tissue disorder.

Early diagnosis even of subclinical forms of primary
Sjogren’s syndrome in young female patients poses new
questions concerning potential pregnancies in these women.
Originally the disease used to be described as affecting
mostly women past their chlild-bearing age. Our experien-
ce based on the study of a series of more than 250 women
with primary Sjogren’s syndrome reveals an age distribu-
tion not in keeping with the originally considered affection
of elderly women. It was particularly in young patients of
reproductive age that we observed high clinical and humo-
ral activity and high titers of SS-A/Ro and SS-B/La antibo-
dies.
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ZAVER

Kongenitalna srdcova blokada (CHB) je zavazné posko-
denie srdca, s ktorym sa stretdvane u deti matiek so systé-
movymi chorobami spojiva, hlavne systémovym lupus eryt-
hematosus a Sjogrenovym syndréomom. Pri oboch
ochoreniach sa vyskytuju protilatky typu SS-A/Ro a/alebo
SS-B/La.V naSom stubore vyse 250 pacientok so Sjogreno-
vym syndromom sme zachytili dosial dve deti s kongeni-
talnou srdcovou blokadou. V oboch pripadoch sa diagndza
matky urcila az na zéklade ochorenia dietata a ochorenie
prebiehalo viac rokov subklinicky. U 17-ro¢ného dievcata
s kongenitalnou srdcovou blokddou matky s primarnym
Sjogrenovym syndromom prezentovanom v tejto kazuisti-
ke sa navyse vyskytovali protilatky typu SS-A/Ro i SS-B/
La, zatial bez dokazateIného zapalového reumatického ocho-
renia. V stlade s nalezmi z literatury mozno predpokladat
zvySené riziko rozvoja systémového ochorenia spojiva.
Vcasna diagnostika primarneho Sjégrenovho syndromu
u mladych pacientok nas vedie k potrebe monitorovania
tychto Zien, hlavne z pohladu moznych tehotnostis rizikom
rozvoja CHB u ich deti.
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SEPTICKA ARTRITIDA U ZAVISLYCH OD HEROINU

SEPTIC ARTHRITIS IN HEROIN ADDICTSS
Semin Arthr Rheum, 21, 1991, ¢. 2, s. 81—87.

Pocas 6-ro¢ného pozorovania sa zachytilo v Barcelone
36 pripadov septickej artritidy. Z nich u 35 iSlo o pacien-
tov zavislych od heroinu. V sledovanej skupine zavislych
od heroinu bolo 30 (86 %) muzov a 5 (14 %) zien s prie-
mernym vekom 24 rokov (24—39 rokov). Zo skupiny sle-
dovanych pacientov malo 29 pripadov (80 %) monoartiku-
larnu lokalizaciu artritidy a 7 (20 %) malo polyartikularne
postihnutie. Sakroiliakdlne postihnutie sa zachytilo u 16,
sternoklavikularne u 8, bedrovy kib bol postihnuty u 5 a ple-
ce u 4 pacientov. Ako etiologicky agens sa zachytil Staphy-
lococcus aureus v 75 % pripadov a Pseudomonas aerugi-

nosa v 11 % pripadov. Dobra odpoved na antibiotika bola
u 32 pacientov (90 %), u 8 pacientov sa musela urobit chi-
rurgicka drendz a 9 pacientov napriek intenzivnej liecbe
zomrelo. Autori prace na zéklade svojich pozorovani uza-
tvaraju, ze septicka artritida u jedincov, ktori st zavisli od
heroinu, sa prevazne lokalizovala na axialnych kiboch. V po-
zorovane] geografickej oblasti je infekcia zapri¢inena zla-
tym stafylokokom castejSie ako infekcia spdsobena Pseudo-
monas aeruginosa alebo Serratia marcescens, ktord sa Casto
uvadza v pozorovaniach zo Spojenych Statov.

K. BOSMANSKY
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RECENZIA

NEUROPATHOLOGY AND BASIC NEUROSCIENCE

A.R. BRUMBACK, R.W. LEECH

Oklahoma Notes. New York—Berlin—Heidelberg—London—Paris—Tokyo—Hong Kong—Barcelona—Budapest,

Springer Verlag,1995, format A4, 289 stran.

V Spojenych statoch americkych sa 90. roky oznacova-
li ako ,,dekada mozgu“. Ide najmi o zvyraznenie vyznamu
Studia nervového systému pre zdravie ¢loveka. Viac ako 20
% vsetkych pacientov ma prave neurologické problémy. Aj
v tomto kontexte je dblezité priblizif Studentom mediciny
a lekarom vsetkych odborov dostupnou formou najnovsie
neurofyziologické a neuropatologické poznatky. Kniha je
zakladom pre absolvovanie United States Medical Licen-
sing Examination (USMLE) v danom odbore.

Ucebny text sa zacina zakladnymi poznatkami o stavbe
a funkcii nervového systému (miecha, mozgovy kmen, mo-
zocek, diencefalon, bazalne ganglia, alokortex, mozgova ko-
ra, neurdn, neuroglia). Autori zhfhaju poznatky o fyzioldgii
neurdnov a prenosu vzruchu (neurotransmisia). Druha cast
hovori o syndromoldgii poskodeni CNS a ich lokalizacii. V 3.
kapitole sa hovori o edéme mozgu, hernidcii a dynamike
mozgovomiechového moku. V Casti o cerebrovaskularnych
chorobach sa autori venuju problematike mozgovych prihod,
hypoxicko-ischemickému poskodeniu mozgu, transientnym
ischemickym prihodam, fibromuskularnej dysplézii, poru-
cham prekrvenia mozgu (vc€itane arteritid, A-V malformacii
a aneuryziem). V uvode do kapitoly o infekciach CNS auto-
ri venuju pozornost hematoencefalickej bariére a jej funk-
cidm v norme i patologii. Medzi infekénymi ochoreniami
autori venuju velku pozornost virusovym infekciam a medzi
nimi aj AIDS. Medzi neurodegenerativnymi chorobami a pri-

¢inami demencie ma najvyznamnejSie miesto Alzheimerova
choroba, nasleduje lobarna atrofia (Pickova choroba), Par-
kinsonova choroba a dalsie. 7. kapitola sa venuje problema-
tike nadorového ochorenia nervového systému (patofyziolo-
gia, diagnostika, glidom, neuroektodermalny tu, neuroblastom,
ale aj feochromocytom, koloidné cysty III. komory a podob-
ne). V samostatnej kapitole sa opisuje problematika kranio-
cerebralnej traumy. Vyznamné miesto sa venuje patoldgii to-
xického a nutricného poskodenia nervového systému (kde
okrem klasickych syndrémov su zaradené poskodenia NS pri
avitamindzach, hypoglykémii, hepatalnom a rendlnom zly-
hani, ale aj radia¢énom poskodeni. 11. kapitola sa venuje neu-
rometabolickym chorobam, 12. kapitola opisuje patologiu
demyeliniza¢nych ochoreni, 13. kapitola hovori o malforma-
ciach nervového systému (defekty neuralnej trubice, Downov
sy, hydrocefalus a dalSie zriedkavejSie poruchy). V samostat-
nej Casti autori opisuju aj patoldgiu miechy. V zavere sa ve-
nuju aj problematike neuroendokrinoldgie a patoldgii zmys-
lovych organov (zrak a sluch). Poslednou kapitolou, ako to
v Oklahoma Notes byva, je testova ¢ast s moznostou preve-
rit si potrebné vedomosti (st priloZené aj spravne odpovede).

Knihu odportc¢am $tudentom mediciny k zakladnému
$tadiu mediciny i lekdrom postgradudlneho stadia ako re-
petitivnu pomocku.

M. BERNADIC



