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GBS	as	a	presenting	feature	of	SLE	remains	uncommon,	with	
only	a	few	cases	reported	till	now;	the	first	case	was	reported	
in	1964[9]	Most	of	these	reported	cases	are	AIDP.[9]

The	pathogenesis	of	GBS	as	a	manifestation	of	SLE	 is	not	
clear,	 but	 both	 cell‑mediated	 and	 humoral	 processes	may	
play	 a	 significant	 role.	There	 are	 currently	 anti‑neuronal	
antibodies:	 antilymphocytic	 antibodies,	 anti‑phospholipid	
antibodies	 (including	 cardiolipin	 antibodies	 and	 lupus	
anticoagulants)	and	anti‑ribosomal P protein	antibodies.	These	
antibodies	are	present	in	the	plasma	and	cerebrospinal	fluid,	
and	 they	cause	more	extensive	neurological	damage.	Other	
cytokines	 such	 as	α‑interferon	 and	 interleukin‑6	 levels	 are	
also	considered	to	play	a	role	in	the	pathogenesis.[9]

Corticosteroids,	 cyclophosphamide,	 plasmapheresis,	 and	
immunoglobulin	 have	 been	 used	 in	AIDP	 or	GBS	with	
SLE	 according	 to	 previous	 literature.	The	 combination	 of	
corticosteroids	and	cyclophosphamide	is	even	considered	the	
first	line	treatment	option	in	a	review	of	the	literature.[9]

Reports	from	literature	document	that	some	have	had	response	
to	IVIG	or	steroids	only.[10]	Varying	responses	have	been	noted	
with	 each	 patient	 encountered	 and	 no	 universal	 treatment	
guidelines	have	yet	been	established.[10]

Pure	sensory	GBS,	which	itself	is	a	rare	entity,	has	not	been	
reported	till	date	as	manifestation	of	SLE.	We	report	a	case	of	
pure	sensory	(axonal	variant)	GBS	as	first	manifestation	of	SLE.

In	conclusion,	it	is	important	to	diagnose	autoimmune	disorders	
associated	with	GBS	as	GBS	without	SLE	responds	only	to	IVIg	
or	plasmapheresis	whereas	GBS	associated	with	SLE	responds	
to	IVIg,	plasmapheresis,	steroids	or	cyclophosphamide.
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 Authors’ Reply
Dear	Sir,

We	thank	author	for	their	interest	in	our	study.[1]

Our	 study	 compared	 23	 patients	 with	 muscle‑specific	
tyrosine	 kinase	 (MuSK)‑positive	myasthenia	 (MuSK+ve	
MG)	with	 55	 patients	with	 acetylcholine	 receptor	 positive	
myasthenia	 (AChR+ve	 MG)	 and	 nine	 patients	 with	

double‑seronegative	myasthenia	(DN‑MG)	and	did	not	find	
any	significant	difference	in	terms	of	clinical	characteristics,	
treatment	 response	 to	 immunosuppressants,	 long‑term	
prognosis,	and	quality	of	life.[2]

The	 utility	 of	 antibodies	 for	 establishing	 the	 diagnosis	 of	
myasthenia	is	well	established.
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To	the	best	of	our	knowledge,	our	study	describes	the	clinical	
features	of	the	fourth	largest	cohort	of	MuSK+ve	MG	from	
a	single	center.	Also,	it	is	the	only	study	apart	from	Deymeer	
et al.[3]	where	a	comparison	is	made	with	AChR+ve	MG	group	
and	DN‑MG	group.	We	agree	with	author	that	it	is	still	a	small	
and	ambispective	study	and	the	conclusion	needs	confirmation	
with	a	larger	prospective	cohort.[1]	Until	then,	our	study	gives	
a	 different	 point	 of	 view	viz.	 prognosis	 in	MuSK+ve	MG	
is	not	 always	grave.	This	 is	not	 a	novel	 revelation.	Guptill	
et al.	in	their	description	of	the	largest	multicentric	cohort	of	
MuSK	+	ve	MG	patients	(n	=	110)	also	state	that	the	long‑term	
prognosis	 is	 favorable	 and	 comparable	 to	AChR+ve	MG	
patients.[4]

It	is	a	well‑known	fact	that	there	is	no	role	of	thymectomy	
in	 patients	 with	MUSK+ve	MG,	 so	 question	 does	 not	
arise	 about	 our	 discussion	 about	 thymectomy	 (only	
three	MuSK+ve	MG	 patients	 in	 our	 series	 underwent	
thymectomy—one	 had	 thymoma	 and	 other	 two	 were	
operated	before	2000,	i.e.,	prior	to	antibody	testing).	So,	it	
is	irrelevant	to	comment	that	we	have	not	done	an	adequate	
literature	search	on	this	matter.
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Spinocerebellar Ataxia 42: A New Entity in Indian Subcontinent
Dear	Sir,

Spinocerebellar	ataxias	(SCAs)	are	a	heterogeneous	group	of	
neurodegenerative	disorders	involving	the	cerebellum	or	its	
connections.	Brainstem,	spinal	cord	and	cranial	nerve	nuclei	
may	 also	 be	 affected.[1]	They	 cause	 progressive	 cerebellar	
ataxia.	 Other	 features	 like	 nystagmus,	 slow	 saccades,	
dysarthria,	or	extracerebellar	signs	may	be	present.	Disease	
onset	is	usually	between	30‑50	years	of	age	in	the	autosomal	
dominant	SCAs.	To	the	best	of	our	knowledge,	48	subtypes	
of	SCAs	are	described	till	date.[2]

SCA	 42	 is	 a	 rare	 subtype	 of	 SCA.	The	 causative	 gene	
mutation	for	SCA	42	i.e.,	CACNA1G	was	first	described	
in	 2015.[3,4]	We	 report	 a	 case	 of	SCA	42	presenting	with	
pan	cerebellar	syndrome,	pyramidal	features	and	positive	
family	 history.	 Clinical	 exome	 sequencing	 identified	 a	
heterozygous	missense	variant	c.5144G	>	A	in	CACNA1G	
gene	 suggestive	 of	 Spinocerebellar	 ataxia	 42.	 To	 the	
best	 of	 our	 knowledge,	 this	 is	 the	 second	 genotypically	
proven	 family	 from	 Indian	 subcontinent.	 There	 is	 one	
family	reported	from	India	by	Mehta	et al.	with	a	different	
variant	(c.6077C	>	T).[5]

A	39‑year‑old	male	presented	with	 insidious	onset,	gradually	
progressive	gait	ataxia	since	19	years	of	age.	He	was	born	of	
non‑consanguineous	marriage.	His	younger	sister	aged	35	years	
old	had	similar	complaints	since	20	years	of	age.	No	other	family	
members	were	affected	[Figure	1].	Higher	mental	functions	were	
normal.	Speech	was	dysarthric	[Video	1].	There	was	no	nystagmus.	
Pursuits	and	saccades	were	normal.	Motor	examination	showed	
mild	(modified	Ashworth	scale	grade	1)	spasticity	in	lower	limbs	
with	bilateral	extensor	plantar	response.	Sensory	examination	
was	normal.	Cerebellar	signs	were	present	 in	both	upper	and	
lower	limbs.	Gait	was	ataxic	[Video	1].	MRI	brain	with	spinal	
cord	screening	showed	moderate	cerebellar	atrophy	with	normal	
spinal	cord	[Figure	2].	His	younger	sister	had	mild	dysarthria	and	
gait	ataxia.	Rest	examination	was	normal.	Considering	the	age	
of	onset,	clinical	presentation,	positive	family	history,	and	MRI	
findings,	a	diagnosis	of	spinocerebellar	ataxia	was	considered.	
Spinocerebellar	 ataxia	 panel	 for	 repeat	 expansion	 (SCA	
1,2,3,6,7,10	 and	12)	 by	PCR	was	negative.	Other	work	up	
i.e.,	TSH,	VDRL,	HIV,	 lipid	profile,	 fundus,	2D	echo,	nerve	
conduction	study	was	normal.

In	spite	of	age	of	onset	being	15	to	20	years,	there	was	only	
mild	progression	noticed	in	both	the	siblings	in	fourth	decade.	
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