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Editorial

7KLV�UHSRUW�RQ�WKH�)UHQFK�&\VWLF�)LEURVLV�5HJLVWU\�GDWD�FROOHFWHG�LQ������SUHVHQWV�D�GHWDLOHG�DQDO\VLV�RI�WKH�VLWXDWLRQ�RI�
SDWLHQWV�DW�WKH�GDZQ�RI�QHZ�WKHUDSHXWLF�PROHFXOHV�DFFHVVHV� 
$V�IRU�DQ\�UDUH�GLVHDVH��D�5HJLVWU\�LV�DQ�HVVHQWLDO�WRRO�IRU�SK\VLFLDQV��UHVHDUFKHUV�DQG�VWUDWHJ\��9DLQFUH�OD�0XFRYLVFLGRVH�
FRQILUPV�LWV�GHFLVLRQ�WR�LQYHVW�LQ�LW�DQG�KDV�EHHQ�PDQDJLQJ�LW�IRU�PRUH�WKDQ����\HDUV��IRU�WKH�XOWLPDWH�EHQHILW�RI�SDWLHQWV� 

7KH�5HJLVWU\�DV�DQ�HSLGHPLRORJLFDO�WRRO 

,Q�WKH�5HJLVWU\�ZHUH�LQFOXGHG������SDWLHQWV�LQ�����������RI�ZKRP�DUH�DGXOWV��7KLV�QHZ�HGLWLRQ�RI�WKH������$QQXDO�GDWD�
UHSRUW�FRQWDLQV�DQ�H[WUD�WDEOH�RQ�DW\SLFDO�IRUPV�LQ�$QQH[���� 

7KH�SHUFHQWDJH�RI�DGXOW�WUDQVSODQW�UHFLSLHQWV�UHPDLQV�VWDEOH����������,W�LQFUHDVHV�LQ�DEVROXWH�QXPEHU��������OHDGLQJ�WR�WKH�
GHYHORSPHQW�RI�D�VKDUHG�SRVW-WUDQVSODQW�IROORZ-XS�EHWZHHQ�WUDQVSODQW�DQG�&)�FHQWUHV�� 

$PRQJ�WKH���-���\HDUV�ROG�SDWLHQWV������KDYH�D�SURIHVVLRQDO�DFWLYLW\��6WXGHQWV�UHSUHVHQW�����RI�WKH���-���\HDUV�ROG�SD�
WLHQWV�DQG�������RI�DGXOWV�DUH�LQ�FRXSOH�UHODWLRQVKLSV�� 

7KH�5HJLVWU\��DQ�HVVHQWLDO�FOLQLFDO�UHVHDUFK�WRRO�IRU�PRQLWRULQJ�SDWLHQWV�ZKR�EHQHILW�IURP�QHZ�&)75�PRGXODWRUV 

7KH�QXPEHU�RI�SDWLHQWV�EHQHILWLQJ�IURP�LYDFDIWRU-OXPDFDIWRU��2UNDPEL���0DUNHWLQJ�$XWKRUL]DWLRQ�LQ�������LV�LQFUHDVLQJ��LW�LV�
SUHVFULEHG�IRU�����RI�SDWLHQWV�RU�DOPRVW�����RI�HOLJLEOH�SDWLHQWV�����\HDUV�DQG�RYHU��KRPR]\JRXV�)���GHO���7KH�DQDO\VLV�
RI�UHDO-OLIH�GDWD�� LQ�PRUH�WKDQ�����SDWLHQWV�ZKR�VWDUWHG�WKLV�WUHDWPHQW�LQ�������LV�XQGHUZD\�DV�SDUW�RI�D�VWXG\�FDUULHG�RXW�
XQGHU�WKH�DHJLV�RI�WKH�)UHQFK�&\VWLF�)LEURVLV�6RFLHW\� 

$PRQJ� WKH����RI�SDWLHQWV�RQ� LYDFDIWRU� �.DO\GHFR���0DUNHWLQJ�$XWKRUL]DWLRQ� LQ�������� WKRVH�FDUU\LQJ�D�*���'�PXWDWLRQ�
ZHUH�WKH�VXEMHFW�RI�DQ�REVHUYDWLRQDO�VWXG\�IXOO�RI�OHVVRQV� 

7KH�5HJLVWU\��D�SURVSHFWLYH�WRRO 

6RRQ��ZLWK�PRUH�DQG�PRUH�SDWLHQWV�EHQHILWLQJ�IURP�LQQRYDWLYH�WKHUDSHXWLF�DGYDQFHV�DQG�WKH�LQLWLDWLRQ�RI�&)75�PRGXODWRUV�
DW�HDUO\�DJH��WKH�IXWXUH�DQG�PDQDJHPHQW�RI�SDWLHQWV�ZLOO�XQGHUJR�SURIRXQG�WUDQVIRUPDWLRQV� 

&URVVLQJ� WKH�5HJLVWU\�DQG� WKH�1DWLRQDO�+HDOWK�'DWD�6\VWHP�PHGLFR-DGPLQLVWUDWLYH�GDWD�ZLOO�DOORZ�D�EHWWHU�GHVFULSWLRQ�RI�
FDUH�DQG�FRVWV�DVVRFLDWHG�ZLWK�F\VWLF�ILEURVLV�LQ�)UDQFH� 

$QWLFLSDWLQJ�FKDQJHV�LQ�FDUH�DQG�EHLQJ�SURDFWLYH�E\�DVNLQJ�WKH�SXEOLF�DXWKRULWLHV�IRU�DQ�DGDSWHG�FDUH�RIIHU��LQ�D�FRQWH[W�RI�
QHZ�ILQDQFLQJ�PHWKRGV�IRU�FKURQLF�GLVHDVHV��LV�DQ�LPSRUWDQW�LVVXH�IRU�WKH�F\VWLF�ILEURVLV�FRPPXQLW\� 

$FNQRZOHGJPHQW 

:H�ZRXOG�SDUWLFXODUO\�OLNH�WR�WKDQN�WKH�&)�FDUH�WHDPV��7KH������GDWD�FROOHFWLRQ�ZDV�DOO�WKH�PRUH�LPSRUWDQW�DV�WKH�DQQXDO�
VXUYH\�TXHVWLRQQDLUH�ZDV�HQULFKHG�ZLWK�PDQ\�LWHPV��:LWKRXW�WKHLU�LQYHVWPHQW��WKLV�DOPRVW�H[KDXVWLYH�DQG�TXDOLW\�5HJLVWU\�
FRXOG�QRW�H[LVW� 

7KH������VXUYH\�LQ�EULHI� 

-�D�QHZ�GDWD�FROOHFWLRQ�WRRO�WR�IDFLOLWDWH�GDWD�HQWU\

-�RQH�ILOH�SHU�SDWLHQW�DQG�WKHUHIRUH�WKH�HQG�RI�GRXEOH�HQWULHV�IRU�FHQWHUV

-�EHWWHU�KLVWRUL]DWLRQ�DQG�HDVLHU�DFFHVV�WR�GDWD

-�WKH�SRVVLELOLW\�RI�KRVWLQJ�QHZ�VWXGLHV��

7KHVH�FKDQJHV�DUH�SDUW�RI�WKH�GHSOR\PHQW�RI�WKH�(SL0XFR�SODWIRUP��7KLV�SURMHFW�DLPV�WR�IDFLOLWDWH�DFFHVV��LQWHURSHUDELOLW\�
DQG�UHXVH�RI�KHDOWK�GDWD�FROOHFWHG�LQ�WKH�FRQWH[W�RI�FOLQLFDO�DQG�HSLGHPLRORJLFDO�VWXGLHV�FDUULHG�RXW�RQ�SDWLHQWV�LQ�)UDQFH� 
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Cystic Fibrosis 
&\VWLF�ILEURVLV�LV�D�KHUHGLWDU\�GLVHDVH�ZLWK�DXWRVRPDO�UHFHVVLYH�WUDQVPLVVLRQ��RQO\�VXEMHFWV�ZKR�KDYH�LQKHULWHG�WZR�PX�
WDWLRQV�–�RQH�IURP�WKH�IDWKHU��WKH�RWKHU�IURP�WKH�PRWKHU�–�DUH�DIIHFWHG� 

7KH�JHQH�UHVSRQVLEOH�IRU�WKH�GLVHDVH��FDOOHG�&)75��&\VWLF�)LEURVLV�7UDQVPHPEUDQH�&RQGXFWDQFH�5HJXODWRU��ZDV�LGHQ�
WLILHG�LQ�������,W�LV�ORFDWHG�RQ�WKH�ORQJ�DUP�RI�FKURPRVRPH�����T����DQG�FRGHV�IRU�WKH�&)75�SURWHLQ��D�SURWHLQ�LQYROYHG�
LQ� WKH� UHJXODWLRQ�RI�FKORULGH� LRQ� WUDQVSRUW� DFURVV� WKH�FHOO�PHPEUDQH��7R�GDWH��PRUH� WKDQ�������PXWDWLRQV�KDYH�EHHQ�
LGHQWLILHG��WKH�PRVW�FRPPRQ��DERXW�����RI�SDWLHQWV��EHLQJ�)���GHO� 

%HIRUH� LPSOHPHQWDWLRQ�RI� WKH�V\VWHPDWLF�QHZERUQ�VFUHHQLQJ�SURJUDP��WKH�PRVW�FRPPRQ�FRQWH[W� IRU�GLDJQRVLV�ZDV�DV�
IROORZV��FOLQLFDO� V\PSWRPV� �PHFRQLXP� LOHXV�� VWHDWRUUKRHD��EURQFKLDO� REVWUXFWLRQ�� UHFXUUHQW� UHVSLUDWRU\� LQIHFWLRQV��� FRQ�
ILUPHG� E\� DQ� HOHYDWHG� VZHDW� FKORULGH� LRQV� FRQFHQWUDWLRQ�� 7KLV�ZRXOG� EH� IROORZHG� E\�PROHFXODU� DQDO\VLV� RI� WKH�&)75�
JHQH�DQG�LGHQWLILFDWLRQ�RI�WKH�GLVHDVH�FDXVLQJ�PXWDWLRQV� 

1HZERUQ�VFUHHQLQJ�KDV�EHHQ�V\VWHPDWLF�LQ�)UDQFH�DQG�WKH�)UHQFK�RYHUVHDV�WHUULWRULHV�VLQFH�������7KH�VFUHHQLQJ�WHFK�
QLTXH�XVHV�PHDVXUHPHQW�RI�LPPXQRUHDFWLYH�WU\SVLQ��,57��LQ�WKH�EORRG�DW�DJH���GD\V�DQG�GHWHFWLRQ�RI�WKH�PRVW�IUHTXHQW�
&)75�PXWDWLRQV�����WKHQ����XS�WR��������������7KH�,57�SURWHLQ�LV�PRUH�DEXQGDQW�ZKHQ�WKHUH�LV�SDQFUHDWLF�DEQRUPDOLW\�
GXULQJ�IRHWDO�OLIH�DQG�LQ�WKH�ILUVW�IHZ�PRQWKV�RI�OLIH��0HDVXULQJ�,57�FRQFHQWUDWLRQV�HQDEOHV�����RI�QHZERUQ�FKLOGUHQ�ZLWK�
F\VWLF�ILEURVLV�WR�EH�GHWHFWHG��WKRXJK�WKH�WHVW�LV�QRW�VSHFLILF�HQRXJK��LW�SLFNV�RXW�VRPH�FKLOGUHQ�ZKR�GR�QRW�KDYH�F\VWLF�
ILEURVLV��DQG�LV�WKHUHIRUH�OLQNHG�ZLWK�D�PROHFXODU�DQDO\VLV� 

$IWHU�ORRNLQJ�IRU�WKH�PDLQ�&)75�PXWDWLRQV��)���GHO�DQG�DERXW�WKLUW\�RWKHUV���WKUHH�VLWXDWLRQV�FDQ�DULVH� 
–� WZR�PXWDWLRQV�DUH� LGHQWLILHG��7KH�QHZERUQ�EDE\�DQG� LWV�SDUHQWV�DUH�DVNHG� WR� YLVLW� D�F\VWLF� ILEURVLV� FDUH� FHQWUH�
�&5&0�-�&HQWUH�GH�5HVVRXUFHV�HW�GH�&RPSpWHQFHV�GH�OD�0XFRYLVFLGRVH��WR�FRQILUP�WKH�GLDJQRVLV�EDVHG�RQ�D�FOLQL�
FDO�DVVHVVPHQW�DQG�D�SRVLWLYH�VZHDW�WHVW��DQG�WR�LQLWLDWH�WKH�QHFHVVDU\�WUHDWPHQW�DQG�PRQLWRULQJ��
–�D�VLQJOH�PXWDWLRQ� LV� LGHQWLILHG� �WKH�SUREDELOLW\�RI�QRW� LGHQWLI\LQJ�D�VHFRQG�PXWDWLRQ� LV�DURXQG�������$�VZHDW� WHVW�
PXVW�EH�FDUULHG�RXW�LQ�D�VSHFLDOLVHG�FHQWUH��,I�WKH�WHVW�LV�SRVLWLYH��WKH�FKLOG�LV�WUHDWHG�LQ�WKH�VDPH�ZD\�DV�WKH�SUHYLRXV�
JURXS��,I�QHJDWLYH�� LQIRUPDWLRQ�FRQFHUQLQJ�WKH�KHWHUR]\JRXV�QDWXUH�RI�WKH�QHZERUQ�ZLOO�EH�JLYHQ�WR�WKH�SDUHQWV�GX�
ULQJ�JHQHWLF�FRXQVHOOLQJ��
–�WKH�'��,57�OHYHO� LV�KLJK�DQG�QR�PXWDWLRQ�LV�IRXQG��RU�SDUHQWV�UHIXVHG�JHQHWLQJ�WHVWLQJ���$�VHFRQG�EORWWLQJ�SDSHU�
VDPSOH�WHVW�LV�FDUULHG�RXW�DW�DJH����GD\V��,I�D�UDLVHG�,57�OHYHO�SHUVLVWV�DW�'����WKH�FKLOG�LV�UHIHUUHG�WR�D�VSHFLDOLVHG�
FHQWUH�IRU�DQ�DGGLWLRQDO�DVVHVVPHQW��VZHDW�WHVW��

$�VZHDW�WHVW�JLYLQJ�DQ�LQWHUPHGLDWH�YDOXH�KDV�WR�EH�UHSHDWHG� 

,Q�&)�� IXQFWLRQDO�DEQRUPDOLWLHV�RFFXU� LQ� WKH�GLJHVWLYH� WUDFW�� UHVSLUDWRU\� WUDFW��VZHDW�JODQGV�DQG�JHQLWDO� WUDFW��7KLV�ZLGH�
UDQJH�RI�DEQRUPDOLWLHV�LV�DVVRFLDWHG�ZLWK�D�EURDG�VSHFWUXP�RI�FOLQLFDO�H[SUHVVLRQ��ERWK�UHJDUGLQJ�WKH�DJH�ZKHQ�WKH�ILUVW�
V\PSWRPV�DSSHDU�DQG� WKHLU�VXEVHTXHQW�HYROXWLRQ��7KH�VHYHULW\�RI� UHVSLUDWRU\�V\PSWRPV�DIIHFWV� OLIH�H[SHFWDQF\� LQ� WKH�
PDMRULW\�RI�FDVHV� 

/LIHORQJ�WUHDWPHQW�LV�WLPH�FRQVXPLQJ��GHPDQGLQJ�DQG�DLPHG�DW�V\PSWRPDWLF�UHOLHI��,W�LV�HVVHQWLDOO\�EDVHG�RQ�UHVSLUDWRU\�
�SK\VLRWKHUDS\��LQKDOHG��DQWLELRWLF�WUHDWPHQW��R[\JHQ�WKHUDS\���GLJHVWLYH�DQG�QXWULWLRQDO�PDQDJHPHQW��SDQFUHDWLF�HQ]\PH�
VXSSOHPHQWV�DQG�D�K\SHUFDORULF�GLHW���/XQJ� WUDQVSODQWDWLRQ� LV� WKH� ODVW� UHVRUW� LQ�FDVH�RI�HQG�VWDJH�UHVSLUDWRU\�GLVHDVH��
'XULQJ�WKH�ODVW� IHZ�\HDUV��QHZ�WKHUDSLHV�WDUJHWLQJ�VRPH�&)75�PXWDWLRQV��&)75�PRGXODWRUV�RU�FRUUHFWRUV�� LPSDFW�WKH�
FDXVDWLYH�PHFKDQLVP�RI�WKH�GLVHDVH��3DWLHQW�HGXFDWLRQ�LV�DQ�LQWHJUDO�SDUW�RI�FDUH� 
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The French Cystic Fibrosis Registry 

2EMHFWLYHV 

,Q������� WKH�PHGLFDO�&RXQFLO�RI� WKH�DVVRFLDWLRQ�9DLQFUH� OD�0XFRYLVFLGRVH��VHW�XS�D�QDWLRQDO�F\VWLF� ILEURVLV�REVHUYDWRU\��
WKH�2EVHUYDWRLUH�QDWLRQDO�GH�OD�PXFRYLFLGRVH��210���ZLWK�WKH�IROORZLQJ�REMHFWLYHV� 

– LPSURYLQJ�NQRZOHGJH�RQ�PHGLFDO�DQG�VRFLDO�FKDUDFWHULVWLFV�

– JDLQLQJ�D�EHWWHU�XQGHUVWDQGLQJ�RI�WKH�VRFLRHFRQRPLF�FRVW�RI�WKLV�GLVHDVH�ZLWK�D�YLHZ�WR�REWDLQLQJ�VXIILFLHQW�UHVRXUFHV�
WR�FRYHU�FRQVWDQWO\�JURZLQJ�QHHGV

–� LPSURYLQJ�LQIRUPDWLRQ�DYDLODEOH�WR�KHOS�ERWK�SDUHQWV�DQG�SDWLHQWV�LQ�WKHLU�SHUVRQDO�FKRLFHV��DQG�LQVWLWXWLRQDO�SDUWQHUV�
LQ�VWUDWHJLF�GHFLVLRQV 

–� KHOSLQJ�UHVHDUFK�E\�IDFLOLWDWLQJ�SUH-VHOHFWLRQ�RI�SDWLHQWV�HOLJLEOH�IRU�FOLQLFDO�WULDOV�

–� HYDOXDWLQJ�WKH�LPSDFW�RI�WKHUDSHXWLFV�DQG�IDFLOLWDWH�DFFHVV�WR�QHZ�WUHDWPHQWV

&RYHULQJ�WKH�HQWLUH�SRSXODWLRQ�RI�SDWLHQWV�LQ�)UDQFH��KDV�VLQFH�EHHQ�DGGHG�WR�WKH�LQLWLDO�REMHFWLYHV��7KH�SDWLHQW�RUJDQL]DWLRQ�
KDV�WKHUHIRUH�WUDQVIRUPHG�WKH�210�LQWR�D�QDWLRQDO�F\VWLF�ILEURVLV�UHJLVWU\��7KLV�LQLWLDWLYH�ZDV�DSSURYHG�LQ�-XO\������E\�WKH�
&RPPLWWHH�IRU�3URWHFWLRQ�RI�3HUVRQDO�'DWD�LQ�0HGLFDO�5HVHDUFK�DQG�LQ�0DUFK������E\�WKH�'DWD�3URWHFWLRQ�$JHQF\��$W�WKH�
HQG�RI������DQG�WKHQ�LQ������DQG�������WKH�UHJLVWU\�ZDV�FHUWLILHG�E\�WKH�1DWLRQDO�&RPPLWWHH�RI�5DUH�'LVHDVH�5HJLVWULHV� 

3RSXODWLRQ�DQG�GDWD 

7KH�SRSXODWLRQ� LV� FRPSRVHG�RI� SHRSOH�ZLWK� F\VWLF� ILEURVLV� IROORZHG� LQ� WKH�)UHQFK�&)�FDUH� FHQWUHV� �PHWURSROLWDQ�)UDQFH��
5HXQLRQ� ,VODQG�DQG�*XDGHORXSH���'DWD�DUH�FROOHFWHG�RQFH�D�\HDU�E\�PHDQV�RI�DQ�H-&5)��SDSHU�TXHVWLRQQDLUH�RU�H[SRUW�
IURP�HOHFWURQLF�PHGLFDO� UHFRUGV��7KH\� UHIHU� WR� WKH�SUHYLRXV� \HDU�DQG� LQFOXGH� VHPL-DQRQ\PRXV�SDWLHQW� LGHQWLILFDWLRQ�� GLD�
JQRVLV��PHGLFDO�IROORZ-XS��WUHDWPHQWV��DQWKURSRPHWU\��UHVSLUDWRU\�IXQFWLRQ��PLFURELRORJ\��HYROXWLRQ�RI�WKH�FRQGLWLRQ�DQG�VR�
FLDO�DQG�IDPLO\�VLWXDWLRQ��7KHPDWLF�TXHVWLRQQDLUHV�FROOHFW�GDWD�RQ�SUHJQDQFLHV��%XUNKROGHULD�&HSDFLD�FRPSOH[�DQG�UHODWHG��
DQG�LQFOXVLRQ�LQ�FOLQLFDO�WULDOV�� 

'DWD�XVH 

6WDWLVWLFDO�DQDO\VLV�LV�SHUIRUPHG�RQ�DQRQ\PL]HG�GDWD��8QOHVV�RWKHUZLVH�LQGLFDWHG��WKH�UHVXOWV�SUHVHQWHG�KHUHDIWHU�UHODWH�WR�
WKH�SRSXODWLRQ�VHHQ�GXULQJ�WKH�\HDU������� 

'DWD�IURP�GLIIHUHQW�FHQWHUV�DUH�QRZ�HQWHUHG�LQ�RQH�ILOH�SHU�SDWLHQW��WKXV�DOORZLQJ�EHWWHU�GDWD�H[KDXVWLYHQHVV�DQG�TXDOLW\� 

0LVVLQJ�GDWD�ZHUH�FRQVLGHUHG�DQ�DEVHQFH�RI�HYHQW��VRPH�SHUFHQWDJHV�FDQ�WKHUHIRUH�EH�XQGHUHVWLPDWHG� 

'DWD�DQDO\VLV 

$G�KRF�VWXGLHV�RQ�YDULRXV�WKHPHV�DUH�FRQGXFWHG�RQ�WKH�5HJLVWU\�GDWD��6RPH�DUH�WKH�VXEMHFW�RI�SXEOLFDWLRQV�DQG�FRPPXQL�
FDWLRQV�DW�LQWHUQDWLRQDO�FRQJUHVVHV� 

7KH�)UHQFK�5HJLVWU\�VHQGV�DQRQ\PLVHG�GDWD�WR�WKH�(XURSHDQ�&\VWLF�)LEURVLV�3DWLHQW�5HJLVWU\�LQ�RUGHU�WR�DOORZ�D�ZLGHU�XVH�
RI�WKH�GDWD�DORQJ�ZLWK�RWKHU�FRXQWULHV��&RPSDULVRQV�EHWZHHQ�LQGLFDWRUV�IURP�QDWLRQDO�UHJLVWULHV�PXVW�EH�PDGH�ZLWK�FDXWLRQ�
GXH�WR�QXPHURXV�ELDVHV�OLQNHG�LQ�SDUWLFXODU�WR�WKH�LPSDFW�RI�QHRQDWDO�VFUHHQLQJ��WUDQVSODQWDWLRQ��VRFLR-HFRQRPLF�VWDWXV�EXW�
DOVR�WR�FRPSOLDQFH�ZLWK�WKH�PHDVXUHPHQW�JXLGHOLQHV��SRSXODWLRQ�UHIHUHQFHV�DQG�VWDWLVWLFDO�OLPLWV��LQ�SDUWLFXODU�LQ�WKH�HYHQW�RI�
DQ�LQVXIILFLHQW�QXPEHU�RI�SDWLHQWV�LQ�DQ�DJH�JURXS� 
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)UHQFK�&)�5HJLVWU\�'DWD�5HSRUW����� 

1. Demographics
Characteristics of the population 

)LJXUH������(YROXWLRQ�RI�WKH�QXPEHU�RI�SDWLHQWV�VLQFH����� 

7DEOH������$QQXDO�HYROXWLRQ�RI�WKH�PDLQ�LQGLFDWRUV 


3DWLHQWV�ZKRVH�YLWDO�VWDWXV�LV�NQRZQ��ZKHWKHU�WKH\�YLVLWHG�RU�QRW�D�&)�FDUH�FHQWUH� 



5HIHUHQFH�SDWLHQWV�IRU�WKLV�UHSRUW��H[FHSWHG�IRU�VXUYLYDO� 

1RWH��SDWLHQWV�ZLWK�XQFRQILUPHG�RU�ZLWKGUDZQ�GLDJQRVLV��1 ����ZHUH�H[FOXGHG�IURP�WKH�DQDO\VLV� 

<HDUV�RI�IROORZ-XS 

 ,QGLFDWRUV ���� ���� ���� ���� ���� ���� ���� ���� ���� ���� 

$OO�SDWLHQWV
 ���� ���� ���� ���� ���� ���� ���� ���� ���� ���� 

3DWLHQWV�VHHQ�GXULQJ�WKH�
\HDU

 

���� ���� ���� ���� ���� ���� ���� ���� ���� ���� 

&KLOGUHQ ���� ���� ���� ���� ���� ���� ���� ���� ���� ���������� ��� 

$GXOWV ���� ���� ���� ���� ���� ���� ���� ���� ���� ���������� ��� 

2YHU����\HDUV ��� ��� ��� ��� ��� ��� ��� ��� ��� ��������� ��� 

0HQ ���� ���� ���� ���� ���� ���� ���� ���� ���� ���������� ��� 

:RPHQ ���� ���� ���� ���� ���� ���� ���� ���� ���� ���������� ��� 

0HDQ�DJH��\HDUV� ���� ���� ���� ���� ���� ���� ���� ���� ���� ���� 

0HGLDQ�DJH��\HDUV� ���� ���� ���� ���� ���� ���� ���� ���� ���� ���� 

0LQLPXP�DJH��\HDUV� ��� ��� � ��� � ��� ��� ��� � ��� 

0D[LPXP�DJH��\HDUV� ���� ���� ���� �� ���� ���� ���� ���� ���� ���� 

���� 

���� 

���� 

���� 

���� 

��� 

���� 

���� 

���� 

���� 

��� 

���� 

French CF Registry - Annual Data Report 2017 

French CF Registry - Annual Data Report 2017 

����� 

����� 

����� 

����� 
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)UHQFK�&)�5HJLVWU\�'DWD�5HSRUW����� 

1. Demographics
Characteristics of the population 

7KH�VKRUW� EDU� FRUUHVSRQGLQJ� WR� FKLOGUHQ�ERUQ� LQ������KDV�EHHQ� YDOLGDWHG�ZLWK� WKH�QHZERUQ� VFUHHQLQJ�SURJUDP�GDWD��7R�GDWH�
WKHUH�LV�QR�FOHDU�H[SODQDWLRQ� 

7DEOH������&KDUDFWHULVWLFV�RI�WKH�SRSXODWLRQ��E\�VH[�DQG�DJH 

)LJXUH������3RSXODWLRQ�S\UDPLG� 

���� ���� ���� 

&KDUDFWHULVWLFV 0HQ :RPHQ 0HQ :RPHQ 0HQ :RPHQ 

3DWLHQWV�VHHQ�GXULQJ�WKH�\HDU ���� ���� ���� ���� ���� ���� 

&KLOGUHQ ���� ���� ���� ���� ���� ���� 

$GXOWV ���� ���� ���� ���� ���� ���� 

0HDQ�DJH��\HDUV� ���� ���� ���� ���� ���� ���� 

0HGLDQ�DJH��\HDUV� ���� ���� ���� ���� ���� ���� 

French CF Registry - Annual Data Report 2017 

French CF Registry - Annual Data Report 2017 
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)UHQFK�&)�5HJLVWU\�'DWD�5HSRUW����� 

1. Demographics
Location by type of centre 

1RWHV � �D��3DWLHQWV�YLVLWLQJ�DW�OHDVW���&)�FHQWUHV�GXULQJ�WKH�\HDU�ZHUH�RQO\�FRXQWHG�LQ�WKH�RQH�ZLWK�WKH�KLJKHVW�QXPEHU�RI�YLVLWV 
�E� ,QFOXGLQJ���SDWLHQW�DOVR�VHHQ�E\�D�&)�FHQWUH 
�F� ,QFOXGLQJ���SDWLHQWV�DOVR�VHHQ�E\�D�&)�FHQWUH� 


�&DVHV�ZKHQ�D�FKLOG¶V�IROORZ�XS�LV�PDGH�E\�DQ�DGXOW�FHQWUH�RU�YLFH�YHUVD�DUH�YHU\�UDUH� 

7DEOH������3DWLHQWV¶�FKDUDFWHULVWLFV�E\�W\SH�RI�FHQWUH 

3DWLHQWV¶�FKDUDFWHULVWLFV $JH�RI�SDWLHQWV��\HDUV� 

 7\SHV�RI�FHQWUHV 1E� 1E��D� � 
 0HDQ�QE�
E\�FHQWUH 

0LQ
 0D[
 0HDQ 0HGLDQ 
,QWHU-�
TXDUWLOH 

&5&0V 

3DHGLDWULF� �� ���� ���� ����� ��� ���� ���� ���� ��� 

$GXOW� �� ���� ���� ����� ���� ���� ���� ���� ���� 

3DHGLDWULF�$GXOW� �� ���� ���� ����� ��� ���� ���� ���� ���� 

6XEWRWDO �� ���� ���� ����� ��� ���� ���� ���� ���� 

2WKHU�FHQWUHV 

3DHGLDWULF� � ����E� ��� ��� ��� ���� ��� ��� ��� 

3DHGLDWULF�$GXOW� � �� ��� ���� ��� ���� ���� ��� ��� 

2WKHU�&HQWUHV � ����F� ��� ���� ���� ���� ���� ���� ���� 

6XEWRWDO � �� ��� ���� ��� ���� ���� ���� ���� 

7RWDO �� ���� ��� ����� ��� ���� ���� ���� ���� 

French CF Registry - Annual Data Report 2017 
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)UHQFK�&)�5HJLVWU\�'DWD�5HSRUW����� 

1. Demographics
Geographical location 

0DS������3UHYDOHQFH�RI�F\VWLF�ILEURVLV�E\�© GpSDUWHPHQW ª�RI�UHVLGHQFH��QXPEHU�RI�SD�
WLHQWV�IRU���������LQKDELWDQWV� 

0DS������/RFDOLVDWLRQ�RI�WKH�SDWLHQWV�E\�© GpSDUWHPHQW ª�RI�UHVLGHQFH��DEVROXWH�QXP�
EHUV� 

1E�RI�SDWLHQWV�IRU���������
LQKDELWDQWV 

>�������> 

>�������> 

>�������> 

>��������> 

>���������> 

>���������> 

French CF Registry - Annual Data Report 2017 

1E�RI�SDWLHQWV 

French CF Registry - Annual Data Report 2017 
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)UHQFK�&)�5HJLVWU\�'DWD�5HSRUW����� 

<HDUV�RI�IROORZ-XS 

,QGLFDWRUV ���� ���� ���� ���� ���� ���� ���� ���� ���� ���� ���� 

1XPEHU�RI�GHDWKV �� �� �� �� �� �� �� �� �� �� ��
 

-�LQFOXGLQJ�WUDQVSODQWHG�SDWLHQWV �� �� �� �� �� �� �� �� �� �� �� 

&UXGH�GHDWK�UDWH��SHU������ ���� ���� ���� ���� ���� ��� ��� ���� ��� ��� ��� 

0HDQ�DJH��\HDUV� ���� ���� ���� ���� ���� ���� ���� ���� ���� ���� ���� 

0HGLDQ�DJH��\HDUV� ���� ���� ���� ���� ���� ���� ���� ���� ���� ���� ���� 

0LQLPXP�DJH��\HDUV� ��� ��� ��� ��� ��� ��� ��� ��� ��� ��� ��� 

0D[LPXP�DJH��\HDUV� ���� ���� ���� ���� ���� ���� ���� ���� ���� ���� ���� 

2. Mortality
Characteristics 

)LJXUH������$QQXDO�QXPEHU�RI�GHDWKV�VLQFH����� 

7DEOH������0RUWDOLW\�FKDUDFWHULVWLFV� 


���RXW�RI�WKH����ZHUH�QRW�VHHQ�E\�D�&)�FHQWHU�LQ������ 

French CF Registry - Annual Data Report 2017 

French CF Registry - Annual Data Report 2017 
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)UHQFK�&)�5HJLVWU\�'DWD�5HSRUW����� 

2. Mortality
Survival analysis 

)LJXUH������6XUYLYDO�FXUYHV�E\�ELUWK�FRKRUW��.DSODQ-0HLHU�PHWKRG�� 

8QWLO�WKH�DJH�RI����WKHUH�LV�QR�GLIIHUHQFH�LQ�VXUYLYDO�EHWZHHQ�WKH�GLIIHUHQW�ELUWK�FRKRUWV� 

$IWHU�WKLV�DJH��D�GLIIHUHQFH�LQ�VXUYLYDO�EHWZHHQ�WKH�WZR�ROGHVW�FRKRUWV������-�����DQG�����-������DSSHDUV��DQG�WKLV�
GLIIHUHQFH�LV�VWDWLVWLFDOO\�VLJQLILFDQW��/RJ-5DQN�WHVW  �������S   ������ 

6XUYLYDO�DQDO\VLV�E\�VH[�LV�DYDLODEOH�RQ�DQQH[��� 

,Q�RUGHU�WR�VKRZ�WKH�HYROXWLRQ�RI�KHDOWK�VWDWXV�RI�WKH�SDWLHQWV��D�VXUYLYDO�DQDO\VLV�ZDV�SHUIRUPHG�RQ���ELUWK�FRKRUWV��WKH�
QXPEHUV�RI�SDWLHQWV�DQG�RI�GHDWKV�DUH� 

· %LUWKV�IURP������WR�������LQ������WKLV�FRKRUW�ZDV�IROORZHG�GXULQJ����\HDUV�PD[LPXP�������SDWLHQWV������
GHDWKV

· %LUWKV�IURP������WR�������PD[LPXP����\HDUV�RI�IROORZ�XS��������SDWLHQWV�����GHDWKV
· %LUWKV�IURP������WR�������PD[LPXP����\HDUV�RI�IROORZ�XS��������SDWLHQWV�����GHDWKV
· %LUWKV�IURP������WR�������PD[LPXP����\HDUV�RI�IROORZ�XS�������SDWLHQWV����GHDWKV
· %LUWKV�IURP������WR�������PD[LPXP���\HDUV�RI�IROORZ�XS�������SDWLHQWV����GHDWKV

French CF Registry - Annual Data Report 2017 
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)UHQFK�&)�5HJLVWU\�'DWD�5HSRUW����� 

3. Pregnancy - Paternity

)LJXUH������$QQXDO�QXPEHU�RI�HDUO\�SUHJQDQFLHV��HYROXWLRQ�VLQFH����� 

7DEOH������(DUO\�SUHJQDQF\�FKDUDFWHULVWLFV 

&KDUDFWHULVWLFV ���� ���� ���� ���� ���� ���� ���� ���� ���� 

1XPEHU�RI�HDUO\�SUHJQDQFLHV �� �� �� �� �� �� �� �� �� 

3UHJQDQF\�UDWHV�LQ�ZRPHQ�DJHG�
���WR����\HDUV��IRU������ 

���� ���� ���� ���� ���� ���� ���� ���� ���� 

0HDQ�DJH�DW���VW�'HFHPEHU�RI�WKH�
\HDU�RI�HDUO\�SUHJDQF\ 

���� �� ���� ���� ���� ���� ���� ���� ���� 

1XPEHU�RI�OXQJ�WUDQVSODQWHG�ZR�
PHQ�VWDUWLQJ�D�SUHJQDQF\ 

� � � � � � � � � 

���� 

�� 

���� 

���� 

� 

���� 

�� 

���� 

���� 

� 

���� 

�� 

���� 

���� 

� 

* 

French CF Registry - Annual Data Report 2017 

French CF Registry - Annual Data Report 2017 

2I�WKH����HDUO\�SUHJQDQFLHV�LQ����������UHVXOWHG�LQ�D�ELUWK��LQ������RU������� 
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)UHQFK�&)�5HJLVWU\�'DWD�5HSRUW����� 

3. Pregnancy - Paternity

7DEOH������3DWHUQLWLHV 

&KDUDFWHULVWLFV� 1 3URSRUWLRQ���� 

1XPEHU�RI�SDWHUQLWLHV��LQFOXGLQJ� �� 

�����-�1DWXUDO�IDWKHU � ��� 

�����-�0HGLFDOO\�DVVLVWHG�UHSURGXFWLRQ��LQFOXGLQJ� �� ���� 

������������,QWUDF\WRSODVPLF�6SHUP�,QMHFWLRQ���LQ�YLWUR�IHUWLOL]DWLRQ� �� ���� 

������������$UWLILFLDO�LQVHPLQDWLRQ�ZLWK�VSHUP�GRQRU� � ��� 

French CF Registry - Annual Data Report 2017 

1RWH��SUHFLVLRQ�RQ�SDWHUQLW\�ZDV�PLVVLQJ�IRU�RQH�SDWLHQW�� 
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)UHQFK�&)�5HJLVWU\�'DWD�5HSRUW����� 

4. Diagnosis
Main characteristics 

1   �������QXPEHU�RI�SDWLHQWV�ZKRVH�DJH�DW�GLDJQRVLV�LV�NQRZQ�� 

)LJXUH������1XPEHU�RI�SDWLHQWV�DQG�FXPXODWLYH�SHUFHQWDJH�RI�SDWLHQWV�E\�DJH�DW�
GLDJQRVLV 

French CF Registry - Annual Data Report 2017 
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)UHQFK�&)�5HJLVWU\�'DWD�5HSRUW����� 

&KDUDFWHULVWLFV ���� 

$//�3$7,(176 

3DWLHQWV�ZKRVH�DJH�DW�GLDJQRVLV�LV�NQRZQ�-�1�����
 ������������ 

$JH�DW�GLDJQRVLV� 

-�0HGLDQ�DJH��PRQWKV� ��� 

-�0HDQ�DJH��\HDUV� ��� 

-�0LQLPXP�DJH��\HDUV� � 

-�0D[LPXP�DJH��\HDUV� �� 

1(:�3$7,(176�',$*126('�'85,1*�7+(�<($5� 

1XPEHU�RI�SDWLHQWV 

1HZ�SDWLHQWV�-�1���� �������� �� 

-�,QFOXGLQJ������QHZERUQ�SDWLHQWV�-�1 ��� 

$JH�DW�GLDJQRVLV� 

-�0HGLDQ�DJH��PRQWKV� ��� 

-�0HDQ�DJH��\HDUV� ��� 

-�0LQLPXP�DJH��\HDUV� � 

-�0D[LPXP�DJH��\HDUV� �� 

&RQWH[W�RI�GLDJQRVLV 

���6FUHHQHG�SRVLWLYH�QHZERUQV��1%6� ��� 

-�LQFOXGLQJ�3UHQDWDO�GLDJQRVLV��-�1���� ������ �� 

-�LQFOXGLQJ�0HFRQLXP�LOHXV�-�1���� �������� �� 

���'LDJQRVLV�RQ�V\PSWRPV��1%6�H[FOXGHG� �� 

-�LQFOXGLQJ�0HFRQLXP�LOHXV�-�1���� ������ �� 

-�LQFOXGLQJ�6\PSWRPV��RWKHU�WKDQ�0,��-�1���� �������� �� 

-�0HDQ�DJH�DW�GLDJQRVLV��\HDUV� ���� 

4. Diagnosis
Main characteristics 

$PRQJ� WKH�����QHZ�SDWLHQWV������ZHUH�ERUQ� LQ�������7KH�PHWKRG�XVHG� WR�FRPSLOH� WKLV� UHSRUW� �SDWLHQWV�VHHQ� LQ�D�FDUH�
FHQWUH� LQ�������PHDQV�WKDW� LQIDQWV�ERUQ� LQ������DQG�VHHQ�IRU� WKH�ILUVW� WLPH� LQ������DUH�QRW� LQFOXGHG�\HW��)RU� LQIRUPDWLRQ�
SXUSRVHV�RQO\�����QHZERUQV�LQ������ZHUH�GLDJQRVHG�LQ������WKURXJK�QHRQDWDO�VFUHHQLQJ��,Q�WKH������DJH�S\UDPLGH��WKH�
QXPEHU�RI�SDWLHQWV�DJHG���ZDV�����DQG�VKRXOG�KDYH�EHHQ������� ���� 

7KH�QXPEHU�RI�SDWLHQWV�GLDJQRVHG�E\�QHRQDWDO� VFUHHQLQJ� ������JLYHQ� LQ� WKLV� UHSRUW� LV�QRW� WKH�DFWXDO�QXPEHU� IRU�)UDQFH�
GXULQJ�WKH�\HDU��EXW�UHSUHVHQWV�WKH�SDWLHQWV� IRU�ZKRP�VFUHHQLQJ�UHVXOWHG�LQ�GLDJQRVLV�� ,W�H[FOXGHV�SDWLHQWV� IRU�ZKRP�WKH�
GLDJQRVLV�ZDV�PDGH�EHIRUH�WKH�UHVXOW�RI�VFUHHQLQJ�� 

7DEOH������'LDJQRVLV�FKDUDFWHULVWLFV 

French CF Registry - Annual Data Report 2017 
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)UHQFK�&)�5HJLVWU\�'DWD�5HSRUW����� 

4. Diagnosis
Diagnosis signs 

�D� &KURQLF�GLDUUKRHD���6WHDWRUUKRHD���0DODEVRUSWLRQ 
�E��*URZWK�UHWDUGDWLRQ���0DOQXWULWLRQ 

)DPLO\�KLVWRU\ 

1HRQDWDO�VFUHHQLQJ 

&KURQLF�GLDUUKRHD��D� 

0HFRQLXP�LOHXV 

*URZWK�UHWDUGDWLRQ��E� 

5HVSLUDWRU\�V\PSWRPV 

French CF Registry - Annual Data Report 2017 

)LJXUH������'LDJQRVLV�VLJQV��PRVW�IUHTXHQW�RQHV�� 
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)UHQFK�&)�5HJLVWU\�'DWD�5HSRUW����� 

4. Diagnosis
Diagnosis signs 

)LJXUH������'LDJQRVLV�VLJQV��OHVV�IUHTXHQW�RQHV� 

�F��/LYHU�GDPDJH���-DXQGLFH���3RUWDO�K\SHUWHQVLRQ� 
�G��'HK\GUDWLRQ���(OHFWURO\WH�LQEDODQFH 

French CF Registry - Annual Data Report 2017 
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)UHQFK�&)�5HJLVWU\�'DWD�5HSRUW����� 

Registre français de la mucoviscidose 2015

4. Diagnosis
Genotypes 

0XWDWLRQV 1XPEHU�RI�SDWLHQWV�
 3URSRUWLRQ���� 

��)���GHO ���� ���� 

*���; ��� ��� 

1����. ��� ��� 

������*-!$ ��� ��� 

5���+ ��� ��� 

����-�*-!$ ��� ��� 

5���; ��� ��� 

*���' ��� ��� 

:����; �� ��� 

�������NE&-!7 �� ��� 

/���: �� ��� 

,���GHO �� ��� 

����-��$-!* �� ��� 

'����+ �� ��� 

<���; �� ��� 

�����*-!7 �� ��� 

����$$-!* �� ��� 

5���3 �� ��� 

5����; �� ��� 

������*-!$ �� ��� 

<����; �� ��� 

5���: �� ��� 

*��( �� ��� 

����GHO& �� ��� 

$���( �� ��� 

5���+ �� ��� 

6���/ �� ��� 

����GHO7 �� ��� 

��������NE$-!* �� ��� 

���GHO77 �� ��� 

5����& �� ��� 

(��; �� ��� 

:���; �� ��� 

�����*-!7 �� ��� 

6����1 �� ��� 

����GHO7$ �� ��� 

/���) �� ��� 

5��: �� ��� 

(���; �� ��� 

4���; �� ��� 

7DEOH������3UHYDOHQFH�RI�WKH����PRVW�FRPPRQ�PXWDWLRQV� 


�:LWK�DW�OHDVW�RQH�FRS\�RI�WKH�FRQVLGHUHG�PXWDWLRQ�� French CF Registry - Annual Data Report 2017 



20 

)UHQFK�&)�5HJLVWU\�'DWD�5HSRUW����� 

7DEOH������$JH�RI�SDWLHQWV�E\�JHQRW\SH 

4. Diagnosis
Genotypes 

���������������������������������������������������������������������������������������3DWLHQWV ����$JH��\HDUV� 

*HQRW\SHV 1XPEHU � 0HDQ 0HGLDQ 0D[ 

)���GHO���)���GHO ���� ���� ���� ���� ���� 

)���GHO���2WKHU ���� ���� ���� �� ���� 

2WKHU��2WKHU ���� ���� ���� ���� ���� 

)���GHO���0LVVLQJ �� ��� ���� ���� ���� 

2WKHU��0LVVLQJ �� ��� ���� ���� �� 

0LVVLQJ��0LVVLQJ �� ��� �� ���� ���� 

6XEWRWDO��QRQ�PLVVLQJ�JHQRW\SHV� ���� ���� �� �� ���� 

6XEWRWDO��SDUWLDO�JHQRW\SHV���PLVVLQJ� ��� ��� ���� ���� ���� 

7RWDO ���� ��� 

7DEOH������$JH�RI�SDWLHQWV�ZLWK�D�JDWLQJ��QRQVHQVH�RU�5���+�PXWDWLRQ� 

��������������������������������������������������������������������������������3DWLHQWV ��$JH��\HDUV� 

1XPEHU � 0HDQ 0HGLDQ 0D[ 

$W�OHDVW�RQH�JDWLQJ�PXWDWLRQ� ��� ��� ���� ���� �� 

$W�OHDVW�RQH�QRQVHQVH�PXWDWLRQ� ���� ���� ���� ���� ���� 

$W�OHDVW�RQH�5���+�PXWDWLRQ� ��� ��� ���� ���� ���� 

*DWLQJ�PXWDWLRQV�GRHVQ¶W�SUHYHQW�WKH�&)75�SURWHLQ�IURP�UHDFKLQJ�WKH�FHOO�PHPEUDQH�EXW�DOWHU�FKRULGH�WUDQVSRUW� 

1RQVHQVH�PXWDWLRQV�FDXVH�D�SUHPDWXUH�VWRS�FRGRQ�WKXV�DQ�DEVHQFH�RI�&)75�SURWHLQ�SURGXFWLRQ� 

French CF Registry - Annual Data Report 2017 
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 $JH�JURXSV �\HDUV� ��-�� ��-�� ��-�� ��-�� ��-�� ��-�� ��-�� ��-�� ���� 

0HDQ�KHLJKW����
]-VFRUH 

:RPHQ ���� ���� ���� -���� -���� -���� -���� -���� -����

0HQ ���� ���� ���� -���� -���� -���� -���� -���� -����

:RPHQ ���� ���� -���� -���� -���� -���� -���� -���� -����

0HQ ���� ���� ���� -���� -���� -���� -���� -���� -����

0HGLDQ�KHLJKW�
]-VFRUH 

7RWDO 

-����

-����

-����

-����

5. Anthropometry
Height and weight 

)LJXUH������+HLJKW�]-VFRUHV
��E\�DJH�JURXS�DQG�VH[

)LJXUH������:HLJKW�]-VFRUHV
��E\�DJH�JURXS�DQG�VH[


6HH�H[SOLFDWLYH�QRWH�S���� 

French CF Registry - Annual Data Report 2017 

 $JH�JURXSV �\HDUV� ��-�� ��-�� ��-�� ��-�� ��-�� ��-�� ��-�� ��-�� ���RX�� 

0HDQ�ZHLJKW����
]-VFRUH 

:RPHQ -���� ���� ���� -���� -���� -���� ���� ���� ���� 

0HQ -���� -���� -���� -���� -���� -���� -���� -���� ���� 

:RPHQ -���� ���� -���� -���� -���� -���� -���� -���� ���� 

0HQ -���� -���� -���� -���� -���� -���� -���� -���� ���� 

0HGLDQ�ZHLJKW�
]-VFRUH 

7RWDO 

-����

-����

-����

-����
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 $JH�JURXSV��\HDUV� ��-�� ��-�� ��-�� ��-�� 7RWDO 

:RPHQ -���� ���� ���� ���� -����

0HQ -���� -���� -���� -���� -����

0HGLDQ�%0,�]-VFRUH�� 
:RPHQ -���� -���� ���� -���� -����

0HQ -���� -���� -���� -���� -����

%0,�]-VFRUH�! ���
���RI�SDWLHQWV� 

:RPHQ ���� ���� ���� ���� ���� 

0HQ ���� ���� ���� ���� ���� 

0HDQ�%0,�]-VFRUH�� 

5. Anthropometry
Body Mass Index (BMI) 

)LJXUH������%0,�]-VFRUHV�LQ�FKLOGUHQ��E\�DJH�JURXS�DQG�VH[

7KH�]-VFRUH�LV�D�DQWKURSRPHWULF�UHGXFHG�FHQWHUHG�YDULDEOH��=� �>PHDVXUH-PHDQ@�VWDQGDUG�GHYLDWLRQ���DMXVWHG�IRU�JHQ�
GHU�DQG�DJH��WKH�PHDQ�DQG�VWDQGDUG�GHYLDWLRQ�DUH�WDNHQ�IURP�WKH�)UHQFK�UHIHUHQFH�SRSXODWLRQ�ZLWK�WKH�VDPH�JHQGHU�
DQG�DJH�DV�WKH�SDWLHQW��7KLV�LQGH[�PHDVXUHV�WKH�GLIIHUHQFH�ZLWK�SRSXODWLRQ�QRUPV�DQG�D�QHJDWLYH�VFRUH�PHDQV�JURZWK�
UHWDUGDWLRQ� 

-�+HLJKW�DQG�ZHLJKW�]-VFRUHV�KDYH�EHHQ�FDOFXODWHG�ZLWK�UHVSHFW�WR�WKH�)UHQFK�UHIHUHQFH�SRSXODWLRQ��6HPSp�0���������
$X[RORJLH�–�0pWKRGH�HW�VpTXHQFHV��0pGLWLRQV��/\RQ������S���

-�7KH�%0,�]-VFRUH�ZDV�FDOFXODWHG�ZLWK�UHVSHFW�WR�WKH�)UHQFK�UHIHUHQFH�SRSXODWLRQ��5ROODQG-&DFKHUD�0)�HW�DO��$��%RG\�
0DVV�,QGH[�YDULDWLRQV��FHQWLOHV�IURP�ELUWK�WR����\HDUV��(XU�-�&OLQ�1XWU�����������-����

��qPH�SHUFHQWLOH 

0pGLDQH 

��qPH�SHUFHQWLOH 

([SODQDWLRQ�IRU�ILJXUHV�SDJHV����WR��� 

7KRVH�ILJXUHV�UHSUHVHQW�]-VFRUHV�RI�DQWKURSRPpWULH�DQG�VSLURPHWU\�YDOXHV�� 
)RU�HDFK�DJH�DQG�VH[�JURXS��PHGLDQ�YDOXHV�DUH�WKH�ZKLWH�OLQHV��H[WUHPHV�DUH�WKH���WK��DQG���WK��SHUFHQWLOHV� 

French CF Registry - Annual Data Report 2017 
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 $JH�JURXSV �\HDUV� ��-�� ��-�� ��-�� ��-�� ���� 7RWDO 

0HDQ�%0, 
:RPHQ ���� ���� ���� ���� ���� ���� 

0HQ ���� ���� ���� ���� ���� ���� 

0HGLDQ�%0, 
:RPHQ ���� ���� ���� ���� ���� ���� 

0HQ ���� ���� ���� ���� ���� ���� 

%0,���������RI�
SDWLHQWV�� 

:RPHQ ���� ���� ���� ���� ���� ���� 

%0,���������RI�
SDWLHQWV�� 

0HQ ���� ���� ���� ���� ���� ���� 

%0,�����������RI�
SDWLHQWV�� 

:RPHQ ���� ���� ���� ���� ���� ���� 

0HQ ���� ���� ���� ���� ���� ���� 

5. Anthropometry
Body Mass Index (BMI) 

)LJXUH������%0,�LQ�DGXOWV��E\�DJH�JURXS�DQG�VH[

French CF Registry - Annual Data Report 2017 
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)UHQFK�&)�5HJLVWU\�'DWD�5HSRUW����� 

6. Spirometry

7KH�SXOPRQDU\�IXQFWLRQ�WHVWV�QHHG�DQ�DFWLYH�SDUWLFLSDWLRQ�RI�WKH�SDWLHQW��GLIILFXOW�WR�REWDLQ�EHIRUH���\HDUV�RI�DJH� 
7KH�IRUFHG�YLWDO�FDSDFLW\��)&9��DQG�WKH�IRUFHG�H[SLUDWRU\�YROXPH�LQ�WKH�ILUVW�VHFRQG��)(9���DUH�JLYHQ�LQ���SUHGLFWHG��.QXGVRQ�HW�DO��
&KDQJHV�LQ�WKH�QRUPDO�PD[LPDO�H[SLUDWRU\�IORZ-YROXPH�FXUYH�ZLWK�JURZWK�DQG�DJLQJ��$P�5HY�5HVSLU�'LV������������SS�����-������ 
6HH�DSSHQGL[���IRU�DGGLWLRQDO�LQIRUPDWLRQ�RQ�VSLURPHWU\�DQG�WUDQVSODQWDWLRQ� 

6HH�H[SOLFDWLYH�QRWH�S���� 

 $JH�JURXSV �\HDUV� ��-�� ��-�� ��-�� ��-�� ��-�� ��-�� ��-�� ���� 

 0HDQ�)9& 

:RPHQ ����� ���� ���� ���� ���� ���� ���� ���� 

0HQ ����� ���� ���� ���� ���� ���� ���� ���� 

�0HGLDQ�
)9& 

:RPHQ ����� ����� ���� ���� ���� ���� ���� ���� 

0HQ ����� ���� ���� ���� ���� ���� ���� ���� 

7RWDO 

���� 

���� 

���� 

���� 

$OO�SDWLHQWV ����� ���� ���� ���� ���� ���� ���� ���� ���� 

$OO�SDWLHQWV ����� ���� ���� ���� ���� ���� ���� ���� ���� 

 $JH�JURXSV �\HDUV� ��-�� ��-�� ��-�� ��-�� ��-�� ��-�� ��-�� ���� 

 0HDQ�)(9�� 

:RPHQ ���� ���� ���� ���� ���� ���� ���� ���� 

0HQ ���� ���� ���� ���� ���� ���� ���� ���� 

�0HGLDQ�
)(9�� 

:RPHQ ����� ���� ���� ���� ���� ���� ���� ���� 

0HQ ���� ���� ���� ���� ���� ���� ���� ���� 

7RWDO 

���� 

���� 

���� 

���� 

$OO�SDWLHQWV ���� ���� ���� ���� ���� ���� ���� ���� ���� 

$OO�SDWLHQWV ���� ���� ���� ���� ���� ���� ���� ���� ���� 

)LJXUH������)(9�����SUHGLFWHG�
��E\�DJH�JURXS�DQG�VH[

)LJXUH������)9&����SUHGLFWHG�
��E\�DJH�JURXS�DQG�VH[

French CF Registry - Annual Data Report 2017 
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)UHQFK�&)�5HJLVWU\�'DWD�5HSRUW����� 

6. Spirometry

9DOXHV�RI�)(9����SUHGLFWHG��DUH�FODVVLILHG�LQ�IRXU�© IXQFWLRQDO ª�JURXSV DFFRUGLQJ�WR�YDULRXV�GHJUHHV�RI�EURQFKLDO�REV�
WUXFWLRQ� 

)LJXUH������)(9�����SUHGLFWHG��FODVVHV 

)LJXUH������0HGLDQ�)(9�����SUHGLFWHG��LQ������FRPSDUHG�ZLWK������DQG����� 

/DVW�)(9������YDOXH�RI�WKH�\HDU�ZDV�FROOHFWHG�IURP������WR�������DQG�EHVW�YDOXH�VLQFH������ 

7KH�PHGLDQ�)(9��ZDV��������IRU�SDWLHQWV�DJHG���WR����\HDUV�LQ�������DQG��������LQ�������,W�ZDV��������LQ������DQG�
�������LQ������IRU�SDWLHQWV�DJHG����\HDUV�RU�PRUH�� 

6HH�DSSHQGL[���IRU�DGGLWLRQDO�LQIRUPDWLRQ�RQ�VSLURPHWU\�DQG�WUDQVSODQWDWLRQ 

)(9��JURXSV 
French CF Registry - Annual Data Report 2017 

French CF Registry - Annual Data Report 2017 

���������EHWZHHQ�
�����DQG����� 

���������EHWZHHQ�
�����DQG����� 
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)UHQFK�&)�5HJLVWU\�'DWD�5HSRUW����� 

7. Microbiology

$JH�JURXSV��\HDUV� 

��-�� ��-�� ��-�� ��-�� ��-�� ��-�� ��-�� ��-�� ��� 7RWDO �
 

$OO�SDWLHQWV ��� ��� ��� ��� ��� ��� ��� ��� ��� ���� 

3DWLHQWV�ZLWK�DW�OHDVW�RQH�VSX�
WXP 

��� ��� ��� ��� ��� ��� ��� ��� ��� ���� ���� � 

1RUPDO�FXOWXUH ��� ��� ��� ��� ��� ��� ��� �� ��� ���� ���� � 

$FKURPREDFWHU�[\ORVR[LGDQV �� �� �� �� �� �� �� �� �� ��� ��� � 

$VSHUJLOOXV �� ��� ��� ��� ��� ��� ��� ��� ��� ���� ���� � 

%XUNKROGHULD�FHSDFLD��LQFOXGLQJ� � �� �� �� �� �� �� �� �� ��� ��� � 

-�FKURQLF�%��FHSDFLD � � � �� �� �� � � � �� ��� � 

+DHPRSKLOXV�LQIOXHQ]DH ��� ��� ��� ��� ��� �� �� �� �� ���� ���� � 

$W\SLFDO�P\FREDFWHULD � � �� �� �� �� �� �� �� ��� ��� � 

3QHXPRFRFFXV �� �� �� �� � � � �� �� ��� ��� � 

3VHXGRPRQDV�DHUXJLQRVD������
LQFOXGLQJ� 

��� ��� ��� ��� ��� ��� ��� ��� ��� ���� ���� � 

-�&KURQLF�3��DHUXJLQRVD � �� �� ��� ��� ��� ��� ��� ��� ���� ���� � 

6WDSK\ORFRFFXV��LQFOXGLQJ� ��� ��� ��� ��� ��� ��� ��� ��� ��� ���� ���� � 

-�066$ ��� ��� ��� ��� ��� ��� ��� ��� ��� ���� ���� � 

-�056$ �� �� �� �� �� �� �� �� �� ��� ��� � 

6WHQRWURSKRPRQDV�PDOWRSKLOLD �� �� ��� ��� ��� �� �� �� �� ��� ���� � 


�3HUFHQWDJH�ZLWK�UHVSHFW�WR�WKH�HQWLUH�SRSXODWLRQ� 

&KURQLF�FRORQL]DWLRQ��PRUH�WKDQ��� ��RI�SRVLWLYH�WHVW�UHVXOWV�LQ�WKH�ODVW����PRQWKV��ZLWK�DW�OHDVW���WHVWV�GXULQJ�WKLV�SHULRG��
DQG�RU�VLJQLILFDQW�LQFUHDVH�LQ�DQWL-3$�DQWLERGLHV��DFFRUGLQJ�WR�WKH�ODERUDWRU\�� 

7DEOH������6SXWXP�FXOWXUHV 

7DEOH������'LVWULEXWLRQ�RI�WKH�UHVSLUDWRU\�JHUPV 

,Q��������������RI�WKH�SDWLHQWV�KDG�DW�OHDVW�RQH�VSXWXP�FXOWXUH��$PRQJ�WKH�SDWLHQWV�ZLWKRXW�VSXWXP�FXOWXUH��1 �������������
RI�WKHP�ZHUH�WUDQVSODQWHG� 

3DWLHQWV�ZLWK�DW�OHDVW�RQH�VSXWXP 1 3URSRUWLRQ���� 

$OO�SDWLHQWV ���� ������ 

&KLOGUHQ ���� ������ 

$GXOWV ���� ������ 

French CF Registry - Annual Data Report 2017 
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7. Microbiology

)LJXUH������&OLQLFDOO\�LPSRUWDQW�EDFWHULD 

French CF Registry - Annual Data Report 2017 
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7. Microbiology

)LJXUH������&RPSDULVRQ�RI�JHUPV�LQ������DQG�LQ����� 

French CF Registry - Annual Data Report 2017 
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)UHQFK�&)�5HJLVWU\�'DWD�5HSRUW����� 

7. Microbiology

)LJXUH������(YROXWLRQ�RI�UHVSLUDWRU\�JHUPV�VLQFH����� 

French CF Registry - Annual Data Report 2017 
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)UHQFK�&)�5HJLVWU\�'DWD�5HSRUW����� 

8. Complications
Respiratory 

7DEOH������5HVSLUDWRU\�FRPSOLFDWLRQV� 

)LJXUH������5HVSLUDWRU\�FRPSOLFDWLRQV 

$JH�JURXSV��\HDUV� 

��-�� ��-�� ��-�� ��-�� ��-�� ��-�� ��-�� ��-�� ��� 7RWDO � 

$OO�SDWLHQWV ��� ��� ��� ��� ��� ��� ��� ��� ��� ���� 

7UHDWHG�DVSHUJLOORVLV � �� �� ��� ��� ��� �� �� �� ��� ��� � 

$VWKPD ��� ��� ��� ��� ��� ��� ��� ��� ��� ���� ���� � 

+DHPRSW\VLV � � �� �� �� ��� �� �� �� ��� ��� � 

3QHXPRWKRUD[ � � � �� �� �� � � � �� ��� � 

1DVDO�SRO\SV �� �� ��� ��� ��� ��� ��� �� ��� ���� ���� � 

3HUFHQWDJH�RI�DJH�JURXSV�UHSRUWLQJ�FRPSOLFDWLRQV� 

French CF Registry - Annual Data Report 2017 
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8. Complications
Gastro-intestinal 

7DEOH������*DVWUR-LQWHVWLQDO�FRPSOLFDWLRQV

)LJXUH������*DVWUR-LQWHVWLQDO�FRPSOLFDWLRQV 

$JH�JURXSV��\HDUV� 

��-�� ��-�� ��-�� ��-�� ��-�� ��-�� ��-�� ��-�� ��� 7RWDO � 

$OO�SDWLHQWV ��� ��� ��� ��� ��� ��� ��� ��� ��� ���� 

*DOOVWRQHV � � �� �� �� �� �� �� �� ��� ��� � 

&LUUKRVLV�3RUWDO�K\SHUWHQVLRQ � � �� �� �� �� �� �� �� ��� ��� � 

$EQRUPDO�H[RFULQH�SDQFUHD�
WLF�IXQFWLRQ 

��� ��� ��� ��� ��� ��� ��� ��� ��� ���� ���� � 

,QWHVWLQDO�REVWUXFWLRQ �� �� �� �� �� �� �� �� �� ��� ��� � 

$FXWH�SDQFUHDWLWLV � � � �� �� �� �� �� �� �� ��� � 

7UHDWHG�JDVWUR-RHVRSKDJHDO�
UHIOX[�GLVHDVH ��� ��� ��� ��� ��� ��� ��� ��� ��� ���� ���� � 

3HUFHQWDJH�RI�DJH�JURXSV�UHSRUWLQJ�FRPSOLFDWLRQV� 

French CF Registry - Annual Data Report 2017 
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8. Complications
Diabetes mellitus 

7DEOH������'LDEHWHV�PHOOLWXV�DQG�GHJHQHUDWLYH�FRPSOLFDWLRQV�RI�GLDEHWHV 

)LJXUH������'LDEHWHV�PHOOLWXV�DQG�GHJHQHUDWLYH�FRPSOLFDWLRQV�RI�GLDEHWHV 

7KH�OLQH�© 7RWDO�GLDEHWHV ª�VXPV�WKH�QXPEHU�RI�SDWLHQWV�KDYLQJ�DW�OHDVW�RQH�W\SH�RI�GLDEHWHV��$PRQJ�WKH������SDWLHQWV��
���SDWLHQWV�SUHVHQWHG�ZLWK�ERWK�W\SHV�RI�GLDEHWHV�GXULQJ�WKH�\HDU� 

$JH�JURXSV��\HDUV� 

��-�� ��-�� ��-�� ��-�� ��-�� ��-�� ��-�� ��-�� ��� 7RWDO � 

$OO�SDWLHQWV ��� ��� ��� ��� ��� ��� ��� ��� ��� ���� 

7RWDO�GLDEHWHV��,'�DQG�
QRQ�,'�GLDEHWHV� 

� �� �� ��� ��� ��� ��� ��� ��� ���� ���� � 

1RQ�LQVXOLQ-GHSHQGHQW�
GLDEHWHV 

� � �� �� �� �� �� �� �� ��� ��� � 

,QVXOLQ-GHSHQGHQW� � �� �� ��� ��� ��� ��� ��� ��� ���� ���� � 

'HJHQHUDWLYH�FRPSOLFD�
WLRQV�RI�GLDEHWHV 

� � � � � �� �� �� �� �� ��� � 

3HUFHQWDJH�RI�DJH�JURXSV�UHSRUWLQJ�FRPSOLFDWLRQV� 

French CF Registry - Annual Data Report 2017 

French CF Registry - Annual Data Report 2017 
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8. Complications
Other complications 

7DEOH������2WKHU�FRPSOLFDWLRQV 

)LJXUH������2WKHU�FRPSOLFDWLRQV 

$JH�JURXSV��\HDUV� 

��-�� ��-�� ��-�� ��-�� ��-�� ��-�� ��-�� ��-�� ��� 7RWDO � 

$OO�SDWLHQWV ��� ��� ��� ��� ��� ��� ��� ��� ��� ���� 

$UWKURSDWK\ � � �� �� �� �� �� �� �� ��� ��� � 

&DQFHU � � � � � � �� � �� �� ��� � 

'HSUHVVLRQ��HYDOXDWHG�
DQG�IROORZHG� 

� �� �� �� �� �� �� �� ��� ��� ��� � 

8ULQDU\�LQFRQWLQHQFH � � � � �� �� �� �� �� �� ��� � 

7HUPLQDO�UHQDO�IDLOXUH � � � � � � � � �� �� ��� � 

2VWHRSHQLD�RVWHRSRURVLV� � � �� �� ��� ��� ��� ��� ��� ��� ���� � 

'HDIQHVV�+\SRDFXVLD� � �� � �� �� ��� ��� �� ��� ��� ��� � 

3HUFHQWDJH�RI�DJH�JURXSV�UHSRUWLQJ�FRPSOLFDWLRQV� 

French CF Registry - Annual Data Report 2017 

French CF Registry - Annual Data Report 2017 
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9. Transplantation

$OO�\HDUV ���� 

:$,7,1*�/,67 $OO�ZDLWLQJ�SDWLHQWV /LVWHG�LQ����� 

1E�RI�SDWLHQWV ��� �� 

0HDQ�DJH��\HDUV��DQG�VWDQGDUG�GHYLDWLRQ��6'� ����������� ���������� 

([WUHPHV�RI�DJH��\HDUV� ���-���� ����-���� 

'HDWKV�RQ�ZDLWLQJ�OLVW � � 

75$163/$17$7,21 $OO�WUDQVSODQWHG
 7UDQVSODQWHG�LQ����� 

1E�RI�SDWLHQWV ��� �� 

6LQJOH�RUJDQ�WUDQVSODQW� 

-�ELODWHUDO�OXQJ�-�1���� ������������ ����������� 

-�OLYHU�-�1���� ����������� ���������� 

-�NLGQH\�-�1���� ����������� ���������� 

-�VLQJOH�OXQJ��-�1���� ����������� ���������� 

-�ELOREDU�OXQJ�WUDQVSODQWDWLRQ��1��� ���������� 

-�SDQFUHDWLF�LVOHWV��1��� ���������� ���������� 

-�ERQH�PDUURZ��-�1���� ���������� 

0XOWLSOH�RUJDQ�WUDQVSODQW� 

-�KHDUW-OXQJ��-�1���� ����������� 

-�KHDUW-OXQJ���OLYHU��-�1���� ���������� 

-�ELODWHUDO�OXQJ���OLYHU�-�1���� ����������� ���������� 

-�ELODWHUDO�OXQJ���NLGQH\�-�1���� ���������� 

-�ELODWHUDO�OXQJ���LVOHW�RI�/DQJHUKDQV��-�1���� ���������� 

-�OLYHU���VLQJOH�OXQJ�-�1���� ���������� 

-�OLYHU���NLGQH\��-�1���� ���������� 

-�OLYHU���SDQFUHDV�-�1���� ���������� 

-�NLGQH\���SDQFUHDV��-�1���� ���������� 

0HDQ�DJH��\HDUV� ���� ���� 

6' ���� ���� 

([WUHPHV�RI�DJH��\HDUV� ���-���� ���-���� 

3RVW-WUDQVSODQWDWLRQ�GHDWKV �� � 

7DEOH������&KDUDFWHULVWLFV�RI�WKH�SDWLHQWV�RQ�ZDLWLQJ�OLVW�DQG�RI�WUDQVSODQW�UHFLSLHQWV 


������SDWLHQWV�XQGHUZHQW�WZR�RU�PRUH�RUJDQ�WUDQVSODQWV� 

:HUH�LQFOXGHG�LQ�WKLV�WDEOH�DOO�WKH�SDWLHQWV�VHHQ�DQG�RU�GHDG�LQ������ 

French CF Registry - Annual Data Report 2017 
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9. Transplantation

)LJXUH������$QQXDO�QXPEHU�RI�WUDQVSODQWHG�SDWLHQWV��VLQFH����� 

7DEOH������$QQXDO�QXPEHU�RI�WUDQVSODQWHG�SDWLHQWV��VLQFH����� 

<HDUV 

7UDQVSODQW�W\SH ���� ���� ���� ���� ���� ���� ���� ���� ���� ���� ���� ���� 

3XOPRQDU\
 �� �� �� �� �� �� �� �� �� �� �� �� 

2WKHU�RUJDQV � � � � � � � � � � � � 

<HDUV 

7UDQVSODQW�W\SH ���� ���� ���� ���� ���� ���� ���� ���� ���� ���� ���� ���� 

3XOPRQDU\
 �� �� �� �� �� �� ��� ��� ��� �� �� ��� 

2WKHU�RUJDQV �� � �� � � � � � � �� � � 

���� 

�� 

� 

���� 

�� 

� 

French CF Registry - Annual Data Report 2017 

French CF Registry - Annual Data Report 2017 

* VLQJOH�OXQJ��ELODWHUDO�OXQJ�RU�KHDUW-OXQJ��DORQH�RU�FRPELQHG�ZLWK�DQRWKHU�RUJDQ��
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10. Outpatient and inpatient visits
7DEOH�������&KDUDFWHULVWLFV�RI�WKH�YLVLWV 

$JH�JURXSV��\HDUV� 

��-�� ��-�� ��-�� ��-�� ��-�� ��-�� ��-�� ��-�� ��� 7RWDO 

$OO�SDWLHQWV ��� ��� ��� ��� ��� ��� ��� ��� ��� ���� 

����YLVLWV�SHU�\HDU ��� ��� ��� ��� ��� ��� ��� ��� ��� ������������� 

≥ ��YLVLWV�SHU�\HDUV ��� ��� ��� ��� ��� ��� ��� ��� ��� ������������� 

2XWSDWLHQW�YLVLWV�

1XPEHU�RI�SDWLHQWV�ZLWK�DW�OHDVW�
RQH�RXWSDWLHQW�YLVLW 

��� ��� ��� ��� ��� ��� ��� ��� ��� ���� 

0HGLDQ�QXPEHU�RI�YLVLWV ��� ��� ��� ��� ��� ��� ��� ��� ��� ��� 

0HDQ�QXPEHU�RI�YLVLWV ��� ��� ��� ��� ��� ��� ��� ��� ��� ��� 

2QH-GD\�KRVSLWDOL]DWLRQV�

1XPEHU�RI�SDWLHQWV�ZLWK�DW�OHDVW�
RQH��RQH-GD\�YLVLW 

��� ��� ��� ��� ��� ��� ��� ��� ��� ���� 

0HGLDQ�QXPEHU�RI�YLVLWV ��� ��� ��� ��� ��� ��� ��� ��� ��� ��� 

0HDQ�QXPEHU�RI�YLVLWV ��� ��� ��� ��� ��� ��� ��� ��� ��� ��� 

,QSDWLHQW�YLVLWV�

1XPEHU�RI�SDWLHQWV�ZLWK�DW�OHDVW�
RQH�LQSDWLHQW�YLVLW 

��� ��� ��� ��� ��� ��� ��� ��� ��� ���� 

0HGLDQ�QXPEHU�RI�YLVLWV ��� ��� ��� ��� ��� ��� ��� ��� ��� ��� 

0HDQ�QXPEHU�RI�YLVLWV ��� ��� ��� ��� ��� ��� ��� ��� ��� ��� 

0HGLDQ�GXUDWLRQ��GD\V� ��� ��� ��� ���� ���� ���� ��� ���� ���� ��� 

0HDQ�GXUDWLRQ��GD\V� ���� ���� ���� ���� ���� ���� ���� ���� ���� ���� 

������� 

������� 

������� 

������� 

French CF Registry - Annual Data Report 2017 

)LJXUH�������1XPEHU�RI�YLVLWV�

French CF Registry - Annual Data Report 2017 

1RWHV�� 
-�9LVLWV�LQFOXGH�RXWSDWLHQW��RQH-GD\�KRVSLWDOL]DWLRQV�DQG�LQSDWLHQW�YLVLWV�
-�0HDQ�DQG�PHGLDQ�DUH�FDOFXODWHG�RQ�SDWLHQWV�ZLWK�DW�OHDVW�RQH�YLVLW��DQ\�W\SH��

$PRQJ�SDWLHQWV�DJHG���WR������������KDG�DW�OHDVW�
��YLVLWV�LQ�������FRPSDUHG�ZLWK��������IRU�SDWLHQWV�
RI����\HDUV�DQG�ROGHU� 
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$JH�JURXSV��\HDUV� 
7RWDO 

��-�� ��-�� ��-�� ��-�� ��-�� ��-�� ��-�� ��-�� ��� 

$OO�SDWLHQWV ��� ��� ��� ��� ��� ��� ��� ��� ��� ���� 

1E�RI�SDWLHQWV�ZLWK�DW�OHDVW�
RQH�FRXUVH� �� �� ��� ��� ��� ��� ��� ��� ��� ������������� 

-�DQG�ZLWK�7,9$'
 � �� �� ��� ��� ��� ��� �� �� ������������ 

1E�RI�FRXUVHV 
�� ��� ��� ��� ��� ��� ��� ��� ��� ���� 

1E�RI�GD\V�RI�FRXUVHV�LQFOX�
GLQJ� 

���� ���� ���� ���� ����� ����� ����� ���� ���� ����� 

-�DW�KRVSLWDO ��� ���� ���� ���� ���� ���� ���� ���� ���� ����� 
-�DW�KRPH ��� ���� ���� ���� ���� ���� ���� ���� ���� ����� 
7,9$'
��ZLWK�DQG�ZLWKRXW�
FRXUVH� 

�� �� �� ��� ��� ��� ��� �� ��� ������������ 

11. Therapeutic management
Antibiotic courses - TIVAD 

7DEOH�������,9�DQWLELRWLF�FRXUVHV 

)LJXUH�������3DWLHQWV�ZLWK�DW�OHDVW�RQH�,9�DQWLELRWLF�FRXUVH�DQG�D�7,9$'�
� 

French CF Registry - Annual Data Report 2017 

French CF Registry - Annual Data Report 2017 


�7,9$'��7RWDOO\�,PSODQWDEOH�9DVFXODU�$FFHVV�'HYLFH 
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$JH�JURXSV��\HDUV� 
7RWDO 

��-�� ��-�� ��-�� ��-�� ��-�� ��-�� ��-�� ��-�� ��� 

0HDQ�QXPEHU�RI�FRXUVHV ��� ��� ��� ��� ��� ��� ��� ��� ��� ��� 

0HDQ�GXUDWLRQ�RI�FRXUVHV��GD\V� ���� ���� ���� ���� ���� ���� ���� ���� ���� ���� 

0HGLDQ�QXPEHU�RI�FRXUVHV ��� ��� ��� ��� ��� ��� ��� ��� ��� ��� 

6' ��� ��� ��� ��� ��� ��� ��� ��� ��� ��� 

&RXUVHV 

'D\�RI�FRXUVHV 

6' ���� ���� ���� ���� ���� ���� ���� ���� ���� ���� 

0HGLDQ�GXUDWLRQ�RI�FRXUVHV��GD\V� ���� ���� ���� ���� ���� ���� ���� ���� ���� ���� 

�VW�TXDUWLOH��4��� ��� ��� ��� ��� ��� ��� ��� ��� ��� ��� 

�UG�TXDUWLOH��4�� ��� ��� ��� ��� ��� ��� ��� ��� ��� ��� 

�VW�TXDUWLOH��4��� ���� ���� ���� ���� ���� ���� ���� ���� ���� ���� 

�UG�TXDUWLOH��4�� ���� ���� ���� ���� ���� ���� ���� ���� ���� ���� 

11. Therapeutic management
Antibiotic courses 

7DEOH�������5HSDUWLWLRQ�RI�FRXUVHV

)LJXUH�������0HDQ�QXPEHU�RI�FRXUVHV�DQG�RI�GD\V�RI�FRXUVHV� 

French CF Registry - Annual Data Report 2017 

French CF Registry - Annual Data Report 2017 
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11. Therapeutic management
Respiratory /CFTR gene modulators� 

7DEOH�������5HVSLUDWRU\�WKHUDSHXWLFV������PRQWKV� 

)LJXUH�������5HVSLUDWRU\�WKHUDSHXWLFV������PRQWKV� 

$JH�JURXSV��\HDUV� 

��-�� ��-�� ��-�� ��-�� ��-�� ��-�� ��-�� ��-�� ��� 7RWDO � 

$OO�SDWLHQWV ��� ��� ��� ��� ��� ��� ��� ��� ��� ���� 

$HURVRO�WKHUDS\
 ��� ��� ��� ��� ��� ��� ��� ��� ��� ���� ���� � 

$]LWKURP\FLQ �� ��� ��� ��� ��� ��� ��� ��� ��� ���� ���� � 

2[\JHQ�WKHUDS\ � � �� �� �� �� �� �� �� ��� ��� � 

2UDO�FRUWLFRVWHURLGV �� �� �� �� �� ��� ��� ��� ��� ��� ���� � 

1DVDO�YHQWLODWLRQ � � �� �� �� �� �� �� �� ��� ��� � 

$JH�JURXSV��\HDUV� 

��-�� ��-�� ��-�� ��-�� ��-�� ��-�� ��-�� ��-�� ��� 7RWDO � 

$OO�SDWLHQWV ��� ��� ��� ��� ��� ��� ��� ��� ��� ���� 

,YDFDIWRU � �� �� �� �� �� �� � �� ��� ��� � 

/XPDFDIWRU���,YDFDIWRU � � ��� ��� ��� ��� ��� �� �� ���� ���� � 


�%\�QHEXOL]DWLRQ��VSUD\�RU�SRZGHU 

7DEOH�������&)75�JHQH�PRGXODWRUV� 

French CF Registry - Annual Data Report 2017 

French CF Registry - Annual Data Report 2017 

French CF Registry - Annual Data Report 2017 
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11. Therapeutic management
Aerosoltherapy 

)LJXUH�������$HURVROWKHUDS\�WUHDWPHQWV������PRQWKV� 

7DEOH�������$HURVROWKHUDS\�WUHDWPHQWV������PRQWKV� 

$JH�JURXSV��\HDUV� 

��-�� ��-�� ��-�� ��-�� ��-�� ��-�� ��-�� ��-�� ��� 7RWDO � 

$OO�SDWLHQWV ��� ��� ��� ��� ��� ��� ��� ��� ��� ���� 

3DWLHQWV�XQGHU�DHURVRO�
WKHUDS\
 ��� ��� ��� ��� ��� ��� ��� ��� ��� ���� ���� � 

-�$]WUHRQDP� � � �� �� �� �� �� �� �� ��� ��� � 

,QKDOHG�EURQFKRGLODWRUV ��� ��� ��� ��� ��� ��� ��� ��� ��� ���� ���� � 

,QKDOHG�FRUWLFRVWHURLGV ��� ��� ��� ��� ��� ��� ��� ��� ��� ���� ���� � 

,QKDOHG�K\SHUWRQLF�VDOLQH �� ��� ��� ��� �� �� �� �� �� ��� ���� � 

5K'1DVH �� ��� ��� ��� ��� ��� ��� ��� ��� ���� ���� � 

-�&ROLVWLQ� �� �� ��� ��� ��� ��� ��� ��� ��� ���� ���� � 

-�7REUDP\FLQ� �� �� ��� ��� ��� ��� ��� �� �� ���� ���� � 

,QKDOHG�DQWLELRWLFV��LQFOX�
GLQJ� ��� ��� ��� ��� ��� ��� ��� ��� ��� ���� ���� � 


�%\�QHEXOL]DWLRQ��VSUD\�RU�SRZGHU 

French CF Registry - Annual Data Report 2017 

French CF Registry - Annual Data Report 2017 
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11. Therapeutic management
Digestive and nutritional 

)LJXUH�������+HSDWLF��GLJHVWLYH�DQG�QXWULWLRQDO�WUHDWPHQWV������PRQWKV� 

7DEOH�������+HSDWLF��GLJHVWLYH�DQG�QXWULWLRQDO�WUHDWPHQWV������PRQWKV� 

$JH�JURXSV��\HDUV� 

��-�� ��-�� ��-�� ��-�� ��-�� ��-�� ��-�� ��-�� ��� 7RWDO � 

$OO�SDWLHQWV ��� ��� ��� ��� ��� ��� ��� ��� ��� ���� 

8UVRGHR[\FKROLF�DFLG �� ��� ��� ��� ��� ��� ��� ��� ��� ���� ���� � 

$FLG�EORFNHUV ��� ��� ��� ��� ��� ��� ��� ��� ��� ���� ���� � 

3DQFUHDWLF�HQ]\PHV ��� ��� ��� ��� ��� ��� ��� ��� ��� ���� ���� � 

6XSSOHPHQWDO�WXEH�IHHGLQJ �� �� �� �� �� �� �� �� �� ��� ��� � 

2UDO�VXSSOHPHQWDO�IHHGLQJ ��� ��� ��� ��� ��� ��� ��� ��� ��� ���� ���� � 

)DW-VROXEOH�YLWDPLQV ��� ��� ��� ��� ��� ��� ��� ��� ��� ���� ���� � 

French CF Registry - Annual Data Report 2017 

French CF Registry - Annual Data Report 2017 
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12. Social data
Employment 

)LJXUH�������(PSOR\PHQW�RI�PHQ������\HDUV� 

)LJXUH�������(PSOR\PHQW�RI�ZRPHQ������\HDUV� 

$PRQJ�PHQ�DJHG����WR������������DUH�ZRUNHUV� 

$PRQJ�PHQ�DJHG����WR������������DUH�VWXGLDQWV� 

1  ����� �QXPEHU�RI�PHQ�ZLWK�D�NQRZQ�HPSOR\PHQW�VLWXDWLRQ��FRUUHVSRQGLQJ�WR��������RI�DGXOWV�PHQ���� 

1  ����� �QXPEHU�RI�ZRPHQ�ZLWK�D�NQRZQ�HPSOR\PHQW�VLWXDWLRQ��FRUUHVSRQGLQJ�WR��������RI�DGXOWV�ZRPHQ���� 

� 

$PRQJ�ZRPHQ�DJHG����WR������������DUH�ZRUNHUV� 

$PRQJ�ZRPHQ�DJHG����WR�����������DUH�VWXGLDQWV� 

French CF Registry - Annual Data Report 2017 

French CF Registry - Annual Data Report 2017 

&UDIVWPDQ 

(PSOR\HH 

([HFXWLYH 

)DUPHU 

,QDFWLYH 

,QWHUPHGLDU\�SURIHVVLRQ 

5HWLUHG 

6WXGHQW 

:RUNHU 

&UDIVWPDQ 

(PSOR\HH 

([HFXWLYH 

)DUPHU 

,QDFWLYH 

,QWHUPHGLDU\�SURIHVVLRQ 

5HWLUHG 

6WXGHQW 

:RUNHU 
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12. Social data
Marital status 

)LJXUH�������)DPLO\�VWDWXV�RI�PHQ������\HDUV� 

)LJXUH�������)DPLO\�VWDWXV�RI�ZRPHQ������\HDUV� 

1XPEHU�RI�PHQ�ZLWK�D�NQRZQ�IDPLO\�VWDWXV������ ��������RI�DGXOW�PHQ����� 

1XPEHU�RI�ZRPHQ�ZLWK�D�NQRZQ�IDPLO\�VWDWXV������ ��������RI�DGXOW�ZRPHQ���� 
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Annex 1 
Complement on survival analysis - stratification by sex 

)LJXUH�$�����6XUYLYDO�FXUYHV�E\�ELUWK�FRKRUW�DQG�VH[��.DSODQ-0HLHU�PHWKRG� 

,Q�WKH�����-�����FRKRUW��ZRPHQ�KDG�D�ORZHU�VXUYLYDO��IURP�WKH�DJH�RI���\HDUV�FRPSDUHG�ZLWK�PHQ�JHQGHU�JURXS��7KLV�QR�
ORQJHU�DSSHDUV�LQ�WKH�����-�����ELUWK�FRKRUW��VXJJHVWLQJ�DQ�LPSURYHPHQW�LQ�WKH�KHDOWK�VWDWXV�RI�ZRPHQ�RYHU�WLPH� 

,Q�WKH�PRVW�UHFHQW�FRKRUW������-�������D�VOLJKW�JHQGHU�JDS�DSSHDUV��EXW�WKLV�FRKRUW�LV�IROORZHG�IRU�RQO\����\HDUV� 

0HQ :RPHQ 

%LUWK�FRKRUWV 3DWLHQWV��1� 'HDWKV��1� 3DWLHQWV��1� 'HDWKV��1� 

����-���� ��� �� ��� �� 

����-���� ��� �� ��� �� 

����-���� ��� � ��� �� 

���� 
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Annex 2 
Spirometry and transplantation 

7KLV�FRPSOHPHQWDU\�DQDO\VLV�FRPSDUHV�E\�DJH�JURXS�WKH�ZKROH�&)�SRSXODWLRQ�WR�����GRXEOH�OXQJ�RU�KHDUW-OXQJ�WUDQVSODQW�
UHFLSLHQWV�DQG�����WR�QRQ�WUDQVSODQWHG�SDWLHQWV�LQ�WHUPV�RI�)(9����� 

7KH�FXUYHV�RI�WKH�ZKROH�SRSXODWLRQ�DQG�RI�QRQ-WUDQVSODQWHG�SDWLHQWV�DUH�LGHQWLFDO�XS�WR�DJH���-����DV�WKH�QXPEHU�RI�SD�
WLHQWV�WUDQVSODQWHG�EHIRUH����LV�ORZ��$ERYH����\HDUV��)(9������RI�QRQ-WUDQVSODQWHG�SDWLHQWV�GURSV�PRUH�VKDUSO\��ZLWK�D�
GLIIHUHQFH�RI�DOPRVW����DW�DJHV���-���� 

$PRQJ�SDWLHQWV�DJHG����RU�DERYH��DQ�XSZDUG�WUHQG�LV�REVHUYHG�LQ�DOO�JURXSV��VXJJHVWLQJ�D�VHOHFWLRQ�ELDV�RI�SDWLHQWV�ZLWK�
WKH�PLOGHVW�IRUPV�RI�&)�DW�WKHVH�DJHV��$PRQJ�WUDQVSODQWHG�SDWLHQWV��WKH�H[SODQDWRU\�IDFWRUV�IRU�WKLV�LQFUHDVH�DUH�SURED�
EO\�GLIIHUHQW� 

)LJXUH�$�����0HDQ�)(9�����SUHGLFWHG��DQG�WUDQVSODQWDWLRQ 

&XUYH�© /XQJ�WUDQVSODQW�UHFLSLHQWV ª� 
-�7KH�YDOXHV�EHORZ� WKH�FXUYH�UHSUHVHQW�WKH�QXPEHU�RI�OXQJ�WUDQVSODQW�UHFLSLHQWV�ZLWK�D�)(9��YDOXH��HJ������
SDWLHQWV�LQ�WKH���-���DJH�JURXS��
-�1R�SXOPRQDU\�WUDQVSODQWDWLRQ�KDV�EHHQ�UHSRUWHG�LQ�SDWLHQWV�XQGHU����

&XUYH�© 1RQ�OXQJ�WUDQVSODQW�UHFLSLHQWV�ª� 
-�7KH�YDOXHV�DERYH� WKH�FXUYH�UHSUHVHQW�WKH�QXPEHU�RI�QRQ�OXQJ�WUDQVSODQW�UHFLSLHQWV�ZLWK�D�)(9��YDOXH��HJ��
����SDWLHQWV�LQ�WKH���-���DJH�JURXS��
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Annex 3 (1/2) 
Participating centres 

7DEOH�$�����/LVW�RI�WKH�SDUWLFLSDWLQJ�&)�FDUH�FHQWUHV 

&)�FDUH�FHQWUHV 1XPEHU�RI�SDWLHQWV
 
3DHGLDWULF�&)�FDUH�FHQWUHV� 
%HVDQoRQ �� 
%RUGHDX[ ��� 
*UHQREOH ��� 
/LOOH ��� 
/\RQ ��� 
0DUVHLOOH ��� 
1DQF\ ��� 
1DQWHV ��� 
3DULV�1HFNHU ��� 
3DULV�5REHUW�'HEUp ��� 
3DULV�7URXVVHDX �� 
5HQQHV�6W�%ULHXF ��� 
6DLQW�'HQLV�GH�OD�5pXQLRQ �� 
6WUDVERXUJ ��� 
7RXORXVH ��� 
7RXUV ��� 
9HUVDLOOHV �� 
$GXOWV�&)�FDUH�FHQWUHV� 
%HVDQoRQ �� 
%RUGHDX[ ��� 
*UHQREOH �� 
/LOOH ��� 
/\RQ ��� 

0DUVHLOOH ��� 
1DQF\ �� 
1DQWHV ��� 
3DULV�&RFKLQ ��� 
5HQQHV ��� 
6WUDVERXUJ ��� 
6XUHVQHV�)RFK ��� 
7RXORXVH ��� 
7RXUV �� 
3DHGLDWULF�DQG�$GXOWV�&)�FDUH�FHQWUHV� 
$PLHQV �� 
$QJHUV-/H�0DQV ��� 
&DHQ ��� 
&OHUPRQW-)HUUDQG ��� 
&UpWHLO ��� 
'LMRQ ��� 
'XQNHUTXH �� 
*LHQV ��� 
/LPRJHV �� 
0RQWSHOOLHU ��� 
1LFH ��� 
5HLPV ��� 
5RVFRII ��� 
5RXHQ ��� 
6DLQW�3LHUUH�GH�OD�5pXQLRQ �� 
9DQQHV-/RULHQW �� 
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Annex 3 (2/2) 
Participating centres 

7DEOH�$�����/LVW�RI�WKH�QRQ-&)�VSHFLILF�SDUWLFLSDWLQJ�FHQWUHV 


�1XPEHU�RI�SDWLHQWV�ZKR�YLVLWHG�WKH�FHQWUH�GXULQJ�WKH�\HDU��3DWLHQWV� IROORZHG�E\�D�FHQWUH�DQG�ZKR�GLG�
QRW�YLVLW�LW�LQ������ZHUH�H[FOXGHG�IURP�WKRVH�VWDWLVWLFV� 

&HQWUHV 1XPEHU�RI�SDWLHQWV
 

3DHGLDWULF�ORFDO�FHQWUHV 

%UHVW � 

/H�+DYUH �� 

0RQWOXoRQ� � 

3RLQWH�j�3LWUH� � 

3DHGLDWULF�DQG�$GXOWV�ORFDO�FHQWUHV 

/HQV �� 

2WKHU�FHQWUHV 

3DULV�+(*3�7UDQVSODQWDWLRQ �� 
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Annex 4 (1/2)

7DEOH�$�����6XPPDU\�RI�GDWD 

2015 2016 2017 

Patients seen during the year and centres participating to the registry 

- Patients registered* (N): 6628 6783 7114 

- Patients seen during the year in a centre** (N): 6619 6776 6931 

- Centres (N) :

Paediatric CRCMs: 16 16 17 

Adult CRCMs: 12 12 14 

Paediatric and Adult CRCMs: 17 17 16 

Other centres: 12 9 4 

Demographics 

- Male patients (%): 51.9 52.3 52.1 

- Age of patients, in years (mean): 21.2 21.8 22.3 

- Age of patients, in years (median): 19.3 19.9 20.3 

- Age of patients. in years (min-max): 0-83.2 0.1-84.1 0.1-85.1

- Patients aged 18 years and over (%): 53.3 54.6 55.9 

- Early pregnancies in the year (N): 55 59 39 

- Pregnancy rates in women aged 15 to 49 years (for 1000): 31.1 32.2 20.6 

- Age at 31st December of the year of early pregancy (mean): 30.9 28.2 30.2 

- Deaths (N): 43 53 56 

- Crude death rate (for 1 000): 6.5 7.8 8.1 
- Age at death, in years (mean): 34.1 31.9 35.0 

- Age at death, in years (median): 31.8 28.0 33.8 
Diagnosis and genetics 

- Age at diagnosis, in months (median) : 2.2 2.1 2.0 

- New patients diagnosed during the year (N): 254 189 180 

- Age at diagnosis of the new patients, in years (median): 1.5 1.3 1.5 

- Age at diagnosis of the new patients, in years (min-max): 0-69 0-72 0-72

- Full genotypes identified (%): 97.3 97.6 97.4 

F508del / F508del: 41.6 41.6 41.4 

F508del / Other: 41.1 41.4 41.2 

Other / Other: 14.6 14.5 14.7 

F508del / Missing: 0.6 0.6 0.7 

Other / Missing: 0.8 0.8 0.8 

Missing / Missing: 1.3 1.1 1.1 

Anthropometry 

- Patients aged 17 years and less, Height z-score (mean): 0 0.01 0.05 

 Weight z-score (mean): -0.21 -0.19 -0.18

- Patients aged 18 years and over, Height z-score (mean): -0.49 -0.5 -0.5

 Weight z-score (mean): -0.21 -0.18 -0.13


�3DWLHQWV�ZKRVH�YLWDO�VWDWXV�LV�NQRZQ��ZKHWKHU�WKH\�YLVLWHG�RU�QRW�D�FHQWUH�GXULQJ�WKH�\HDU� 



�5HIHUHQFH�SDWLHQWV�IRU�WKH�VWDWLVWLFV�RI�WKLV�UHSRUW��ZLWK�WKH�H[FOXVLRQ�RI�VXUYLYDO�GDWD� 
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7DEOH�$�����6XPPDU\�RI�GDWD 

Annex 4 (2/2)

2015 2016 2017 

Spirometry 

- Patients aged 17 years and less, FEV1 (% predicted) - Knudson (mean): 91.1 92.1 92.9 

- Patients aged 18 years and over, FEV1 (% predicted) - Knudson (mean): 71.3 72.3 73.1 

Microbiology 

- Patients with at least one sputum during the year (%): 88.3 87.4 87.4 

H. influenzae: 19.2 17.3 16.6 

MSSA: 55.9 56.8 57.2 

MRSA: 8.1 7.2 6.3 

P. aeruginosa: 39.1 38.3 36.8 

S. maltophilia: 10.3 10.6 10.6 

B. cepacia: 1.7 1.7 2.3 

Aspergillus: 22.8 24.5 28.7 

Achromobacter xylosoxidans: 6.3 6.3 6.6 

Complications and transplantations 

- Aspergillus (%) : 10 9.9 9.5 

- Abnormal exocrine pancreatic function (%) : 80.3 80.6 80.3 

- Treated gastro-oesophageal reflux (%) : 18.7 19.7 29 

- Osteopenia/osteoporosis (%) : 6.5 7 14.3 

- Haemoptysis (%): 5.2 5.7 6.5 

- Cirrhosis / portal hypertension (%): 4.1 4.1 3.8 

- Insulin-dependent and non insulin-dependant diabetes (%): 18.4 19.3 19.2 

- Transplanted patients (N): 743 810 865 

Including patients transplanted during the year: 88 103 98 

- Patients on waiting list (N): 152 156 151 

Including patients listed during the year: 102 93 95 

Deaths on waiting list: 2 7 3 

Therapeutic management 

- IV courses (%): 30.9 30.5 29.4 

- Oxygenotherapy (%): 5.3 4.9 4.5 

- Nasal ventilation (%): 4.0 4.4 3.8 

- Azithromycin (%): 43.4 43.2 34 

- Pancreatic enzymes (%): 81.1 81.2 80.4 

French CF Registry - Annual Data Report 2017 
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Annex 5

7DEOH�$�����6XPPDU\�RI�GDWD�-�7UDQVSODQWHG�YV�QRQ�WUDQVSODQWHG�SDWLHQWV 

Transplanted 
patients 

Non 
transplanted 

patients 

2017 
data 

- Patients seen during the year in a centre* (N): 859 6072 6931 

Demographics 

- Age of patients, in years (mean): 35.1 20.5 22.3 

- Age of patients, in years (median): 34.2 18 20.3 

- Patients aged 18 years and over (%): 97.4 50 55.9 

- Early pregnancies during the year (N): 4 35 39 

- Deaths (N): 33 23 56 

Diagnosis and genetics 

- Age at diagnosis, in months (median) : 5 1.9 2 

- Full genotypes identified (%): 97.3 97.4 97.4 

F508del / F508del: 51.3 40 41.4 

F508del / Other: 36.1 42 41.2 

Other / Other: 9.9 15.4 14.7 

F508del / Missing: 0.6 0.7 0.7 

Other / Missing: 0.5 0.9 0.8 

Missing / Missing: 1.6 1 1.1 

Anthropometry and spirometry 

- Patients aged 17 years and less, Height z-score (mean): -1.03 0.05 0.05 

 Weight z-score (mean): -1.52 -0.17 -0.18

 BMI z-score (mean): -0.79 -0.12 -0.13

- Patients aged 18 years and over, Height z-score (mean): -0.69 -0.44 -0.5

 Weight z-score (mean): -0.65 0.01 -0.13

 BMI (mean): 20.2 21.6 21.3 

Spirometry 

- Patients aged 17 years and less, FEV1 (% predicted) - Knudson (mean): 72.7 93.1 92.9 

- Patients aged 18 years and over, FEV1 (% predicted) - Knudson (mean): 80.7 71 73.1 

Complications 

- Treated aspergillosis (%) 7.3 9.8 9.5 

- Abnormal exocrine pancreatic function (%) : 92.5 78.5 80.3 

- Treated gastro-oesophageal reflux disease (%) : 67.4 23.5 29 

- Osteopenia/osteoporosis (%) : 47.1 9.7 14.3 

- Haemoptysis (%): 3.4 6.9 6.5 

- Cirrhosis / portal hypertension (%): 2.8 3.9 3.8 

- Insulin-dependent and non insulin-dependant diabetes (%): 60.4 13.3 19.2 

Therapeutic management 

- Pancreatic enzymes (%) : 92.1 78.8 80.4 

- Oral steroids (%) : 76 4.8 13.7 

* The difference between the number of transplanted patients page 34 (865) and the number of patients shown in this table (859) are
the patients who died and were not seen in 2017.
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Annex 6

7DEOH�$�����6XPPDU\�RI�GDWD�-�FODVVLFDO�YV�DW\SLFDO�&) 

CF $W\SLFDO�&) All 

- Patients seen during the year in a centre* (N): 5767 398 6931 

Demographics 

- Age of patients, in years (mean): 21 23.7 22.3 

- Age of patients, in years (median): 18.7 16.9 20.3 

- Patients aged 18 years and over (%): 52.3 48.2 55.9 

- Early pregnancies during the year (N): 32 0 39 

- Deaths (N): 43 1 56 

Diagnosis and genetics 

- Age at diagnosis, in months (median) : 1.7 37.8 2 

- Full genotypes identified (%): 98.3 87.2 97.4 

F508del / F508del: 45.1 1.8 41.4 

F508del / Other: 40.1 58.8 41.2 

Other / Other: 13.1 26.6 14.7 

F508del / Missing: 0.6 2 0.7 

Other / Missing: 0.6 4.3 0.8 

Missing / Missing: 0.6 6.5 1.1 

Anthropometry and spirometry 

- Patients aged 17 years and less, Height z-score (mean):  0.01 0.6 0.05 

 Weight z-score (mean): -0.23 0.49 -0.18

 BMI z-score (mean): -0.16 0.2 -0.13

- Patients aged 18 years and over, Height z-score (mean): -0.56 0.16 -0.5

 Weight z-score (mean): -0.22 0.87 -0.13

 BMI (mean): 21.1 23.6 21.3 

Spirometry 

- Patients aged 17 years and less, FEV1 (% predicted) - Knudson (mean): 92.4 100.8 92.9 

- Patients aged 18 years and over, FEV1 (% predicted) - Knudson (mean): 73.2 86.6 73.1 

Complications 

- Treated aspergillosis (%) 9.6 3.8 9.5 

- Abnormal exocrine pancreatic function (%) : 85.8 10.6 80.3 

- Treated gastro-oesophageal reflux disease (%) : 30.7 11.8 29 

- Osteopenia/osteoporosis (%) : 12.7 4.3 14.3 

- Haemoptysis (%): 6 1.5 6.5 

- Cirrhosis / portal hypertension (%): 4 0.5 3.8 

- Insulin-dependent and non insulin-dependant diabetes (%): 20.3 2 19.2 

Therapeutic management 

- Pancreatic enzymes (%) : 85.7 12.1 80.4 

- Oral steroids (%) : 14.7 3.3 13.7 
French CF Registry - Annual Data Report 2017 

* Diagnosis type is missing for 766 patients.
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