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Screen

Procedure Resul t Units Ref erence I nterval
Par aneopl asti ¢ Penphi gus Ab See Note f!

Screen

Result Foot note

f1: Par aneopl asti ¢ Penphi gus Ab Screen
CLI NI CAL | NFORMATI ON
Micosal involvenent with extensive erosions and targetoid, urticarial, and scaly skin |esions.
Presunptive diagnosis is drug reaction versus penphigus, including paraneopl astic penphi gus.

Speci nen Details
S22-1P0000507 - Serum Col |l ected: 6/21/2022; Received: 6/22/2022

DI AGNOSTI C | NTERPRETATI ON
Positive findings, consistent with paraneopl astic penphi gus

(See Results and Comments including further testing considerations)

RESULTS
I ndi rect | munofl uorescence (I1F)

Par aneopl asti ¢ Penphi gus | gG Anti bodi es

1gG Positive, titer 1:10,240 (H), rat bladder substrate
(cell surface)
Positive, titer 1:640 (H), rat bladder substrate
(basenment nenbrane zone)

Positive, titer 1:2,560 (H), nouse bl adder substrate
(cell surface)

Positive, titer 1:1,280 (H), nouse bl adder substrate
(basenment nenbrane zone)

Positive, titer 1:40 (H), nopuse heart substrate
(intercal ated discs)

Positive, titer 1:160 (H), nouse liver substrate
(portal tracts)

Ref er ence Range:
Negative - Titer less than 1:5
Borderline - Titer 1:5
Positive (H - Titer greater than 1:5

Posi tive, nonkey esophagus substrate
(cell surface)

Negati ve, nonkey esophagus substrate
(basenment nenbrane zone)

Ref erence Range:
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fl: Par aneopl asti c Penphi gus Ab Screen
Negative - Titer less than 1:10
Borderline - Titer 1:10
Positive (H - Titer greater than 1:10

(H) = high/positive

Specific

1 gG anti bodi es reactive with rodent substrates, including cell surface and basenent nenbrane zone
antibodies with rat and nouse bl adder substrates and cell surface antibodies w th nonkey esophagus
substrate, as detected in this indirect immunofluorescence testing, are consistent with the diagnosis of
par aneopl asti ¢ penphi gus, al so known as Paraneopl asti c Autoi nmune Miltiorgan Syndronme (PAMS). Anti body
reactivity with intercalated discs in rodent heart substrate and portal tracts in rodent |iver substrate
is supportive when antibody reactivity with rodent bl adder substrate, either or both rat and nouse, is
present.

Various serum epithelial antibodies nay be found in paraneopl astic penphi gus and ot her paraneopl astic
presentations by various tests with differing sensitivities. Mreover, detection, |levels, and patterns of
di agnostic antibodies may fluctuate with di sease manifestations. Correlation with clinical presentation,
direct immunofluorescence findings on a biopsy specimen, histopathol ogi cal exam nation of formalin-fixed
tissue, and other epithelial antibodies in serumis reconmended. To further evaluate the
i mmunopat hol ogi cal profile, additional testing may be perforned on this serum speci nen by contacti ng ARUP
Cient Services, 1-800-242-2787, option 2, with add-on test request(s) for:
- Penphi gus Antibody Panel, |1gG (ARUP test nunber
0090650) ; and/ or
- Penphi gus Antibodies, IgA by IIF (ARUP Test
nunber 0092106); and/or
- Basenent Menbrane Zone Antibody Panel (ARUP
test nunber 3001410).
O the test panel that includes all of the above:
- | mmunobul | ous Di sease Antibody Panel (ARUP
test nunber 3001409).

Moni toring serum anti body profiles by indirect inmunofluorescence and anti body | evels by ELI SAs nay aid
in assessing di sease expression and activity, including therapeutic response.

Gener al

Posi tive Paraneopl astic Penphi gus Antibody Screen testing results by indirect inmunofluorescence indicate
the presence of serum antibodies to nultiple epithelia (sinple, columar, transitional) with several

possi bl e epithelial targets, predomnantly to plakins (envoplakin, periplakin, desnoplakin |, desnoplakin
I'l, epiplakin, plectin, BP230), also cadherins (desnoglein 1, desnoglein 3; desnocollin 1, desnocollin

2, desnocollin 3), al pha-2-macroglobulin-like-1 (A2M.1), |ami nin-332, and/or BP180 and support a

di agnosi s of paraneopl asti c penphi gus (paraneopl asti c autoi mmune mul ti organ syndronme). For positive

anti body screen testing results w thout known malignancy, perform aggressive evaluation for malignancy.

Par aneopl asti c penphi gus (paraneopl astic autoi nmune nultiorgan syndrone) nay affect all ages and devel ops
as a severe nucocutaneous blistering and erosive disease in association with malignancies, nost often
hemat ol ogi ¢ (| ynphoma, |eukem a) and sarcoma. It al so may devel op in association with beni gn neopl asi as,
especially Castl eman di sease, which is the nost frequent association in children and adol escents.

Anti bodi es targeting the various types of epithelia can lead to invol venent of various organs and
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fl: Par aneopl asti c Penphi gus Ab Screen

tissues, for exanple, eyes, lungs, gastrointestinal tract, kidney, and thyroid and is the basis of the

nane, paraneopl astic autoi nmune nulti organ syndrone.

Negat i ve Paraneopl asti c Penphi gus (Paraneopl astic Penphi gus Autoi nmune Ml tiorgan Syndrone) Anti body
Screening results by indirect inmunofluorescence do not rule out paraneopl astic/ malignancy-associ ated
di sease. For negative results, correlate with findings by histopathol ogi cal exam nation of formalin-fixed

tissue in addition to direct inmunofluorescence testing on a biopsy specinen and serum epithelial

anti bodi es characteristic of other inmunobullous diseases with further clinical evaluation as indicated.

TESTI NG METHODS
| gG Par aneopl asti c Penphi gus Anti bodi es

The patient serumis progressively diluted in cal ciumcontaining buffer beginning at 1:5 in three
two-fold screening dilutions, |ayered on rodent substrates, including rat bladder, nouse bl adder,

heart, and nouse |liver, and reacted with fluorescein isothiocyanate (FITC)-conjugated anti body to |gG
When positive, the serumis further diluted in two-fold reductions to the limting dilution of antibody
detection or to a maximumdilution of 1:40,960. The limting-dilution, end-point titer is reported for

each rodent substrate. This indirect immunofluorescence testing was devel oped and its performance

characteristics determned by the | mmunodermatol ogy Laboratory at the University of Utah. It has not been
cl eared or approved by the FDA (US Food and Drug Administration). FDA clearance or approval currently is
not required for this testing performed in a CLIA-certified |laboratory (Cinical Laboratory | nprovenent
Amendnents) and intended for clinical use. [Indirect inmmunofluorescence, one antibody on four rodent
substrates and one anti body on nonkey esophagus substrate (IIF X 5) with six limting dilution, end-point

titers (antibody titer X 6)]

El ectronically signed by Kristin M Leiferman, MD, on 06/22/22 at 3:00 PM
Perfornmed At: | MMUNODERMATOLOGY LABORATORY

417 S. WAKARA WAY, SUI TE 2151

SALT LAKE CITY, UT 84108

Medi cal Director: JOHN JOSEPH ZONE, MD

CLI A Number: 46D0681916
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