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Pationt J.V. (111,606) 

')be brain Ina this ca.e vas sent fro. tt.. Gundersell Clinic, LaCroaa., 
W1scona1D. .. to t.be lIw.ropatholoa Laboratory at the Univ.nit)' of Jti.nne.ota. 

1M patient vu a 23 .onth old aale child vbo bad been followed since 
birth at the Owuieraen Cli.n1c and wo studied exteneiftlJ' at t.be UniTal"
sit;, of W11conain and ~e 1'.&1'0 Clinic lihere he vaa SMn by both pod1..atriciane 
and neurolog1.ata. Be oe the product ot • 1Xlnu..l, full tera Pl''8&lWX1, 
and unccaplicated dll1'Ye17. At the q. of six veek., he began to euffer 
repeated reapiratolT tract infections and vas reported to han ep1.eodel 
ot te,.r, rectal bleed1.na, throllbiocytopenia, aDd bone -.arrow b;rperplae1a 
at about the flame tiM. Exploratory laporot...aQ" was Deg_tive. At the 
age or seYeD .anthB, he weighed 18 pound.s but further weight ga.in did not 
occur in spite of all therapeutic eCrort8. Development was _HJt adYanced 
at e1ght .onth.e when be vaa able to sit up and bold 111.3 bottle; howenr, 
at tarel1''' .ontba be vas unable to bold up his bead with persistence and 
at tventy--oM .ant!us: be va. unable to sit or roll o.,.er. htenaiTe in.
·Yl!UIt.igatiOntl were repeatedl,y carried out. all of which vere noraal except. 
tor a traoa1ent low h8JlOglobin, • .odarate acldoais, and a aild hyper
chlorea1.a. DJ.r1~ the last year ot life, the out.stan:l.iDg clirrl.cel Ulli-
t •• tatiOll.l bad been generalised, aoderate, lmlsculAr vasUng and progreaslTe 
weaknellls. The nsurologlc !lnd1.nga were considered negatl Y8 except for 
aoden.te~ hTPoactive reflexel, -strange ao'Y'e1lleDte o! the eyesW, generalised 
lQ'poton1a, and rstarded develo~Dt. The nutritional state vas cooa1dered 
to han been aaiDt.a.1nad • ... '1ngl1well despite tba prcgrell~iTe JllU8cular 
.... tiDew• Spinal 1'lu1d eua1.nat:lon perf'oraed at ace 12 moths and 17 aootha 
.as DDzul except tor a protein or 80 2&. % aDd 65 116. % respectiTel,r. 
Skull and chest I-~ nre DOrmaJ. an:! :.ubdural tape produced no fluid. 
Ilectrocard1011'U1 and alec tlUl;fograa showed no eign1iieant abDOmallt1e •• 
10 politi" d1agno.,l. vu eTer arriyed at t.bough the cllnical di.a&DOStiC 
iJlprea.loll va' ·u;rotoD1a eongeni ta.· the patient" rutrl tiona! state vaa 
.. lll'taiDed b7 tube teedings and be wu al.so given a trial of cort.1.aoOl 
wit.bout .ppa .... nt bene!1t. 
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