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* L-PYVDOMICS STUDY
PVD Assessment Since Last Parent Visit - Form #502

PVDOMICS

Instructions: This form is completed and entered for all levels of participation. Database will skip over sections
that do not apply. This form should be completed by a physician.

For Comparators and PH Groups, complete this form using all available test information. Use all medical and
surgical history related to pulmonary vascular disease (PVD). Information should be obtained from medical
records, local physician records, and participant interview. It should include any current diagnoses and past
pertinent history.

Medical records might include, but are not limited to: hospital discharge summaries, consultation letters, MD
progress notes, problem lists, medication records and imaging reports [i.e. x-ray, ultrasound, CT].

1. Identification Number 2. Alphacode 3. Date of review: mm/dd/yyyy

4. Is there documentation in the medical record to support the assessment
of PVD status and CO-MOTDIAITIES? ......cc.eieiuieiiieiienieeiierie ettt ettt ettt et e seaeeseessaeensee e o
0=No, no supporting documentation in the medical record and ne new history obtained from participant
1=No, no supporting documentation in the medical record and new history obtained from participant (self-reported)
2=Yes, there is supporting documentation in the medical record.

5. a. Database will populate final adjudication PVD status. (1=Control, 2=Comparator, 3=PH) .....
On paper form, write what status is reported in greyed out box.

b. Did Comparator status change to PH since parent study?..........ccccceevviiireiiieiiieeiiie e
0=No, still meets criteria for comparator, go to Q6. Note: must also complete F502C.
1=Yes, was considered a comparator at final assessment in parent study as per Q5a
but now meets criteria for PH (complete Q5¢.)

c. If Q5b=1, date of newly diagnosed PH (mm/dd/yyyy).......cceu....... / /

COMPARATORS (Note: must also complete F502C.)

If Q5b=0-Comparator, complete the following items:

6. Newly diagnosed with any of these WHO Group 1 comparator diagnoses?.........cccceeeveeevveeecvveennneen.
For Q6: 0=No, skip to Q7; 1=Yes, complete Q6a-d: use 0=No, 1=Yes

New Dx

. MiLA PH (INPAP 2110 <25)7 ..o eeee e sees e een e eeeee e

b. ePAH (exercise mPAP > 30, flow <10 L/min and
MPAP-Q slope >3) (IMMHZHFMIN/L) cevvuuiiiiiiiiiiiiiiie et eetiee s e e ttee e eetae e e eeebasseenanneees

c. Relative of heritable pulmonary arterial hypertension (HPAH) ........cccceevvieeeieeeiieeeiieeeie e
d. CTD with mild (mPAP 21 t0 <25) 0rn0 PH.......ooooiiiii e
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7. Newly diagnosed with any of these WHO Group 2 comparator diagnoses?...........cceceeveevvenueevennnne o
For Q7: 0=No, skip to Q8; 1=Yes, complete Q7a-b.4: use 0=No, 1=Yes New Dx

a. Mild PVD risk associated with LHD (left heart disease with mPAP <25)7 .........cccevuireeeiirireeeeiiieeeennns

b. Moderate PVD risk associated with LHD with no PVD but meets
one Of the fOlIOWING CIILETIAT .......cccciiieeiieeeie et e st e et e e eaaeeeraeeenbaeennseees

b.1.Isolated post-capillary pulmonary hypertension (Ipc-PH)
MPAP > 25 PVR <3, DPG <7 (IMMHE)?.....eeitieiieiieiieiesiiesie e stesie e seeseeeeesseeaeeeeseeensesneens

b.3.Provocable mPCW >18 following challenge,
V waves < 5 mmHg, and represents significant change
from resting hemodynamics? (0=N0, IZYES) ueeueeeiieriieeiiieniieeieeeieeieesieeereesereesseesnseesseessneensees

b.4. Provocable mPCW >15 with large (> 5 mmHg) V waves
following challenge and represents significant change
from resting hemodynamics? (0=NO, IZYES) wuveeevreervieeriieeiieeerereeerireeeereesereeereeesaeeesnneeennnes

8. Newly diagnosed with any of these WHO Group 3 comparator diagnoses?...........ccceceeveerueruennennn
For Q8: 0=No, skip to 09, 1=Yes, complete Q8a-f, h-i: use 0=No, 1=Yes
a. Chronic Obstructive Pulmonary Disease (COPD)? ........ccoiiriiiiiieiiieiieeieeeeeee et
b. Idiopathic Pulmonary Fibrosis (IPF)? ........ccccooiiiiiiiiiiiiiieie ettt
c. Other Interstitial Lung Diseases (ILD) including CPFE and SSc-ILD? .......ccceevvvvicveeeninnnee.
d. Obstructive SIeep APNeEa (OSA)? ...oo oottt ettt e e te e e seae e e saeeesaeesnseeenanes
e. Obesity Hypoventilation Syndrome (OHS)?......ccoiiiiiiiiiiiiiiieeeeeeeee et

f. Sarcoidosis? (USE COAES DOIOW) euveeeneneeneei et tietteetetereeateeeatensaasensansansansnssnssnsenssnsensensensonsansansnnns
0=No, 1=Yes, unknown if diagnosis was by biopsy, 2=Yes, diagnosis made by biopsy as per protocol

h. Mild t0 10 PVD 1iSK (MPAP <21)7....eiiiiieeiee ettt ete st stee e sevaeeeaaessaeeessseeenseaesnseaenns
1. Moderate PVD riSk (INPAP 21 10 <25)7...iiiuuiiiiiieeeiiieeeieee et e et e e e eaeeeeveeeeaseeeenaeeeaaeesanaeeeenes
j. Moderate-significant restrictive lung physiology without ILD? ...........ccceeciieiiiniiiiiieiieeenne

9. Newly diagnosed with this WHO Group 4 comparator diagnosis?..........cecceeeveenierieenieesneeneennens
For Q9: 0=No, skip to Q10; 1=Yes, complete Q9Ya.

a. Chronic PE with mild to no PVD (MPAP <25)? (0=N0, 15Y€S) .euveeeeuieeeiieeeiieeeieee e
10. Did final Comparator WHO Group classification change from parent study? (0=No, 1=Yes) ............

a. If Yes, what is the Primary WHO Group Comparator classification now?
1=WHO Group 1 4=WHO Group 4
2=WHO Group 2 5=WHO Group 5
3=WHO Group 3

b. What is the Secondary WHO Group Comparator classification NOw?..........cccceevveeveeenienieenneene
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PULMONARY HYPERTENSION (PH) — Answer Q11-end of form.

11. Were there newly diagnosed PAH conditions since the end of the PVDOMICS
(Parent) STUAY? (05NO, TSV €8) cuveeurieeuiieiiieeiieitieeieesieeeteetteseteeseesseeesseassseeseessseenseessseaseessseenseassseensens

Any of the following PH associated medical conditions SINCE THE LAST PVDOMICS VISIT?:

WHO Group 1 Review — Pulmonary arterial hypertension (PAH)
12. Newly diagnosed with any of these WHO Group 1 diag@noses?.........ccceevveeerieeeiieeeieieeeieeeieeeeveeenns L
For Q12: 0=No, 1=Yes, complete Q12a-k: use 0=No, 1=Yes New Dx

a. IPAH (Idiopathic pulmonary arterial hypertension)? ...........ccccoecverierenieninienieneeeeeeee e

b. FPAH (Familial pulmonary arterial hypertension)? ...........cccueevuierieeiiienieeniieeieeieeeie e sreesieeenens o
b.1. Hereditary hemorrhagic telangiectasia (HHT) ........ccoeeiiiiiiiiiiiiiceeeeeeee e

c. Drug-induced pulmonary arterial hypertension? ...........cceecveeeiiieeiieeeiie et
d. Connective tissue diSEase (CTID)? ....uviiiuiiiiiiieeiee ettt e e et et e e aae e eaae e senaeeeans
d.1. Systemic lupus erythematosus (Lupus) (SLE)?.....cc.oooiiiiiiiiiieieeeeeeee e
o2, SJOZIENST ...ttt ettt ettt et e st e et e e e abe et e e eabeen bt e e sbeenseeeabeenbeensbeeateeenbeenbeeenseenteas
d.3. Rheumatoid ArthritiS (RA)? ..c.eeeeeiieeeeeee ettt et et e e e e e e e
d.4. Mixed connective tissue disease (MCTD)?........cooiiiiiiiieeiiieee et
d.5. Systemic SCIEIOSIS (SSC)? ...uviiiiiiiieiie ettt ettt e s e et eeabeebeeenneenseas
d.6. Antisynthestase SYNATOME? .........ccceecuieiiieriiieiieeiieie ettt ettt et e et eeseaeeteesaaeebeesnneenseas
d.7. CTD, Undifferentiated? ...........cooviioiiiiiiiiiiiieeeeee ettt e e e e e e e e eanaaeaeeas

e. Human immunodeficiency virus (HIV) infection induced PH? ..........cccooeiiiiiiiiiieeeeeee
. POTtal RYPEITENSIONT ...cuiiiiiieiiieeiie ettt ettt ettt et et e et eeabeeaeeesbeeseesaseenseesnseenseessseenseas
g. Congenital heart disease (CHD)? ......couiiiiiiiiiiiieceee ettt ettt e eabe s
g.1 Was the shunt 1€Paired?..........oooiiiiiiiieie et sre e e e et e e eaae e ebeeesnseaens

N, SCRISTOSOMUIASIS? ...ttt ettt et e et e b e s et e et e s ateembeesabeenbeesabeenbeenane
i. Pulmonary-capillary hemangiomatosis (PCH)? ........c.cccciiiiiiiiiiiiiieieciecee e

J. Pulmonary veno-occlusive disease (PVOD)?......cuoiiiiiiiiieciie ettt

k. Other Group 1 condition not listed above? (Specify Q12k and condition in Comments)...........c..........

WHO Group 2 Review — PH due to Heart Disease

13. Newly diagnosed with any of these WHO Group 2 diag@noses?.........ccceevveeevreeerieeeiveesieeenveeennnes L
For Q13: 0=No, skip to Q14,; 1=Yes, complete Q13a-e.For Q13a-e: use 0=No, 1=Yes: New Dx
a. Valvular heart diSEASET ........ocouiiiiiiiieiiieie ettt ettt ettt e st e e e b e enneenreas o
T BN 1S3 110 5 Lo USSR L
I DS o418 o4 L 21 LSS L
b. Systolic heart faIlUre? ........ccuieiiiiiieiiee ettt ettt e s e et eenae b ene

c. Heart failure with preserved ejection fraction (HFpEF)? .....cccooiiiiiiiniiiieeee,
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d. CardiOMYOPALNY?....cceiieeiiieeieeee et e e et e et e et e e et e e e ta e e etb e e entaeeenaaeeenbaeeenreeeennes

o I R & 0533 (0] o) 1§ (o3 RS US

Q.2 RESTTICEIVET oot e e e e e e e e e e e e e e e e e e e e e aaeeeeeeeeaanaaaeeeeeeannannnas

e. Other Group 2 condition not listed above? (Specify Q13e and condition in Comments) ...........c...cuen...

WHO Group 3 Review — PH due to Lung Disease and/or Hypoxemia

14. Newly diagnosed with any of these WHO Group 3 diagnoses?.........ccceevveeevreeerieeeiveesineeesneeenenes L
For Q14: 0=No, 1=Yes, complete Ql4a-k.For Ql4a-k: 0=No, 1=Yes: New Dx

a. Chronic obstructive pulmonary disease (COPD)? .......ccciiiiiiiiiiieiieeeceeeeee e

b. Idiopathic pulmonary fibrosis (IPF)? .....ccc.eooeiiieiieee et

c. Combined pulmonary fibrosis and emphysema (CPFE)? ........cccoooiiiiiiiiiiieeeeeeeee e L

d. Other interstitial lung disease (ILD)?7 .......ccccuiiiiiiiiiiieeiieeeee et

. Obstructive sleep apnea (OSA)? ... ..o oottt ettt ettt et e ste et e s be et e sabeesbeesnseesaesasaens
Non-parenchymal restrictive lung disease (RLD)? ......c.ccocuieiiieriiiiieiieeiiecie et

. Obesity hypoventilation syndrome (OHS)?......ccuoiiiiiieiiiee e

50, o

. Hypersensitivity PREUMONITIS? .......ccueiiiuieeirieeeiieeriteeeitreeesieeesteeesaeeessseeessseeessseeesseessseesseeesssees

—

Thoracic cage abnOTMAlItY?.........coeiuiiiiieiiieie ettt ettt e et e et eebeeseaeebeeseaeenbeessneenseas
Jo CYSHC TIDTOSIS? ..eeniiieiiieeiieetie ettt ettt et et et e et e e bt e sabeebeesaaeenseesabeenseessbeenseassseenseessseenseennns

k. Other Group 3 condition not listed above? (Specify Q14k and condition in Comments) ............ccoevenn..

WHO Group 4 Review

15. Newly diagnosed with any of these WHO Group 4 diagnoses?.........ccceeeeveeeer vevvvveeniieeenireeenveeenne
For Q15: 0=No, 1=Yes, complete Q15a-d. New Dx

a. Chronic thromboembolic pulmonary hypertension (CTEPH)..........cccocoveviiiiiiiiiiiiieiiieieeeee,
b. Pulmonary thromboendarterectomy (PTE).........c.cccciiiiiiiiiiiiiieieeceee e
c. Balloon pulmonary angioplasty (BPA) ......cccueioiiiieeee et
d. Other Group 4 condition not listed above? (Specify Q15d and condition in Comments) ...............c...n....

WHO Group 5 Review

16. Newly diagnosed with any of these WHO Group 5 diagnoses?.........ccceeevveervieeeiieenineeenireeenvee e
For Q16b-d: Use 0=No, 1=Yes: New Dx

a. Sarcoidosis? (USE COACS DELOW) . eeuenaeneeeeieeieteeeteeeeeeeeteeeteeeatentaasensansansanesnsonensenssnsensensensensensansansonsnnsnns
0=No, 1=Yes, unknown if diagnosis was by biopsy, 2=Yes, diagnosis made by biopsy as per protocol

b. Myeloproliferative DISEASE? ........ccueeiuiirieeiiieeie ettt et esite ettt e steestteebeeseesnbeesseesnseenseeenseenseennns

c. Hemoglobinopathy? ) (05=N0, I5Y€8) cuveeurieriierieeiiieeiietieeieeiteeiteette s e eteesateenbeeseaeeseesnaeenseessseenseas
C.1. SICKIE CEIL) (05N, Y ES) 1ouvriieiiiieeiieeeieeeeiee e ettt e et e e ettt e et e e estbeeeeaseeeaseesnsaeeensaeesasaeeeaseeennreeas

C.2. TRALASSEIMIAT .....eoiiiiiieiie ettt ettt ettt et e et e e s et e esbeesabeesseesseeenseessbeenseassseesaennsaans
d. Other Group 5 condition not listed above? (Specify Q16 and condition in Comments) ........c...ccuveenn...
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17. Did final PH classification change from parent study? (0=No, 1=Yes).....cccceevveerrrerveeueennen.

a. If yes, what is PH classification NOW? ........cccueeviiiiiiiiiiiieciee ettt e

1=WHO Group 1 5=WHO Group 5
2=WHO Group 2 6=Mixed (must complete Q17c-e
3=WHO Group 3 and Q18-Comments)

4=WHO Group 4
If response to_Q17=6=Mixed, please identify WHO Groups using the codes below:

1=WHO Group 1 4=WHO Group 4
2=WHO Group 2 5=WHO Group 5
3=WHO Group 3 8=Not applicable

b. What is the Primary WHO Group classification NOW?............ccceevieriienieniienienreeeeans
c. What is the Secondary WHO Group classification NOwW?...........ccceeeveererieencieeencneeenneenns
d. What is the Tertiary WHO Group classification NOW?...........cceevvevciieeriieesiieeenieeesveenns

If the status (comparator vs PH) or the WHO Group classification changed from the parent study the

PI needs to provide comments below.

18. Comments/Rationale (required). Continue on back of next page, if needed.

199. Username of physician* reviewing/completing this form .........................
(Username is the first 6 letters of physician's last name and first initial.)
*This should be the center PI or other study physician trained on the PVDOMICS protocol.

200. Date this form completed (Mm/dd/yyyy) «ccvveeeeveeeeereeeeireeeeieeeeree e, / /

201. Username of person reviewing completeness of this form ..........cccceeeeennnn.

Clinical Center Use Only
Date form entered (mm/dd/yyyy) / /




