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is one of the very few to have been published. 
This lack of data on the subject is extraordinary 
considering the number of fatalities involved. 
There is an urgent need to study the epidemio-
logic characteristics related to drowning and the 
nature of rescue efforts and the management of 
care after such disasters.

One of the greatest diagnostic challenges is 
the sudden, unexpected death of a swimmer with 
no significant medical history and in whom a 
conventional autopsy is negative. Cardiac chan-
nelopathies, particularly those that produce the 
long-QT syndrome, have been implicated, but they 
are considered rare.1 Nevertheless, such a diag-
nosis can be of considerable medicolegal and pre-
ventive importance. Tester and Ackerman and 
their colleagues have published studies that have 
gone a long way toward demonstrating that the 
cardiac channelopathies are not as rare as origi-
nally thought. Their letter is a reminder of the 
importance of awareness of the problem. The 
reason why certain mutations are associated with 
sudden death during swimming, rather than other 
forms of exercise, remains a mystery. As molec-

ular autopsies become more widely available and, 
it is hoped, cheaper to perform, we may find some 
answers.2 In the meantime, those at risk should 
receive advice regarding supervised swimming and 
appropriate cardiac assessment and preventive in-
terventions.
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Complete and Partial Responses  
of the TEMPI Syndrome to Bortezomib

To the Editor: We recently described the TEMPI 
syndrome (Aug. 4, 2011),1 which is characterized 
by the pentad of telangiectasias, elevated erythro-
poietin level and erythrocytosis, monoclonal gam-
mopathy, perinephric fluid collections, and intra-
pulmonary shunting. One of the patients (Patient 
2) had a dramatic response to treatment with the 
proteasome inhibitor bortezomib, and we hypoth-
esized that the paraprotein may play a role in the 
pathophysiology of the TEMPI syndrome.

Patient 2, a 48-year-old woman, received a 
total of eight cycles of intravenous bortezomib 
(four doses of 1.3 mg per square meter of body-
surface area per cycle). Her telangiectasias disap-
peared (Fig. 1, Panels A through D), her peri-
nephric fluid collections disappeared (Fig. 1E 
and 1F), and her serum levels of erythropoietin 
decreased from 6400 mIU per milliliter to 19 mIU 
per milliliter. Levels of IgG kappa paraprotein 
became undetectable. Before treatment, she re-
quired a wheelchair and continuous supplemen-

tal oxygen; since the completion of treatment, 
her intrapulmonary shunting has resolved and 
she has recently resumed jogging. She remains 
in complete remission 13 months after receiving 
her last dose of bortezomib.

Patient 3, a 55-year-old woman, received six 
cycles of intravenous bortezomib. Her telangiec-
tasias resolved, her serum erythropoietin level 
normalized from a peak of 507 mIU per milliliter, 
and her partial pressure of oxygen in arterial 
blood while breathing ambient air improved 
from 44 mm Hg to 70 mm Hg. Production of 
perinephric fluid, which drained into her abdo-
men after surgical fenestration of the renal 
capsule, decreased, as indicated by a decreasing 
requirement for large-volume paracentesis. How-
ever, after 4 months off treatment, levels of IgG 
kappa paraprotein began to increase, as did her 
serum erythropoietin level. Retreatment with 
bortezomib has been difficult because of the 
development of severe pulmonary hypertension.
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Patient 1, a 52-year-old man, has received  
9 weekly cycles of intravenous bortezomib. His 
serum level of erythropoietin has decreased from 
5500 mIU per milliliter to 2500 mIU per milliliter; 
treatment is ongoing. The response to bortezo-

mib of another patient with four features of the 
TEMPI syndrome (there was no intrapulmonary 
shunting), for whom there was limited follow-up, 
was recently described in the Journal.2

The efficacy of bortezomib treatment, as well 
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Figure 1. Patient 2, before and after Treatment with Bortezomib.

Photographs taken before and after treatment with bortezomib illustrate the disappearance of telangiectasias from 
the patient’s back (Panels A and B) and lips (Panels C and D). The telangiectasias resolved quite early in the course 
of treatment and were almost completely gone after the third cycle of bortezomib. The massive perinephric fluid 
collections in both kidneys completely resolved, as indicated on contrast-enhanced computed tomographic scans of 
the abdomen (Panels E and F).
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as the completely reversible nature of the symp-
toms, suggests that the abnormal plasma-cell 
clone and monoclonal gammopathy are the likely 
cause of the TEMPI syndrome. Efforts to iden-
tify the antigenic target of the paraprotein are 
under way. We suspect that there exist other 
patients with the TEMPI syndrome — as well as 
patients with other disorders — whose symp-
toms might be explained by a plasma-cell dys-
crasia or underlying monoclonal gammopathy. 
We welcome any reader insights into this un-
usual syndrome.
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Clinical and Biomarker Changes in Dominantly Inherited Al-
zheimer’s Disease (published Online First at NEJM.org on July 
11, 2012; DOI: 10.1056/NEJMoa1202753). In Table 2 (page 5), 
the parenthetical unit of measure for Aβ42 in the CSF should 
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article is correct at NEJM.org.
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than “61 patients had a reduction of at least 50% in urinary 
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sion (page 922), the first sentence should have read, “This ran-
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tion from baseline) in the urinary free cortisol levels at month 
6 . . . ,” rather than “. . . 61 of 103 patients had a substan-
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notices

Notices submitted for publication should contain a mailing 
address and telephone number of a contact person or depart-
ment. We regret that we are unable to publish all notices 
 received. Notices also appear on the Journal’s website 
(NEJM.org/medical-conference). The listings can be viewed 
in their entirety or filtered by specialty, location, or month.

InTERnATIonAl SocIETy foR InfluEnzA And oThER 
RESpIRAToRy VIRuS dISEASES

The following conferences will be held: “Incidence Severity 
and Impact” (Munich, Germany, Sept. 5–8) and “Options for 
the Control of Inf luenza VIII” (Cape Town, South Africa, Sept. 
5–10, 2013).

Contact Integress Meetings and Events, 2 Ravinia Dr., Suite 
605, Atlanta, GA 30346; or call (404) 591-3281; or fax (404) 
233-2827; or see http://www.controlinf luenza.com.

MEdIcAl MuSIcAl GRoup
The symphony orchestra and chorale is seeking participants 

for its concert entitled “Healing for the Nations,” to be pre-
sented in Orlando, FL, on Nov. 2 and in Toronto on Nov. 6.

Contact the Medical Musical Group, 1700 17th St. NW, Suite 
508, Washington, DC 20009; or call (202) 797-0700; or fax 
(202) 797-0771; or e-mail vanmmg@hotmail.com; or see http://
www.medicalmusical.org.
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