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: 45 years Female
Jonathan R. Genzen, MD, PhD, Chief Medical Officer

Speci nen Col |l ected: 21-Jun-22 13: 47

Col | agen Type VI| AutoAbs in EBA, | Received: 22-Jun-22 09:52 Report/ Verified: 22-Jun-22 10:00
ELI SA

Procedure Resul t Units Ref erence | nterval
EER Col | agen Type VI1 Ab 1gG by See Note f!

ELI SA

Col | agen Type VI| AutoAbs in EBA, | Received: 22-Jun-22 09:45 Report/ Verified: 22-Jun-22 12:56
ELI SA

Procedure Resul t Units Ref erence I nterval
Col  agen Type VII Antibody 1gG See Note f2

by ELI SA

Result Footnote

f1: EER Col | agen Type VII Ab 1gG by ELISA

Aut hori zed individual s can access the ARUP
Enhanced Report using the follow ng |ink:

f2: Col | agen Type VII Antibody |1gG by ELISA
CLI NI CAL | NFORVATI ON
Skin fragility, tense blisters, vesicles, erosions, and mlia. Presunptive diagnosis is epidernolysis
bul | osa acqui sita versus porphyria cutaneous tarda.

Speci nen Details
S22-1 P0O000497 - Serum Col |l ected: 6/21/2022; Received: 6/22/2022

DI AGNOSTI C | NTERPRETATI ON

Increased 1gG type VIl collagen antibody |evel by ELISA and concurrent indirect immunofluorescence
testing denonstrates positive 1gG including | g&4, basenment nmenbrane zone anti bodies with dermal
localization (floor) on split skin substrate; consistent with subepi dermal inmmunobul |l ous disease,

i ncl udi ng epi dernol ysis bull osa acquisita or bullous |upus erythematosus

(See Results, Comments, separate concurrent Basenment Menbrane Zone (Epithelial) Antibodies, 1gGby IIF
testing report with additional findings and comments, and Basenment Menbrane Zone Anti body Test Results
Sumrary Chart w th concurrent findings)

RESULTS
Enzyme- Li nked | mmunosor bent Assay (ELI SA)

Type VII Collagen | gG Anti bodi es
1gG type VIl collagen antibody level: 88 UnL (H

Ref er ence Range:
Normal (negative) = Less than 7 U nL
Slightly increased (H) (positive) = 7-8 U nL
Increased (H) (positive) =9 UnL and greater

Specific

*=Abnormal, #=Corrected, C=Critical, f=Result Footnote, H-High, i-Test Information, L-Low, t-Interpretive Text, @=Performing lab
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Patient Age/Sex: 45 years Female

Foot not e

f2:

Col | agen Type VI| Antibody 1gG by ELISA

The 1gG type VII collagen antibody level is increased in this ELISA testing, which, conbined with the
dermal (floor) 1gG antibody reactivity on split skin substrate, also known as salt split skin, by

i ndi rect immunofl uorescence in concurrent testing (separate report with additional comments), supports
the diagnosis of epidernolysis bullosa acquisita and bul | ous | upus erythematosus. See chart at end of
report (below) for summary of concurrent basenment nmenbrane zone anti body test results.

Patients with inflammatory bowel disease, including Crohn disease and ulcerative colitis, with and

wi t hout nucocut aneous nani festations of epidernolysis bullosa acquisita or bullous |upus erythenatosus,
al so may denonstrate increased antibodies to type VII collagen. As noted in the concurrent report, two
subsets of penphigoid, nanmely, anti-lamnin-332 and anti-p200 (| am nin gamma-1) penphi goid, denpnstrate
| gG basenent nenbrane zone anti body reactivity with the dernal side of the split skin substrate by

i ndi rect i munofl uorescence, although these two penphigoid subsets do not characteristically denpbnstrate
increased |l evels of 1gGtype VIl collagen antibodies, as observed in this testing. Therefore, although
the overal | inmmunopathol ogical profile is consistent with epidernolysis bullosa acquisita or, |ess
comonly, with bullous |upus erythematosus, the findings do not entirely rule out anti-Iam nin-332
penphi goid or anti-p200 (Il am nin ganma-1) penphigoid with increased 1gG type VIl collagen antibodies
associ ated with another condition.

G her than this 1gGtype VIl collagen antibody determination by ELISA the disorders with dermal pattern
| gG basenent nenbrane zone reactivity cannot be readily distingui shed based on currently avail abl e

di agnostic | aboratory techniques. It is inmportant to note that up to one third of patients with

anti -1l am ni n-332 penphigoid have or will devel op an associ ated malignancy. Therefore, clinical
correlation is needed with further clinical evaluation as indicated. Correlation with direct

i mmunof | uorescence findings on a biopsy speci nen also is reconmended. Mnitoring serum anti body profiles
by indirect inmmunofluorescence and anti body | evels by ELI SAs may aid in assessing di sease expression and
activity, including response to therapy.

Type VII collagen is a conponent of anchoring fibrils within epithelial basement menbrane zone (skin and
nmucous nenbranes), and patients with epidernolysis bullosa acquisita characteristically develop |1gG
antibodies to type VIl collagen. An increased serum|gG type VI|I collagen antibody |evel by ELISA
provi des support for the diagnosis of epidernolysis bullosa acquisita and al so a subset of bullous |upus
erythemat osus together with dermal |ocalization (floor) of |gG basenent nenbrane zone antibodies on split
skin substrate by indirect immunofluorescence. Patients with inflammtory bowel disease, including Crohn
di sease and ulcerative colitis, with and w thout nmucocutaneous manifestati ons of epidernolysis bullosa
acqui sita, may denonstrate increased |levels of antibodies to type VII collagen. The major epitopes for
antibody reactivity reside in the non-collagenous am no-term nal domain, NCl1, with mnor epitopes in the
non- col | agenous car boxy-term nal domain, NC2, of the three identical al pha chains that conprise type VI
coll agen. The tested ELI SA contains conbined purified reconbinant antigens fromboth NC1 and NC2 for
detection of 1gG antibodies. Serum antibody | evels above the reference range threshold of 6 U nL may
correlate with disease activity. Patients with epidernolysis bullosa acquisita or bullous |upus
erythemat osus may devel op anti bodi es to basement nmenbrane zone antigens in addition to or other than the
type VII collagen epitopes displayed in this ELISA and patients with other epithelial
anti body- associ ated di sorders may devel op overl appi ng basenment menbrane zone anti body expression with an
increased | evel of 1gGtype VIl collagen antibodies.

TESTI NG METHODS
Enzyne- Li nked | nmunosor bent Assay (ELI SA)

1gG type VII collagen serum anti body | evel determ ned by ELI SA (Mesacup, MBL International). The
performance characteristics of this ELI SA testing were deternined by the | munoder matol ogy Laboratory at
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f2:

Col | agen Type VI| Antibody 1gG by ELISA
the University of Utah. The testing has not been cleared or approved by the FDA (US Food and Drug
Admi ni stration). FDA clearance or approval currently is not

CLI A-certified |l aboratory (Cinical

Patient Age/Sex:

[One ELISA]
TEST RESULTS SUMVARY CHART
Basenent Menbrane Zone Anti bodi es
Serum Date of 1gG and 1 g&4 I gA BP BP Col
Nunber Specinen BMZ Titers BWZ Titers 180 230 WVII
22-0497 06/21/22 19gG ME NA ME NA NA NA 88
1gG SS NA SS NA
g4 ME NA
1g&4 SS NA
22-0499 06/21/22 119G ME 1:5120 ME NA NA  NA NA
1gG SS Derm SS NA
1: 2560
1g&4 ME>1: 20
1g&4 SS Derm
>1: 20
Chart Key:
1gG BMZ = 1 gG basenent nenbrane zone (BMZ) anti bodies by
i ndi rect i nmmunofl uorescence
g4 BMZ = |1 g4 basenent nenbrane zone (BMZ) anti bodies
by indirect inmmunofl uorescence
IgA BMZ = | gA basenent nenbrane zone (BMZ) anti bodies by
i ndi rect inmmunofl uorescence
ME = Anti body absence (negative) or antibody presence

SS =

Epi

Conb

(positive endpoint titer) on nobnkey esophagus (ME)
substrate

Anti body absence (negative) or antibody presence
(positive pattern and endpoint titer) on split skin
(SS) substrate

= epidermal |ocalization (roof) on split skin
substrate (1gG - penphigoid including bullous
penphi goi d, sonme nucous nenbrane penphigoid, and
ot her penphigoid variants; IgA - linear |gA disease
including linear |1gA bullous dermatosis and chronic
bul | ous di sease of chil dhood)

= dermal localization (floor) on split skin substrate
(19gG - epidernolysis bullosa acquisita, bullous
| upus erythematosus, anti-|am nin-332 penphigoid
anti-p200 (lam nin gamma-1) penphigoid, other
rare penphigoid subtypes; IgA - linear |gA disease
including |linear |gA epidernolysis bullosa
acqui sita)

= conbi ned epi dermal -dermal |ocalization (roof and

PATIENT REPORT

45 years

Female

required for this testing perfornmed in a
Laboratory | nprovenent Anendnents) and intended for clinical

*=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
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f2: Col | agen Type VI| Antibody 1gG by ELISA
floor) on split skin substrate (1gG -
penphi goi d and penphi goid variants; IgA - linear
| gA di sease)

= 1 gG BP180 anti body | evel (UnlL) by ELISA
BP230 = 1 gG BP230 anti body |evel (U nL) by ELISA
| = 1gG Coll agen VI antibody level (U niL) by
ELI SA

NA = Not Assayed

El ectronically signed by Kristin M Leifernman, MD, on 06/22/22 at 12:51 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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