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H emicrania continua (HC) is a rare, indomethacin-responsive headache disorder char-
acterized by a continuous, moderate to severe unilateral headache that varies in in-
tensity, waxing and waning without disappearing completely.1 It is frequently asso-
ciated with jabs and jolts (idiopathic stabbing headache). Exacerbation of pain is often

associated with autonomic disturbances such as ptosis, miosis, tearing, and sweating. Although
HC is not triggered by neck movements, tender spots in the neck may be present. It may be ac-
companied by photophobia, phonophobia, and nausea. This disorder almost invariably has a prompt
and enduring response to indomethacin. Because some cases do not respond to indomethacin but
meet the phenotype, an alternate means of diagnosis has been suggested.2

EARLIEST DESCRIPTIONS

Until recently, the diagnosis of HC was
based solely on the clinical response to in-
domethacin; however, unilateral or one-
sided headaches have been described for
centuries. The earliest recognition of a
headache syndrome involving one side of
the head is attributed to Aretaeus of Cap-
padocia (second century AD), but Egyp-
tian descriptions3 appear in papyri dating
from 1500 BC. The god Horus invokes the
goddesses Isis and Nyphthys, begging them
to let down a spare head from the sky be-
cause he cannot stand his one-sided head-
ache any longer. Although the word for this
headache, gestep, has been translated as
“migraine,” it could refer to the unilat-
eral headache of HC.

Galen (AD 131-201) introduced the
term hemicrania for unilateral headache.
It was later transformed into the Old En-
glish megrim and French migraine. To-
day we accept the term migraine, but the
condition is indistinguishable from hemi-
crania continua.

Medina and Diamond4 were probably
the first authors to describe HC (including
a response to indomethacin). This was in

1981, in a subset of their 54 patients with
variants of cluster headache. Thirty-nine of
their patients had strictly (28) or predomi-
nantly (11) unilateral headache. The pain
was usually mild to moderate, and throb-
bing or pressurelike. Forty-six patients had
atypical cluster headache (exacerbation or
localized pain without headache-free peri-
ods), 28 had background vascular head-
ache (a chronic, continuous unilateral
headache of variable severity), and 20 had
multiple jabs. All patients who had atypi-
cal cluster headache plus multiple jabs or
background headache (n=24) responded to
indomethacin. In 17 patients the response
was excellent, in 6 it was good, and in 1 fair.
Many of these patients had strictly unilat-
eral headaches that were responsive to
indomethacin.

The term HC was coined by Sjaastad
and Spierings5 in 1984. They described 2
patients, a woman aged 63 years and a man
aged 53 years, who developed strictly uni-
lateral headaches that were continuous from
onset and absolutely responsive to indo-
methacin. The man had associated auto-
nomic features such as redness, lacrima-
tion, and sensitivity to light, whereas the
woman had superimposed jabs and jolts.
These cases were presented in September
1983 at the first International Headache
Congress in Munich, Germany. The same
year, Boghen and Desaulniers6 described a
patient with a similar headache that they
called “background vascular headache
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responsiveto indomethacin.”Thepa-
tient was a 49-year-old man who had
a20-yearhistoryofleft-sidedheadache
that rarely radiated to the right side.
The headache had a sustained, pres-
surelike quality and was associated
with intermittent jabs. Treatment
with indomethacin, 50 mg/d com-
pletely relieved the pain.

Approximately 100 cases of HC
have been reported, but there is still
uncertaintyabout itsclinical features.
Atypical features including bilateral-
ity, alternating-side headaches, and
unresponsiveness to indomethacin
have been described. Two secondary
cases,oneapatientwithamesenchy-
mal tumor7 and another with human
immunodeficiency virus,8 have also
been reported.

CLINICAL FEATURES

Hemicrania continua exists in both
continuous and remitting forms. The
continuous variety can be subclassi-
fied into (1) an evolutive, unremit-
ting form that arises from the remit-
ting form, and (2) an unremitting
form characterized by continuous
headache from the onset.9 Although
one of the essential features of HC is
unilateral headache, some bilateral or
alternating-side cases have been re-
ported.10,11 The female-male ratio of
typical cases is 2.8:1.

ASSOCIATED SYMPTOMS

Associated symptoms can be divided
into 3 main categories: autonomic
symptoms,jabsandjolts,andmigrain-
ous features. Autonomic symptoms
consist of conjunctival hyperemia,
tearing, rhinorrhea, nasal stuffiness,
eyelidedema,andforeheadsweating.
Thesesymptomsarenotasprominent
in HC as they are in cluster headache
and chronic paroxysmal hemicrania.
Symptoms of ocular discomfort, at
times premonitory, have been de-
scribed in patients with HC.12 Some
patients report a feelingof sand in the
eye, which may be specific for HC.

Jabs and jolts syndrome, de-
scribed by Sjaastad13 as sharp, knife-
like pains less than 1 minute in du-
ration, occurs in patients with
tension-type, migraine, and cluster
headaches and in headache-free in-
dividuals. Its prevalence in the gen-
eral population is 30%.14 We found

12 descriptions (26%) of jabs and
jolts in the 46 cases in which the in-
formation could be ascertained.

Migrainousfeaturesarecommon
in HC; 23 patients (50%) had at least
1symptomofmigraine(nausea,vom-
iting,photophobia,orphonophobia).
It was not possible to apply Interna-
tional Headache Society diagnostic
criteria formigraine in thepreviously
reported cases because of a lack of
information. Nausea, vomiting, pho-
tophobia, and phonophobia also oc-
cur in cluster headache and chronic
paroxysmal hemicrania.9

Associatedneurologic signsand
symptomsincludeattacksofhemipa-
resiswithafamilialhistoryofhemiple-
gic migraines15 and unilateral pares-
thesias.11 Antonaci and Sjaastad7 re-
ported visual phenomena described
as dark spots in a case of HC second-
ary to a mesenchymal tumor.

TREATMENT AND PROGNOSIS

Hemicraniacontinuahasbeendefined
in the past by its response to indo-
methacin,with thedoseranging from
50to300mg/d.GoadsbyandLipton2

stated,

It is likely that the indomethacin re-
sponse that is shared between the parox-
ysmal hemicranias and HC will have some
clear linked pharmacological basis and
further suggests that a convenient classi-
fication of these headaches together may
eventually have some biological basis.

Many patients discontinue the medi-
cation because of adverse effects.
Other successful treatments include
ibuprofen at 800 mg/d,16 piroxicam
�-cyclodextrin at 20 to 40 mg/d,17 and
rofecoxib at 25 mg/d.18 Sumatrip-
tan19 and many other analgesics are
not effective.

Espada et al20 described 5 men
and 4 women who were diagnosed as
havingHCusingGoadsbyandLipton’s
preliminarydiagnosticcriteria2(8cases
werecontinuousand1wasremitting,
withameanageatonsetof53.3years
[range, 29-69 years]). All 9 patients
had initial relief with indomethacin
(meandailydose,94.4mg; range,50-
150 mg). Follow-up was possible in
8 patients. In 3 patients, indometha-
cin therapy was discontinued after 3,
7, and 15 months, respectively, and
thepatientsremainedpainfree.Three
patients discontinued treatment be-

cause of adverse effects and experi-
encedheadacherecurrence;however,
2of thesehadreliefwithaspirin.Two
otherpatientscontinuedtotake indo-
methacin with partial relief.

Accepted for publication August 28,
2001.

Corresponding author and re-
prints: Stephen D. Silberstein, MD,
Thomas Jefferson University Hospital,
Jefferson Headache Center, Gibbon
Bldg, Suite 8130, 111 S 11th St, Phila-
delphia, PA 19107 (e-mail: Stephen
.Silberstein@mail.tju.edu).

REFERENCES

1. Silberstein SD, Lipton RB. Chronic daily headache.
In: Goadsby PJ, Silberstein SD, eds. Blue Books
of Practical Neurology: Headache. Boston, Mass:
Butterworth-Heinemann; 1997:201-225.

2. Goadsby PJ, Lipton RB. A review of paroxysmal
hemicranias, SUNCT syndrome and other short-
lasting headaches with autonomic feature, includ-
ing new cases. Brain. 1997;120(pt 1):193-209.

3. Borghouts J. The Magical Texts of Papyrus Leiden
I348.Leiden, theNetherlands:EJBrill; 1971:15-24.

4. Medina J, Diamond S. Cluster headache variant:
spectrum of a new headache syndrome. Arch Neu-
rol. 1981;38:705-709.

5. Sjaastad O, Spierings EL. “Hemicrania con-
tinua”: another headache absolutely responsive
to indomethacin. Cephalalgia. 1984;4:65-70.

6. Boghen D, Desaulniers N. Background vascular
headache: relief with indomethacin. Can J Neu-
rol Sci. 1983;10:270-271.

7. Antonaci F, Sjaastad O. Hemicrania continua: a
possible symptomatic case, due to mesenchy-
mal tumor. Funct Neurol. 1992;7:471-474.

8. Brilla R, Evers S, Soros P, Husstedt IW. Hemi-
crania continua in an HIV-infected outpatient.
Cephalalgia. 1998;18:287-288.

9. Bordini C, Antonaci F, Stovner LJ, Schrader H,
Sjaastad O. “Hemicrania continua”: a clinical re-
view. Headache. 1991;31:20-26.

10. Newman LC, Lipton RB, Russell M, Solomon S.
Hemicrania continua: attacks may alternate sides.
Headache. 1992;32:237-238.

11. Pasquier F, Leys D, Petit H. “Hemicrania con-
tinua”: the first bilateral case? Cephalalgia. 1987;
7:169-170.

12. Pareja JA. Hemicrania continua: ocular discom-
fort heralding painful attacks. Funct Neurol. 1999;
14:93-95.

13. Sjaastad O. Cluster Headache Syndrome. Lon-
don, England: WB Saunders Co; 1992:310-312.

14. Sjaastad O, Batnes J, Haugen S. The Vaga Study:
an outline of the design. Cephalalgia. 1999;19
(suppl 25):24-30.

15. Evers S, Bahra A, Goadsby PJ. Coincidence of fa-
milialhemiplegicmigraineandhemicraniacontinua?
a case report. Cephalalgia. 1999;19:533-535.

16. Kumar KL, Bordiuk JD. Hemicrania continua: a
therapeutic dilemma. Headache. 1991;31:345.

17. Trucco M, Antonaci F, Sandrini G. Hemicrania con-
tinua: a case responsive to piroxicam-beta-
cyclodextrin. Headache. 1992;32:39-40.

18. PeresMF,ZukermanE.Hemicraniacontinuarespon-
sive to rofecoxib. Cephalalgia. 2000;20:130-131.

19. Antonaci F, Pareja JA, Caminero AB, Sjaastad O.
Chronic paroxysmal hemicrania and hemicrania
continua: lack of efficacy of sumatriptan. Head-
ache. 1998;38:197-200.

20. Espada F, Escalza I, Morales-Asin F, Navas I, In-
ignez C, Mauri JA. Hemicrania continua: nine new
cases [abstract]. Cephalalgia. 1999;19:442.

(REPRINTED) ARCH NEUROL / VOL 59, JUNE 2002 WWW.ARCHNEUROL.COM
1030

©2002 American Medical Association. All rights reserved.


