ARUP LABORATORIES | aruplab.com
500 Chipeta Way, Salt Lake City, Utah 84108-1221

phone: 801-583-2787, toll free: 800-522-2787

PATIENT REPORT

Patient Age/Sex: 28 years

Jonathan R. Genzen, MD, PhD, Chief Medical Officer

Speci nen Col |l ected: 22-Jun-22 13:21

Penmphi gus Anti body Panel, 1gG | Recei ved:

Procedure Resul t Units
EER Penphi gus Anti body Panel, 1 gGSee Note f!

Penmphi gus Anti body Panel, |gG | Recei ved: 22-Jun-22 13:59
Procedure Resul t Units

Penphi gus Anti body Panel, | gG See Note f2

Result Foot not e

f1: EER Penphi gus Anti body Panel, 1gG
Aut hori zed i ndividual s can access the ARUP
Enhanced Report using the follow ng |ink:

f2: Penmphi gus Anti body Panel, 1gG
CLI NI CAL | NFORVATI ON

Female

Report/Verified: 22-Jun-22 13:55
Ref erence | nterval

Report/ Verified: 22-Jun-22 15:39
Ref erence | nterval

Miucosal erosions and scattered eroded | esions on upper body. Presunptive diagnosis is penphigus versus

penphi goi d.

Speci nen Details
S22-1P0000514 - Serum Col |l ected: 6/22/2022; Received: 6/22/2022

DI AGNOSTI C | NTERPRETATI ON
Consi stent with penphigus vulgaris

(See Results and Conments)

RESULTS
I'ndirect | mmunofluorescence (IIF)

Cell Surface (CS)/Intercellular Substance (ICS) |gG Antibodies

1gG Positive, titer 1:5,120 (H), nonkey esophagus
substrate

Positive, titer 1:2,560 (H), intact human skin
substrate

Ref er ence Range:
Negative - Titer less than 1:10
Borderline - Titer 1:10
Positive (H - Titer greater than 1:10

(H) = high/positive
Enzyme- Li nked | mmunosor bent Assay (ELI SA)
Desmogl ein (DSG 1 and 3 1gG Anti bodies
1 gG desnpgl ein 1 antibody | evel: 3 UnL

Ref er ence Range:
Normal (negative) = Less than 14 U nL

*=Abnormal, #=Corrected, C=Critical, f=Result Footnote, H-High, i-Test Information, L-Low, t-Interpretive Text, @=Performing lab

Unless otherwise indicated, testing performed at:
ARUP Laboratories

500 Chipeta Way, Salt Lake City, UT 84108
Laboratory Director: Jonathan R. Genzen, MD, PhD

ARUP Accession:
Report Request ID:
Printed:

22-173-111291
16631809
16-Sep-22 08:35
Page 1 of 3



ARUP LABORATORIES | aruplab.com PATIENT REPORT
500 Chipeta Way, Salt Lake City, Utah 84108-1221
phone: 801-583-2787, toll free: 800-522-2787

. ) ) Patient Age/Sex: 28 years Female
Jonathan R. Genzen, MD, PhD, Chief Medical Officer

Result Footnote
f2: Penphi gus Anti body Panel, 1gG
Bor der | i ne/ | ndet er mi nat e
I ncreased (H) (positive)

14-20 U nL
Greater than 20 U nL

1 gG desnogl ein 3 antibody level: 98 UnL (H

Ref er ence Range:

Nor mal (negative)
Borderline/l ndeterm nate
I ncreased (H) (positive)

Less than 9 U nL
9-20 U/ nm
Greater than 20 U nL

Specific

The indirect immunofluorescence results, denonstrating positive IgG cell surface (CS), also known as
intercel lular substance (1CS), antibodies, support the diagnosis of penphigus. The ELI SA results,
denmonstrating an increased | gG desnoglein 3 antibody |evel and a normal |1gG desnoglein 1 antibody |evel,
further support the diagnosis of penphigus vulgaris. 1gG CS/ICS antibody titers by indirect

i mmunof | uorescence and |1gG desnogl ein anti body | evels by ELISA correlate with disease activity in

penphi gus vul gari s and penphi gus foliaceus.

1gG CS/ I CS anti bodi es characteristically are positive by indirect inmunofluorescence in |1gG penphigus
variants, including penphigus foliaceus and penphigus vulgaris, and I1gA CS/ICS anti bodies
characteristically are positive by indirect immnofluorescence in |gA penphigus, although IgA CS/ICS
anti bodi es may be observed in sonme penphigus variants along with positive 1gG CS/ICS antibodies. |f
indicated to further evaluate for 1gA CS/ICS anti bodi es, add-on testing may be requested on this speci nen
by contacting ARUP Client Services at 1-800-242-2787, option 2, for:
- Penphi gus Antibodies, IgA by IIF (ARUP test nunber
0092106) .

Cinical correlation is needed, including treatnment status, with consideration for nonitoring antibody
profiles by indirect inmmunofluorescence and anti body |levels by ELISAs to aid in assessing di sease
expression and activity, including response to therapy.

Gener al

Geater than 80 percent of patients w th penphigus have positive epithelial cell surface (CS), also known
as intercellular substance (ICS), antibodies in their sera identified by indirect immnofluorescence.
Serum anti body titers correlate with disease activity, and CS/ICS anti bodies may be in low titer or
negative in patients whose di sease activity is mniml and/or under therapeutic control. Cell surface
antibodies are inplicated in the pathophysiol ogy of penphigus. However, cell surface reactivity may be
observed transiently and/or nonspecifically in normal individuals and in patients with infections, drug
reactions, and other nucocutaneous di sorders, including other inmunobullous diseases, generally in |ow
titer. IgA cell surface antibodies, are positive by indirect inmmunofluorescence in patients with IgA
penphi gus and in sone penphigus variants along with positive 1gG cell surface antibodi es. Approxi mately
40 percent of patients with nonclassical |gG|gA penphigus have an underlying system c di sease when
di agnosed, malignancy being the nost conmon.

Pat hogeni c anti bodies in serum fromindividuals with penphigus bind to desnogl eins, which are

cal ci um dependent adhesi on nol ecules in cell surface desnobsones; such antibodies are detected by ELISA.
Specific reactivity to the type of desnoglein may be hel pful in determ ning penphigus subtypes; 1gG
desnogl ein 1 autoantibodies predom nate in patients w th penphigus foliaceus, and I gG desnoglein 3
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Resul t

Patient Age/Sex: 28 years Female

Foot not e

f2:

Penphi gus Anti body Panel, 1gG

aut oanti bodies, with or w thout acconpanying desnoglein 1 autoantibodies, predomnate in patients with

penphi gus vul garis. Overl appi ng expression with autoanti bodies to both desnobgleins 1 and 3 clinically is

associ ated with both nmucosal and skin |lesions. ELISA testing for 1gG desnoglein 1 and | gG desnoglein 3

antibodies is highly sensitive, with greater than 90 percent of penphi gus patients show ng increased

| evel s of one or both antibodies. 1gG desnpglein antibody |evels also correlate with disease activity in

penphi gus foliaceus and penphi gus vulgaris; however, patients with CS/ICS anti body-positive penphi gus by

i ndi rect inmmunofl uorescence can have normal results on ELISA testing with epithelial CS/ICS antibodies to
different desnoglein 1 and/or desnopglein 3 epitopes than displayed in the tested ELI SAs or to other

adhesi on nol ecul es.

TESTI NG METHODS
I ndi rect | nmunofl uorescence (I1F)

1gG Epithelial Cell Surface (CS)/Intercellular Substance (1CS) Antibodies

Patient serumis progressively diluted in calciumcontaining buffer beginning at 1:10 in three two-fold
screening dilutions, |layered on sections of intact normal human skin and nonkey esophagus substrates, and
reacted with fluorescein isothiocyanate (FITC)-conjugated anti body to 1gG Wen positive, the serumis
further diluted in two-fold reductions to the limting dilution of antibody detection or to a maxi num
dilution of 1:40,960. The limting-dilution, end-point titer is reported for each substrate. This

i ndi rect i mmunofl uorescence testing was devel oped and its performance characteristics determnined by the
| mmunoder nat ol ogy Laboratory at the University of Utah. It has not been cleared or approved by the FDA
(US Food and Drug Adnministration). FDA clearance or approval currently is not required for this testing
performed in a CLIA-certified | aboratory (Cinical Laboratory |nprovenent Anendnents) and intended for
clinical use. [Indirect immunofluorescence, one antibody on two substrates (IIF X 2) with two
limting-dilution, end-point titers (antibody titer X 2)]

Enzyne- Li nked | nmunosor bent Assay (ELI SA)
1 gG desnoglein 1 and 1 gG desnogl ein 3 serum anti body | evels determ ned by U S. Food and Drug
Admi ni stration (FDA)-approved ELI SAs (Mesacup, MBL BION). [Two ELI SAs]

El ectronically signed by Kristin M Leiferman, MD, on 06/22/22 at 3:35 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 Nunmber: 46D0681916
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