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Smallpox Case Definitions

A< described ir* Guide £’ of theSmallpo: Response Plan and Guidelil (/fagent/smallpox/response-plan/)

Introduction

Surveillance for a disease that does not currexiist anywhere in the world presents unique chgdenThe goal of pre-outbreak
(pre-event) smallpox surveillance is to recognieefirst case of smallpox, should it ever occuthautgenerating excessive numk
of false alarms, unnecessarily disrupting the hezdtre and public health systems, or increasindjqabxiety. In the absence of
known smallpox disease, the predictive value obsitive smallpox diagnostic test is extremely Idkaerefore, testing to rule out
smallpox should be limited to cases that fit theichl case definition in order to lower the riskabtaining a falsgsositive test resul
It is neither feasible nor desirable, in the prerg\scenario, to perform laboratory testing fopsaesed cases that do not meet the
clinical case definitior

Thus, in the absence of smallpox disease in thédwibre suggested approach to surveillance relies loighly specific clinical case
definition, which is focused on identifying the s$ic case presentation (ordinary type) of smallB@fore eradication, classic
(ordinary type) smallpox generally accounted faoragimately 90% of smallpox cases in previouslyacoinated individuals and
70% of cases that occurred in previously vaccinatdiyiduals who were no longer fully protected by vaccinat

Because the likelihoc of reintroduction of smallpox is extremely low, amcknowledging that there i many other causes

vesicular and pustular rash illnesses, healthaanaqers evaluating such cases should also fanaéiadhemselves with diseases that
can be confused with smallpox (e.g., varicellaphsrsimplex, drug reactions, erythema multiforrag)yell as the clinical
manifestations of smallpox disease. In this wayh&unlikely event of a smallpox case, the dis@dBde clearly and quickly
recognizec

Several resources to assist a clinician in theuaiin of a febrile, rash-illness patient for thielihood of smallpox can be found on
the Smallpoy Diagnosis and Evaluation pe (fagent/smallpox/diagnosis/)

These resourc include

1. The algorithm Evaluating Patients for Smallgtagent/smallpox/diagnosis/evalposter.aspjesented in poster format that
provides a standard method for evaluating patieittsacute, severe vesicular or pustular rashsén@he purpose of the
protocol is to provide a systematic approach faleatingpatients with generalized rash illnesses and &ctlain approprial
clinical and public health response, including diagnosstirg

2. An online interactive risk evaluation algorithifagent/smallpox/diagnosis/riskalgorithni)ased on the poster algorithm above)
that can bfilled in to quickly determine the likelihood oficlcal smallpox

3. A downloadable standard workshéatient/smallpox/diagnosis/pdf/spox-patient-evakieet.pdfthat can be used to collect the
clinical information to classify the risk of smatip using the CDC criteria outlined in the posten@iating Patients for
Smallpox")

ANY SUSPECTED SMALLPOX CASE SHOULD BE IMMEDIATELY REPORTED TO LOCAL PUBLIC HEALTH
OFFICIALS.

Case definition

Smallpox clinical case definition

An illness with acute onset of fever >101°F (38.3f@lpwed by a rash characterized by firm, deepestaesicles or pustules in the
same stage of development without other apparerse

Laboratory criteria for confirmation®

« Polymerase chain reaction (P(identification of variola DNA in a clinical specimgOR
« Isolation of smallpox (variola) virus from a climicspecimen (WHO Smallpox Reference laboratory looratory with
appropriat reference capabilitiewith variola PCF confirmation

*Laboratory diagnostic testing for variola virusosiid be conducted in a CDC Laboratory Response Net{dtkl) laboratory

utilizing LRN-approved PCR tests and protocols foialarvirus. Initial confirmation of a smallpox ou#ak requires additional
testing e CDC.
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Note: Generic orthopox PCR and negative stain electnicroscop (EM) identification of a pox virus in a clinicabecimen are
suggestive of ¢ orthopox virus infection but not diagnostic for smallp

The importance of case confirmation using labosatiimgnostic tests differs depending on the epidégical situation. Because of
the low predictive value of a positive lab testutes the absence of a known smallpox outbreakhénpre-outbreak (pre-event)
setting, laboratory testing should be reserved#ses that meet the clinical case definition ardtars classified as being a potential
high risk for smallpox according to tirash algorithr poste (/agent/smallpox/diagnosis/evalposter.asp)

Case classification

Since smallpox no longer exists as a naturally oowy disease, a single laboratory confirmed cdsamallpox would be considered
an outbreak. Once an outbreak of smallpox has confirmed, the following case classifications stubloé usec

Confirmed case: A case of smallpox that is laboratory confirmedaaase that meets the clinical case definitiohitha
epidemiologically linked to a laboratory confirn case

Probable case: A case that meets the clinical case definitiora oase that does not meet the clinical case defirtiut is clinically
consistent with smallpox and has an epidemiolodinklto a confirmed case of smallpox. Exampleslofical presentations of
smallpox that would not meet the ordinary type {gvent) clinical casdefinition are: a) hemorrhagic type, b) flat typed c) variol:
sine eruptione. See Guide A: Smallpox Surveilleamg Case Reporting; Contact Identification, Tracinacdination, and
Surveillance; and Epidemiologic Investigatigsent/smallpox/response-plan/files/guide-a.faif)full descriptions of atypical smallpox
presentation

Suspect case: A case with a febrile rash illness with fever piding development of rash by-4 days

Additional Information

CDC Smallpox Response Plan Guideline: (/fagent/smallpox/response-plan/)
Information about po-outbreak (po-event) response a smallpox case classification and repor

Smallpo (Variola) CSTE Case Definiti¢ (http://www.cdc.gov/osels/ph_surveillance/nndsséckef/smallpoxcurrent.htm)
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