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| t s wel | known Dbut rare phenomenon revers t.).le bra n atrophyElgéterJ?(éf rﬁ\\z:h_l_nﬁ tl_reatmendtren W
encephal opathy. The ep |l ept ¢ encephal opath es are a group of ond ept ¢ .
ct al or nter <c¢ctal, cli condal bot el €ot rao emm ceetpthrad ogf aplRevere cogn t and
behav or al mpa rments, wh c¢ch are beyond what m ght be expected from the underly ng et ology alo
under hypercort solem a cond t on the bra n atrophy and cogn t ve decl ne are showed n adult a
pat ent s. The a m of th s case presentat on are show ng a c¢claer ev dence of the format on of r e

atrophy related to ACTH treatment and rev ew of the mechan sm of ACTH treatment related revers |
atrophy.

CASE PRESENTATI ON
A s xolygegaboy has suffered faloom fa egaenudr ggsenckcuralngesll deom. cH s neur ol og c

exam nat on, rout ne bl ood, and ur ne tests and cran al MR | f nd ngs wer e nor mal . Desp te r e
polytherapy h s se zures cont nued, at the same t me Dbehav or al d sturbances and | oss n academ
been observed. H s sleep EEG exam nat on showed CSWS wh <ch s a very spec al pattern caus ng a ¢
decl ne n ch I dren. | t S Known t hat -CB8YWSst asnt a very mportant and ant ep lept c drug

el ectrophys O3IWY caaldefatned nas a pecul ar EEQ@ pattern w th cont nuous ep |l ept ¢ act v ty at

3 Hz, predom nantly n O8& amooar apr dr eg eo MmoIlvieecnempy (INREM) sl eep.
can not be suppressed or el m nated t causes cogn t ve decl BEGnALBer yYACTE Healitegat dnentes dur

and t can be suppressed w th ACTH treat ment . For th s reason we appl ed the ACTH to th s pat el
| ater h s se zures began. The ACTH treatment had to be appl ed two t mes for 4 and 2 months resp
a oeyneea r nterval. The se zures and CSWS pattern n EEG were resolved completely at the end of the
ACTH <cur e, but prom nent cort <cal atrophy was seen n h s c¢cran al MRI . One year | at er ACTH c
cran al MRI showed resolut on n cort <cal atrophy espec ally n the anter or part of the bra n.

DI SCUSSI ON

The cort costero ds most w dely wused n ch | dhood encephal opath es are ACTH, hydrocort sone, prec
met hyl predn sol one. A good response to these drugs has been reported n var ous stud es and ca:
There are several theor es regard ng the mechan sm of act on of cort costero ds n ep | epsy. Adr e

hor mone can affect -amfaobutgr spaamsdaneflGAaB @WARINtr eoep/tud rs ant
effects or systemat cm@mltl wadtrdernoad g ha xt hse h yhpuost hsaulpgpmmn ecs s ng CRH and decreas ng

neur onall exc tab | ty. Poss ble neuromodul atory effects may nclude correct on of def ¢ ent or
enzymes, changextracelnltulaarel ebkatrol yt e rat os, correct on of | ow ntracell ul ar gl ucose,
reduct on n cerebral water content, and modul at on of ntr@ecaln ua hr Mitdefno £2h EA/GH #H nlerue adtmeant d |
mmunomodul atndrlyamonnat amty propert es of <cort costero ds have been postulated to be respons bl e
for the act on of these drugs n ep | ept ¢ encephal opath es w th CSWS.

S nce the ant convul sant effect of cort costero ds pers sts after drug d scont nuat on, t has Db
n add t on to allow ng acute se zure <control, cort costero ds may reset a deranged cerebral
mechan sm, thus ncreas ng refractor ness to se zure recurrence. Cl n cal and electrophys ol og ¢
th s presented case po nted out the d agnos s of ep |l ept ¢ encephalopathy w th CSWS. The tret mer
resulted w th complete resolut on of CSWS pattern n the EEG and rem ss on of the se zures both
goal of th s treatment. One year | ater due to reqgurrence of the drug res stant se zures and CSWS
treat ment of ACTH repeated. At the and of f rst ACTH cure, bra n atrophy occured and after cessat
treat ment bra n atrophy was resolved. We could not evaluate the &effect of bra n atrophy on t he
funct ons

Bra n atrophy can occur n a w de var ety of cond t ons G{l@enr ?haﬁ"ﬂ@lg]erﬂgo,hgr?dl n%tf‘bflte'(:aﬁsqa-gl_l Tcr

or endogenous stero ds, chron ¢ al cohol ngest on, rad at on therapy, Or anor ex ner vosa. Rev
atrophy related w th ACTH treat ment n ch | dren w th west syndome and other ep Iept Cc encephal op
publ shed.

Cort <cal atrophy related to h gh serum cortThel | evel s a wel/l known phenomenon n Cush ng syn.
pat hogenes s of b&aswndtomphys nhhughtngo be mult factor al, and poss ble explanat ons

nclude | oss of water content n bra n t ssue, catabol ¢ effects on prote ns, reduct on n gl uc
synapt ¢ accumulat on of gH xucteasnsa t g¢gl, ucoorc ome urcon alls calulsedea&thact on and

s mpl f cat on of dendr tes n the h ppocampus, and th s morpholog cal change probably account
h ppocampal vol ume | oss. Mechan s ms by wh ¢ h glucocort co ds affect t he bra n ncl ude decr ec:
neurogenes s and synthes s of neurotroph ¢ factors, mpa red glucose wut | zat on, and ncrease
exc tatoryAmm oaonwel dant effects of ACTH s very well known phenomenon and t S a rescue

treat ment n ep |l ept ¢ encephal opath es n terms of control of Sse zures, resolut on of CS WS I
protect on of cogn t ve ab | t es. Cran aPOoOMRRIyear | ater f rst cure
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