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W ITH the ad vcnt of modern labora­
tory technique, ne\\' light is t hrown 

on the di ea 'es of mu ·c1e. Pl"Ominent 
amontT muscular di orders is a la rge and 
importa nt group which i close ly a llied 
to the collagen di eases. Dermatomyo­
'i ti ', formedy con. idered ra re by many 
a uthors, ha: been reported in the li tera­
ture with increasing frequene,v and has 
become a n important member of this 
group of coll agen disorder ', T his paper 
is a report a nd comment on tl\'O cases 
of dermatomyo:iti " 

CAS8 REPORT 

Case 1, This i::; a 27-year-old negro 
female \\'ho I\'as I\'ell unti l tl\'O months 
prior to ho:pi tal admis, ion , She \\'a 
admi tted to Chicago Wesley :'I1emorial 
Ho 'pi tal on 7 /:3/57. The fi r t evidence 
of illness I\'as a progres ive bilateral and 
. 'y mmetri ca l \\'eakness of t he a rms a nd 
Icg' a nd generalized mu '(' Ie aching, T he 
I\'eaknes. was more notieeable in the 
pl"Oximal rathcr than in the di tal por­
t ion of the extremi t ies, a lthough t he 
latter were a l 'o involved. She complained 
of . light diffi('ulty in : wa llol\' ing a nd gen­
eral mala ise, There I\'as no hi:tory of 
(' hills, fever , infect ion or kin d i 'ease, 
There \\'a: no family history of suc h 
illness. 

Examinat ion re\'ealed a th in, febr'ile 
negro female I\'ho a ppeared chron ieally 
ill, She \\'as una ble to turn in bed and 
therc was profound weakne ': of a ll ex­
tremities, She \\'a ' una ble to lift her 
head from the pillo\\'. The museie: mo t 
profou ndly in \ ' 0 1 ved \\'erc the ·ternoc lei­
doma'to ids, the deltoids, pectorales, tra-

pezii , upra- a nd infra pinati, the biceps, 
t riceps, quadriceps femoris a nd t he ha m­
st rings , T he involvement \ras symmet­
rical. T here \\'ere no fasciculations. 
Respirations were adcquate, Swa llowing 
\\'as done I\'it h 'light suiJjective difficlll ty, 
Cra nia l nerves \\'ere otherwise intact, 
T he deep tendon refl exes were a bsen t 
thr oughout. T he H offma n sign wa ' pres­
ent bilatera lly. Coordination was good 
exeept \\'here limited by weakness, There 
\\'as generali zed muscle tenderness, espe­
(' ia lly in t he del to ids. T here \\'ere no 
,kin Ie ions, M uscle tone \\'a generally 
decrea ed and t he muscles had a fla bby, 
doughy eonsi 'tency. Sensory exa mina­
t ion \\'as norma l throughout , 

T here \\'as a grade t wo rough systoli c 
murmur over the ent ire precordium . The 
heart tones \\'ere distinct. The li ver edge 
\\'a ba rely pa lpab le, ~ 0 'pleen 0 1' other 
organs or masse \\'ere pa lpa ble . 

Laboratory Data: X-rays of t he chest , 
e ophagu:, ha nds, knees, a nkle, feet , 
colon, stomach, duoden um were a ll I'e­
ported to be norma l. X 0 subcutaneou ' 
or mu cula r ca lcifications were seen on 
any of the fi lms, 

The \\'hi te coun t wa ' consi tent ly ele­
vated, ranging between] 2,000 a nd 18,000 
eells pel' cu . mm, The different ia l coun t 
wa norma l except for a n origina l eosin· 
ophilia of 12% which fell to 5,5% after 
t hera py, "\'0 siekling was noted , The 
sed imentat ion rate \\'as l'onsi tently ele­
vated. rri nalysis revealed pl"Oteinuria, a 
fel\' red a nd \\'hi te eells, Se\'enL, E. 
prep ' \\'ere negative, Serum t ra nsaminase 
is shown in Tab le I (norma l \'a lue ' a re 

TABLE I 

SERUM TRANSAMINASE I Frorn ti l(' l)('pnrtlll(,1Il of N(' t1rolo~\' nnd Ps\"(,hiaUT , 
~ortliwes tC' rn l ' ni\'(, l's it y ;\I (>di cttl S('h~)ol. PI't's('ntcd ~lt 
iiI(' Ch i (, lI ~o )J'(' lI l'ologit al ~o('j(' t.\', .:\Ja,\' l a, t n,j ,Hccch"cd Date 7/ 11 / 57 7/ 29/ 57 8/ 11 / 57 9/ 27/ 57 
for publi cati on , » ('(' ('1111 )(' 1' 2H, l !l.) , 

~TI If' a ut hor!'! wi sh t u thallk »,., F" C'<i f'l' ick L('stinu unci L.:nit:-: 11.0 50 SHO -120 
I h, ~a n ll l (' 1 Fo,!.wl loiOIl for tlll.' i T' ('UOP(' I':.lti on ill this stud,\" , ----------_____ _ 
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TABLE II 

LIVER PROFILE STUDIES 

Date 7/ 5/ 57 7/ 11 / 57 8/ 3/ 57 8/ 22/ 57 9/ 5/ 57 9/ 16/ 57 9/ 19/ 57 

Test 
Thy mol turbidi t.\· 
Cepha lin Floculation 
Alka line Pho phatase mg. % 
B. S. P. % 
T ota l Protein gm. % 

Albumin gm. % 
Globulin gm. % 

' ho le~ terol mg. o/t 

6. 10 
3 .2 
2.9 

6 .5 
3 .5 
3 .0 

147 

up to 50 units) . Spina l fluid t ran amina e 
was 13.5 uni ts on 7 /11 /57 . Urine por­
phyrin \\'ere a ll negative, ASO titer was 
llegat iYe. Spina l fluid exa mination 1'­

yealed a n opening pressure of 180 mm , 
of water and after removal of 10 cc. of 
(,Nebro. pina l fluid t he pre ure fell to 
1.J.(j mm, of water. Spina l fluid protein 
\\'as norma l; the gold CUlTe wa' fl at: 
t here were no cell.', a nd the 'erology wa ' 
negati\'e. Creatine clea rance test· re­
yea led an increased excretion of Creatine, 
lL \f.n . studies \\'ere plus 54% and plus 
!iO% , Protein bound iodine was 3.8 
mierogram per 100 cc . Radioacti,'e 
iodine upta ke tudie' revea led a 24-hour 
uptake of 47.5, a conversion ratio of 
lG. l %. This i · in the upper limi ts of 
!I ormal. An electrocardiogram was nor­
mal. ,ee Table II for li ver profile t udie ·. 
Serum electrophOl esis . tudie done on 
10 /'2 /57 a re given in Table III. 

EZfctrical Testing: E lectrodiagno tic 
studies of t he righ t bicep and deltoid 
muscle reyealed a rheoba e of milli­
a mperes and a chronaxie of 10 milli­
'eeonds ill both mu cle. The repetitive 

stimuli curve was ascending wi th a tet­
anus ratio of three. E lectromyogra phic 
studie. of bot.h mu cles showed no fibl il­
lat ions or fa ciculatiolls. There weI' 
ma ny action potenti a ls pre 'ent during 
\'olunta ry motion. 

Muscle Biopsy: Musc le biop'y revealed 
a moderate number of inflammatorv cell ' 
eompo ed of segmented neut rophii · a nd 
o('('a 'iona l lymphocytes. R ound eell. · 
we re 'ee n infil t rat ing t he indiyidual 
fibers . These were pa rtieula rly prominent 
a round the ma ll " a cula r ·paees. There 
were degenerative cha ntYes of t he ind i' 
\' idual mu.'e le fibe r ', 'wclling of t he 

6 .5 
3 .3 
3 .2 

20.3 25 .5 20 .2 
3+ 4+ 

16 . 1 .69 
2 .2 0 

7 .9 1 
2 .52 
5.39 

4 . % 

sarcoplasm and in some a r a ' p rifora­
tion of the .'arcolemmal nuclei. The a r­
copla 'm of the cells wa g nera lly eo in­
ophilic in staininCT qua li ty, In oth I' ar as , 
where t he nuclei were proliforat ing, t h 
arcopla. m wa lightly ba ·ophilic. 

Hospital Course: The patient \\'a ' 
placed on 30 mg. of ~Iet i 'orten daily . 
When t he mu cle t nderne 'ub 'id d , 
physiotherapy wa ' begun. he 'howed 
a gradua l improvement in h I' general 
condition and rega ined mu 'h of her 
strength. The ent ire ho pita l tay \\'a ' 
uneventful except for an attack f a ut 
eholecy -titis on /9 /57. Thi ' wa, tr at d 
conservatively. Ch lelithia 'i ' wa ' r­
,'ealed on a ub equ nt chole 'y togram. 
Throughout the hospital cours ·h main­
tained a 10w-CT rade fev r. The pati nt 
was di 'cha rged from th ho 'pi tal Oil 

9 /5 /57. 
Xine day after discha rg , she returned 

to the hospi tal wi th a six-day hi tory of 
recurrence of generalized weakne " , dy '­
phagia genera li zed musele tend me 'and 
ma lai ·e. 

Phy i 'al findings wer essentia lly th 
am as on the previou ' admi 'ion and 

t he picture was t hat of an exacerbation 
of t he former condition. \ gain there 
were no cutaneou ' Ie ·ion ·. La bora tory 
findings at t hi ' time a re incorporated in 
Table 1. 

TABLE III 

SERUM ELECTROPHORESIS STUDIES 

Albumin 
(;Iobulin 

Alpha I 
Alpha 2 
Ucta 
(;amma 

Pt. (Gm. ve) Normal (Gm. o/c) 
I . -10 :\ .2-3 . i 

0 .26 0 .3 0 .5 
0.07 0.7 I 0 
0 .6!) 0 .0 I . I 
.1. 5\1 I I I (i 

BRUMLI K ET AL.- DERMATOMYOSITJS 2 

TABLE II 

LIVER PROFILE STUDIES 

Date 7/ 5/ 57 7/ 11 / 57 8/ 3/ 57 8/ 22/ 57 9/ 5/ 57 9/ 16/ 57 9/ 19/ 57 

Test 
Thy mol turbidi t.\· 
Cepha lin Floculation 
Alka line Pho phatase mg. % 
B. S. P. % 
T ota l Protein gm. % 

Albumin gm. % 
Globulin gm. % 

' ho le~ terol mg. o/t 

6. 10 
3 .2 
2.9 

6 .5 
3 .5 
3 .0 

147 

up to 50 units) . Spina l fluid t ran amina e 
was 13.5 uni ts on 7 /11 /57 . Urine por­
phyrin \\'ere a ll negative, ASO titer was 
llegat iYe. Spina l fluid exa mination 1'­

yealed a n opening pressure of 180 mm , 
of water and after removal of 10 cc. of 
(,Nebro. pina l fluid t he pre ure fell to 
1.J.(j mm, of water. Spina l fluid protein 
\\'as norma l; the gold CUlTe wa' fl at: 
t here were no cell.', a nd the 'erology wa ' 
negati\'e. Creatine clea rance test· re­
yea led an increased excretion of Creatine, 
lL \f.n . studies \\'ere plus 54% and plus 
!iO% , Protein bound iodine was 3.8 
mierogram per 100 cc . Radioacti,'e 
iodine upta ke tudie' revea led a 24-hour 
uptake of 47.5, a conversion ratio of 
lG. l %. This i · in the upper limi ts of 
!I ormal. An electrocardiogram was nor­
mal. ,ee Table II for li ver profile t udie ·. 
Serum electrophOl esis . tudie done on 
10 /'2 /57 a re given in Table III. 

EZfctrical Testing: E lectrodiagno tic 
studies of t he righ t bicep and deltoid 
muscle reyealed a rheoba e of milli­
a mperes and a chronaxie of 10 milli­
'eeonds ill both mu cle. The repetitive 

stimuli curve was ascending wi th a tet­
anus ratio of three. E lectromyogra phic 
studie. of bot.h mu cles showed no fibl il­
lat ions or fa ciculatiolls. There weI' 
ma ny action potenti a ls pre 'ent during 
\'olunta ry motion. 

Muscle Biopsy: Musc le biop'y revealed 
a moderate number of inflammatorv cell ' 
eompo ed of segmented neut rophii · a nd 
o('('a 'iona l lymphocytes. R ound eell. · 
we re 'ee n infil t rat ing t he indiyidual 
fibers . These were pa rtieula rly prominent 
a round the ma ll " a cula r ·paees. There 
were degenerative cha ntYes of t he ind i' 
\' idual mu.'e le fibe r ', 'wclling of t he 

6 .5 
3 .3 
3 .2 

20.3 25 .5 20 .2 
3+ 4+ 

16 . 1 .69 
2 .2 0 

7 .9 1 
2 .52 
5.39 

4 . % 

sarcoplasm and in some a r a ' p rifora­
tion of the .'arcolemmal nuclei. The a r­
copla 'm of the cells wa g nera lly eo in­
ophilic in staininCT qua li ty, In oth I' ar as , 
where t he nuclei were proliforat ing, t h 
arcopla. m wa lightly ba ·ophilic. 

Hospital Course: The patient \\'a ' 
placed on 30 mg. of ~Iet i 'orten daily . 
When t he mu cle t nderne 'ub 'id d , 
physiotherapy wa ' begun. he 'howed 
a gradua l improvement in h I' general 
condition and rega ined mu 'h of her 
strength. The ent ire ho pita l tay \\'a ' 
uneventful except for an attack f a ut 
eholecy -titis on /9 /57. Thi ' wa, tr at d 
conservatively. Ch lelithia 'i ' wa ' r­
,'ealed on a ub equ nt chole 'y togram. 
Throughout the hospital cours ·h main­
tained a 10w-CT rade fev r. The pati nt 
was di 'cha rged from th ho 'pi tal Oil 

9 /5 /57. 
Xine day after discha rg , she returned 

to the hospi tal wi th a six-day hi tory of 
recurrence of generalized weakne " , dy '­
phagia genera li zed musele tend me 'and 
ma lai ·e. 

Phy i 'al findings wer essentia lly th 
am as on the previou ' admi 'ion and 

t he picture was t hat of an exacerbation 
of t he former condition. \ gain there 
were no cutaneou ' Ie ·ion ·. La bora tory 
findings at t hi ' time a re incorporated in 
Table 1. 

TABLE III 

SERUM ELECTROPHORESIS STUDIES 

Albumin 
(;Iobulin 

Alpha I 
Alpha 2 
Ucta 
(;amma 

Pt. (Gm. ve) Normal (Gm. o/c) 
I . -10 :\ .2-3 . i 

0 .26 0 .3 0 .5 
0.07 0.7 I 0 
0 .6!) 0 .0 I . I 
.1. 5\1 I I I (i 



24 QUARTERLY BULLETIN, ' ,U,M,S, 

Trea tment \\' ar:; cont inued wi th 30 mg, 
of ~Iet i( ' o r ten daily, and again physio­
thera py was employed " 'hen the muscles 
\\'ere no longer tender. T he patient made 
a good recovery. There I\'as considerable 
return of strength. She \\'as discharged 
on JO / J:~ /57, able to walk and to use 
her upper ext remi ties for mo. t ordinary 
tar:;ks. 

Case 2. Thi pa tient is a ,f.5-year-old 
I\'hi te female \\'ho entered Chicago Wes­
ley Memorial Ho pi tal on ] 2 /17 /57 for 
an eva luation of generalized weakness 
present r:; ince ]952. 

• ix yea rs prior to admission the patient 
experienced a ra ther sudden onset of 
fa tigue, malai, e, and pain in the t highs. 
There \\'ere no prec ip itat ing fac to rs. 
Woaknes', espec ially of the leg.', fo llowed 
a day later, She received a shot of peni­
(' illin I\'hich produced an a llergic reaction 
and \l'hieh I\'as foll ol\'ed by more severe 
pa in in her t high musele ', accentuated 
by mOI'ement. She had a 101l'-grade fever, 
The .. ymptomr:; progrc .. ed so that in a 
fC' 1\' Il'cek ' she I\'ar:; unable to lralk, T hese 
(' I'C'ntr:; Il'pre Hccompanied by a swelling 
of her ankle and thighs wi th redner:;s of 
the overly ing .. kin . These latter ehanges 
soon r:;ubr:; idC'd. 

1'111:' patient har:; remained I\'eak, un­
able to \l'Hlk I\'i thout assistancp. Du ring 
the .. ummel' of 1957 she contracted an 
upper 1'C'spi ratory infection, Sub 'equent­
Iy, thc mu cular I\'eakness increased so 
that soon r:; he I\'as unable to sit up I\'i th­
out ar:; .. ir:;tancp and ('ould not get out of 
bed Ht a ll. ITer \l'eilYht has Auctuated, 
,' he 10 t 10 pound .. of I\'eight duri ng the 
summer of 1957, 

A por:; itil'e r:;e rology \l'a' discovered in 
1 ~) -I:2 on routine examination, he \l'a ' 
t reated I\'i th :\eosalversa n and penieillin 
fo r three year .. , In 19.,J.5 her blood erol­
ogy WHr:; ncgat il'e , The spinal Au id serol­
ogy WHS not dete rmined, (Surgiea l his­
tory ill cl udes an a ppendec tomy in 19-1:9 
and a hysterC'etomy for fibroid ' in 195:3.) 

A re\'iC' 1\' of system ' revealed that dys­
phagia had been presC'nt interm ittent ly 
fo r six y a r .. and blurred I' ir:; ion had been 
not i('C'd on octasion fo r one year prior 
to admi 'r:;ion, 

ThC' family hi r:;to ry I\'a ' nC'gati\ 'C' for a 
similar di sease, 

Physical E xamination: The physica l 
examination revea led a hirsute bronzed 
I\'oman who appea red chronically ill. 
There I\'a generalized wasting of the 
musculature, T he temperature \\'as 99 .-11<', 
orally , The skin around the fingernails 
\\'a atrophi r, shiny and fi. ured, There 
were non-pigmented st ri ae in the skin 
over the lower thighs, The skin on' r the 
thighs wa, \\'a rm to touch; indeed, it I\'as 
hot over the left knee, 

N eUTological E xamination: There I\'ere 
no cranial nerve defi cit" All moda li t ies 
of sen ation I\'ere in tact to careful exam­
ination, There Ira orne ataxia 011 the 
finger- to-no 'e test bilaterally, bu t it I\'a .. 
felt that this I\'as due to weakness, 

Deta iled muscle evaluation re\'ealed 
profound \\'ea- knes ' and atroph,\' of the 
fo llol\'ing must les : triceps, bieeps, fo re­
arm mu 'c le', including the brae- hi oradi­
a lis and pronators of the l\'I'i t , and the 
mall muscles of the hand , Simi la r fi lld­
ings I\'ere obtained in the examinat ion of 
the abductors, adduetors, in tel'l1al rotu­
tors and ex te I'll a I rotator .. of the thighs, 
in the quadricep ', ham t ring mu .. d es, 
triceps surae a lld the il1\-ertors and 
evertor ' of the feet. The peetoralis major 
mu cle Il'ere similarly affected, The 
supinator .. of the I\'rists and the deltoid 
museles "-ere only a li ttle st ronger, The 
rectus abdominus, psoas complexes, dor­
.. iAexors of the feet and the right extensor 
hallucis longus I\'ere moderately I\'eak, 
The only musele teo ted that I\'a::; el'en 
moderately st rong ,,'as the left extensor 
hallucis longus, The patient I\'as unable 
to \\'a lk 01' even to sit up alone, She I\'as 
able to comb her hail' and feed herself 
wi th di ffi eul ty, All mu 'de defic it , mell­
tioned abol'e I\'ere bilateral and qui te 
symmetrical. All lim bs I\'ere hypotonie, 
X 0 faseicul at ions I\'ere ob elTed and 11 0 

(' Ion us war:; eli e-ited, The deep tendon 
reAexe' Il'er ab 'ent, even wi th reinforce­
ment , except for a t raee of the left t ri ('ep;; 
and both knee jerks, There ' I\' ('I'{' 11 0 

pathologica l reAexe .. , 

Laboratory Studie, .' 
E leet rodiagnostil' Studies are ,.hOl1'l1 

in Table IV , 
E leC' t romyographie r:; tudies : In all three 

muselcs studied in Table IV , there \\'a;; 
no al'ti l-ity at rest. 0 11 mot ion, ac, t ion 
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pathologica l reAexe .. , 
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TABLE IV 

Hheoba. e (m3 .) 
Chronaxie (msec.) 
Tetanu~ Ratio 
n epetitive Stimuli 

Right Biceps 

8 
20 
3 

Flat 

potell t ia\;; \\'ere present .wi th a . d~ration 
of -+ msee, and an amplItude of 100 m\'. 
~() fibrillation potentials were seen. r 

,\ lumbar punctlll'e was done. rhe 
opening presslll'e Ira equival~nt ~o 165 
mm. of water, After 10 ec, of flUId had 
beell removed, the pressllI'e fell to ~O mm, 
of water. The 'pinal fluid protem wa ' 
:n,5 and :30,5 mO'. % in tubes I and III 
respeet i\'ely. The eolloidal <Told eurve 
was flat. The serology was negatJ\'e. 
There II'W; I monoeyte in the spinal fluid . 

,"\n eleetroeardiogram . 'howed pren:a­
tUl'e \'entrieular bea t ·, but \\'a. otheJ'lI'J.-e 
normal. 

The t he -t x-ray was normal. 
Blood ehemistri cs : FBS 80 mg. %; 

~p;\ Hi. L mg, %; t alt ium 5.0 mg. %; 
phosphorus I. (j mg. %; total prote!n 7.7 
gm. o/t : a lbumin ::Ui gm, % ; <rlobulIn. "U 
gm. % : sodium 1:38 meq. /L. ; pota 'SIum 
-+A8 meq. / L. ; ehlOl'ide ]0-+,1 meq· / L ; 
BRI' ;') % retention at -+5 min .;. traI ~.-am­
ina'c !l-+ unit ·: eleet l'Ophore' I ' of th 
'erum proteins: a lbumill 2.G gm. %; al­
phal .:3 gm. % ; alpha2 .9 gm.%· b~t~ . 
gm. % : gamma :3.1 gm .% : treatll11ne: 
O. mg. % . 

Hematology: WBe' Il'ere alwaylS nor­
mal. On t\\'O determinations there was 
a :3 0 and a ()% eosinophilia, Three LE 
preparati ons \\'ere negati\'e. Sed imenta­
tion rate wa s :38 mm. pel' hr. 

l'rine st udies: Three porphyrin deter· 
minat ions Il'ere Il egati\·e. l'rinaly.- i.­
rel'ea led :20 to :30 WBC' /hpf'. A Ul'ine 
(' ultUl'e "'J'e\\' out E. coli communis, Crea­
tine tolerante te ·ts: In ()50 (.(., of urine 
exc'J'etrd in :2-+ hoUl" there Il'as 25:3 mg. 
of ('J'eat inille and -1:2:3 mg. of ('J'ratine. 

13\1 H \\'as -5% . 

Hospital Course: A. musc-le biop.-y of 
the left bi('ep.· Il'a ' pcrformed on 11-+ 15 . 
:\[ino;.<topie seetions of thc tis 'ue rc\'ealed 
dilated \'as(' ular ('hallncls sUJ'l'oundrd by 
infiltratiolls of round ('ells alld prolifcrat­
ing fihroblasts. These infiltrati ons ex­
trnded amollg the mus(·le fibers. 

Right Ext. Dig. Comm. 

10 
I ('s~ than 1 

3 
Flat 

Right Tibialis Ant. 

10 
5 
3 

Flat 

The patient wa ' pla(,ed on ~r tieortell 
2.5 mg. b.i.d. , Chl oromy('eti ll 250 mg, 
q.i.d. alld onc eap 'ule of • Ul'bex with . 
daily . Phy iotherapy wa ' begull. The 
impro\'emellt ill mu 'd e st rell rth was 
light. 

DI ' U" ION 

Pathology: The patholo"y of dermat­
omyo 'iti ' was fir t de '('rib d by Wagner 
in 18(j3 (25), He ·tated that this di 'ea 'C' 
wa ' a" rare disea 'e" and reported a ea 'e 
origillally diagno~ed as periost iti ' of the 
upper extremi t ies, Gro " Iy there wa.­
patehy at rophy of the mu 'd es with 
lineal' hemorrhage, :\Iicro '('opieally thC' 
musd e fibers weI' under roin" waxy de­
Teneration , There wa ' prolifcratioll of 
the ar('olemmal nuclei and infiltratioll 
of the interst itia l tis 'ue' with round ('cll '. 
Wagner belie\'ed thi ' to be a prima ry. 
disea'r of musele. Th pathology of 
dermatomyo 'iti ' ha ' becn les('J'ihed morC' 
re('cntly by AiI'd ( L), :\'0' 'Iy t h~ mu 'dC's 
are pale with sma ll hcmorrhaglc' ~ p ot,,;, 
Early the mu 'des ar 'wollcn: latr r thC'y 
arc :hrunken, firm, fibrotic'. ancl may he 
friable , ~rie ro '('opically, therC' is fi r ·t a 
pate'hy , non-.-peeific' infla~mat.ory I:ea(', 
ti on, There follOll's a prohlrratlOlI of the 
sar(,olemmal nu(' lei with l o '~ of thC' trans­
I'cn;c ·t riations and .-epara t ion of the 
nwofi lbri ls, Following this therc are de­
«C'"neratil'e ('hangc ' ('onsi ·ting of frag· 
~cntation , \'aeuolation ('apillar~' thi('k­
ening, se roulS exuchttC's , phago('.vto 'is , 
eellular infilt ratc ', hemorrhages un ci \'ils­
(' ular o('(' lusions. Finally , there is fihl'OUS 
repl a('C'mell t wi I h i ll\'oh'emC'n t of Ilcigh­
horin CT nCJ'\'e {' ndin lT:;, .-ulwllta neolls t i ~:-; u (' 
and :-;kjn. 

Thc patholocry of the skill is gros 'I,I' 
one of suh('utancous cciC'ma , \I inoscop­
iea lly thcr arc pcri\'a 'c'ula r l'Ound ('C'II 
in filtra tion ' in the ('utis ( I ) , Th intcr­
stitial lymphorrhagC's are thought to be 
a "e('on'dar.v phenomcna, the pllrpo~C' of 
\\'hi (' h i.- thC' phago('ytosis of degenerating 
musc'lc fibcr:; (:2) , 
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Etiology: The etiology of dermatomy­
ositi .. ha ' bcell discussed for a lmo t a 
hundred vea l" a nd still has not been 
determine·d. ;\lany etiologic factor' havc 
becn su!;peC'ted . Among t he .. e a re "iru. e. , 
ull('l'criC' phcnomcna, rcadions to various 
drugs such as pcnicillin (13) , ma ligna ncy 
(2 1,2-+,5), inre·tioll , reticuloendot helial 
disturbance (23), and protozoa (11) to 
mcn tion a fel\". I n recen t years, evi­
dent'e has accumulated I\"hich place 
dermatomyo ' iti . among t hc so-called col­
la"en disorder ' ( 12). Xevertheles., t he 
etiology of dermatomyositis, and indeed 
the other collagen di ea'e , remains ob­
!;('ure. 

Symptomatology: The clinical picture 
of dermatomyo .. itis is frequent ly that of 
all acutc febril e illness, accompanied by 
malai;;e , I\"eakne s and myalgia. Ho\r­
e"er, the illne' may be subacute with 
an in idious on et of mu '('ular I\"eakpe s 
and pain. The comse i usually progres­
'ive and mu 'cular involvement may vary 
I\"id Iy in location and severi ty. The 
proximal mu TIe groups a re more often 
illvolved than the distal. ;\Iu cu lar in­
\'olvement may involve the pharyngeal, 
palatal laryngeal, diaphragmatic inter­
('o .. tal, o('u lar, and cardiac musele', in 
order of frequ ency ( I ). T hi · in volve­
ment give .. ri .. e to the \'ari ed symptoma­
tology of dysphagia, dysphonia, dy pnea 
and diplopia. Thcre a l '0 may be pare -
the 'ia!;, hypere .. the .. ia. , numbnes.. and 
paill. The deep tendon reAexes arc u .. ual­
Iy decreu!;ed or ab .. ent. As t he di .. ea ·e 
progrr .. sr!;, there is gcncraliz d mu "(' Ie 
I\"a!;ting, weight 10 .... and inanition. The 
('olll'!;r of the di;;ca .. e i.. 'haracterized by 
rrmi;;sion;; und exacerbations I\"hich may 
bc a;; mu('h a .. tl\"O year .. apart. Approxi­
mately ;)0 of the patients die I\"ithin 
the fin;t bn) yeur!;, If the patient li\'e .. 
s ix year!;. it is unlikely that hc I\"ill .. uc­
('umb to thi~ malady. Death i .. u .. ually 
duc to re .. piratory failure, plleumonia, 
peri('arditis, or myoeardial dilitation, 
The disease mu ·t be difTerelltiated from 
progrr .. si"r mus(' ular dy .. trophy, triehin­
osi .. , .. derod('l'ma, lupus erythemato 'is, 
polyneuritis, myasthenia gra\·i. a nd ac ute 
rheumati(' fe\ 'er, to melltion a f \\'. 

Diagnosis: Although thc dini('al pie­
t 111'(' ii'i distindi\'e, the phy~i('ian depr llds 

hea\'ily on laboratory .-Ludie' for con­
firmation of t he d iagnosis. 

The I\"hi te coun t is commonly elevated, 
rarely abo\'e 20,000. The differential 
coun t reveals a n eosinophilia in about 
25% of the ca 'c (12), The 'ed imentat ion 
rate is elevated a nd , a t he disease pro­
gresses, anemia develops, 

The mi ne frequently shows evidence 
of a y temic di 'ease, and contains pro­
tein, whi te cells, red cell a nd occasiona llv 
casts, Urine creatine i elevated as shol\";) 
by the creatine tolerance tests. 

The 'CI'um glu tanic oxalacetic t ra nsam­
inase has been hOl\"n to be elevated to 
exceedingly high level ( 19), HOl\"ever, 
s pinal fluid t ransamina 'e ha been sho\\'1l 
to be unrelated to the serum transaminase 
level and doe ' not rise in dermatomyo­
sitis (14). The total erum protein is 
elevated , I\"i t h t he a lbumin-globulin ratio 
re\·ersed . E lectrophoresis of t he serum 
protein ' reveal an increa ed gamma glob­
ulin fraction . It i .. t he e levation of t hi .. 
fraction \\·hi.ch accounts for the hi~h 
erum globuhn and ele\-ated total protelll. 

There a re frequently a lterations in the 
li\'er profile indicat ing pa renchymal dam­
age (i.e., elevated t hymol turbidi ty ceph-
a lin f-1 occu lation , etc ,) . ' 

In an ac ute epi 'ode it is not uncommon 
to find t he basal metabolism rate elevated 
in t he face of normal radioactive iod ine 
uptake t udies and normal protein-bound 
iod ine determination ' (9), 

, pina l Auid 'ludies a re generally nor­
ma l. Roentgenogram: in the acute phase 
a rc normal. In the chronic phase one 
may. ee calcium depo it in the mu. cles 
a nd subcuta neou . t issues, wi th 0 1' without 
an associated osteopol'o i '. 

The electrocardi ogram may show \'ar\'­
ing degrees of myoea rdia l damage. " 

Elect rodi agno ·t ic a nd electromyo­
graphic studie while not diagnostic a re 
fr eq ue lltl y he lpful. Th e electromyo­
gl'aphic tudies 'ho\\' a n inc rea 'ed irrita­
bi li ty of mu 'cle to in:crt ion of the needle 
el etrode a nd fibrillat ion potential at 
re -t, In \'olun ta rv motion there is an 
inc'reased number '01' moto l' uni t poten ­
tials. relat i\'e to t he strength of con­
tractions, than would obtain in normal 
muscle. Finally, t here i an increased 
propol'tion of sharp spike and polypha. ic 
potenti a l: of low a mpli tude (9). Electro-
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bi li ty of mu 'cle to in:crt ion of the needle 
el etrode a nd fibrillat ion potential at 
re -t, In \'olun ta rv motion there is an 
inc'reased number '01' moto l' uni t poten ­
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diagnostic studies \\' ill reveal m'idence of 
peripheral nerve involvement, usually 
incomplete, if t he proce 's ha' involved 
t he nerve endings in t he mu ·c1 e. 

Muscle biopsy is an invaluable adjunct 
in the diagnosis. Change ' will be found 
a de!"cribed above, compatible with t he 
phase of the disea e. 

Treatment: There is no specific treat­
ment for dermatomyositi . Therapy mu t 
be symptomat ic, upport ive and rehabi l­
itative. An important cornerstone in 
thera py is t he adrenal corti cal and cort i co­
t rophic hormones. ACTH may be given 
intramuscula rly in di vided dose of 80 to 
120 mg. daily. In acute dermatomyositis, 
20 to 40 mg. may be given int ravenou Iy 
over a 12-hour period (12) . Corti one 
may be used. More recently M eticorten 
has been employed in doses of 20 to 40 
mg. da ily in divided doses. The be't 
resul ts wi th steroids are obtained in acute 
fulminating cases. Results in chronic 
cases a re less dramatic, though steroid 
are ti ll of value (16) . Testosterone pro­
prionate in oil may be given in tramu -
cularly twice weekly in d o e of 50 mg. 
each. Aspirin is used freely for pain and 
fever. 

On empiric ground , many the rapeu tic 
agents have been reported to be of value. 
These include penicillin (1) . There a re 
report of penicillin precipitating, exacer­
bating, a nd a ll eviating t he di ea e. At 
t he pre ent t ime, penicillin cannot be 
cons idered an important chemotherapeu­
tic agent in t he treatment of dermatomy­
osit i . 

Anot he r cornerstone of treatment i 
phy iotherapy a nd rehabili tation, to pre­
vent cont racture of fibrosed muscles and 
to make best po ible u e of the remain­
ing, healt hy muscle fiber. 

Finally, the patient must be cQ ntin­
ually encouraged and upported thl'Ough 
t he cOlll'se of t his chron ic illness . The 
phy 'ician must continua lly main tain an 
attitude of optimism to provide hope to 
the patient who ha a potentially crip­
pling disease. 

Comment: The t \\'o ca e herein pre­
sented are the antipode of this di ea, e. 
The fir t ca 'e i . one of acute dermatomyo­
sitis in which t he 'kin changes were min­
imal. The presence of multisy tern in-

volvement , a' \' idem' I by the h pati(' , 
renal, a nd h matologie abnormaliti s, 
together \\'ith generalizcd mw,ic ular pa­
thology, place ' t hi ' ea ' ill the group of 
collagen disea 'e '. linically , ho\\,cn' r, il 
fa ll ' in to the n 'olotTi C' g roup of th poly­
myo itidies. ~Ior modcl'll t hi nking is 
that t he ba 'ic pathology of acut derm­
atomyo iti a nd acut polymyo 'iti s i . th 
same: a di ordcr of colla Ten (l, :2) . If 
t he clinical involvement i ' chiefly mu '­
cular, the term polymyo ·iti . may be 1I 'cd. 
When t here i' additi nal inyolv ment of 
the skin, t he term dermat myo 'it i ' i · 
more applicable (3) . Like\\'i 'e, t her are 
as ociated condition ' of neuromyo'itis 
(22) in which t here i · inv lvem nt of 
both mll cle and n I've nding:;. an I. 
finally, fibromyo 'iti in which th in­
volvement include mu 'de and {'onne '­
t ive tis ue hyperpla 'ia. 

The second ca 'e repr 'cnt ' the nel 
tage of t hi collagen di ord 1' . It may 

be COlT ctly termed a chronic dermatomy­
ositis or a chronic p Iymyo ·itis. . 'orne 
author' prefer to use t he t I'm ('h roni(' 
polymyo'iti for imila r cha lwe ' in mus­
cle, econda ry to a vari ty of syst mic 
disea e including neopla m (2). 

\'l though not pre ent in ithcr of oUt' 
ca es, calcino i unive r a li ' i · frequent! . 
associated with chronic dermatol1n-ositis 
(5, 10). . 

M a ny a uth o r ' have r port d the 
coexi tence of ma ligna nt di 'ea 'e \\'ilh 
dermatomyo 'iti ' (2 1, 24, 5) . The:;e two 
ent itie' may a ppear one b forc the other, 
0 1' imuitaneou 'lv . This a 'soe ialioll \\'us 
pre 'ent in 6.7% 'Of a la rge scric ' of eases 
(5, 21) , 

In acate fulmin at in'r di ' a 'cs of th£' 
mu c1e, the crum transaminas ri ' . to 
great height · a nd i ' proportional to the 
activi ty of the de 'tructi\' proc 'S . L yels 
may be lo\\' 0 1' norma l in chI' nil', I hough 
di 'abling, mu 'cle di a ' ( 19) . 'fhi ' i · 
well illu trated by our t\\'o ("a 'c ', 1'h 
'erum t ran 'amiTla N wa' ei"h t time. nor­
mal in t he fir 't ca ' , fa llin r to a two-fold 
elevation aft er treatment \\'ith :\[cti 'or­
ten, In t he 'econd ca ' C, thOll"h the 
patient was 'e\'ere ly di 'abl d , the le\'cl 
of t ran 'amina 'C \\'a ' not \' n t \\'ice 
normal. Thu ', the 'erum tran 'amina c 
may be u cd both in the differcntial 
diagnosi ' of mu 'clilar a nd neural di 'en e. , 
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a n I to folloll' Ow ('OUl'se of the disease 
and the I'esults of therapy ( 19) . 

The elevat ion of the basal metabolism 
I'ate in acut<.' polymyo .. iti , has been con­
side l'ed an imp0l' tant diagno .. ti c finding. 
This OCCUI'S without concomitant alter­
al ion in ot hel' ler-;tr-; of thvl'oid fun ction 
cn), The I'eason fol' the i;!cl'ear-;ed ba al 
J1wtabolism ratC' in t hi .. disease is yet to 
11<.' ciucidat<.'d. HOII'evel' , it is likely that 
Ihis incl'ease in basa l melaboli, m I'a te is 
a I'efiec,tion of in('l'ea~ed oxygen ('onsump­
tion not I'elated to th~l l'o id abnol'mality. 

The elevation of the sel'um gamma 
glohlliin is pl'esent in both of OUI' ca 'es 
and is a manifestation of I'et icul oenco­
t h(' l i~d udivation. It beal's fUl'ther study. 
Tlw eosinophilia is a lI'e ll-known finding , 
O('('ul'l'ing in the collagen disol'del's and 
all<.' l'gie phellomena. 

SU~nIAHY 

I. l\ro ('ases of del'matomyositis ha \'e 
\)<.'<.'11 I'ep0l'ted. 

2. The ba .. ie pathology of del'matomy­
ositis. polym,vosit is, neuromyositis and 
fibl'omvositi.. has been desnibed alld 
di f:i(' ll S~e I. Thev a l'e a llied di .. eases and 
al'C' ('onsidel'C'd 'pal't· of a la l'ge gl'oup of 
('ollagC'n d iSOl'den;. 

:J. A di sew;sioll of the nosolog.v, labo l'a­
tol'Y findings and tl'eatment of dC'l'mat­
om~'()l'il is has beel! pl'er-;<.' ntC'd. 
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