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0\RWRQLN GLVWURILOL ELU VR\GD UDG\RORMLN EXOJXODUÕQ DUDúWÕUÕOPDVÕ DPDFÕ\OD D\QÕ VR\GDQ �� ROJX NDV
WXWXOXPX� EH\LQ DWURILVL� KLSHURVWRVLV YH IDULQJR|]RIDJLDO WXWXOXP \|Q�QGHQ UDG\RORMLN RODUDN ELOJLVD\DUOÕ
WRPRJUDIL YH IDULQJR|]RIDJRJUDP LOH DUDúWÕUÕOGÕ� )DULQJR|]RIDJRJUDP LOH YHORIDULQJLDO \HWPH]OLN G�]H\L�
ELOJLVD\DUOÕ WRPRJUDILN LQFHOHPH LOH NDV WXWXOXP GHUHFHVL� EH\LQ DWURILVL� KLSHURVWRVLV YH NHPLN GDQVLWH DUWÕúÕ
LQFHOHQGL� %XOJXODUÕQ NOLQLN WXWXOXP GHUHFHVL LOH NRUHODV\RQX DUDúWÕUÕOGÕ� 5DG\RORMLN RODUDN HQ VÕN HWNLOHQHQ
NDVODUÕQ VWHUQRNOHLGRPDVWRLG YH WULVHSV VXUD NDVODUÕ ROGX÷X J|U�OG� YH NDV WXWXOXP GHUHFHVL LOH NOLQLN
WXWXOXP úLGGHWL DUDVÕQGD NRUHODV\RQ EXOXQDPDGÕ� %DU\XPOX |]RIDJRJUDPGD �� ROJXGD GH÷LúLN GHUHFHOHUGH
YHORIDULQJLDO \HWPH]OLN VDSWDQGÕ� 0\RWRQLN GLVWURILOL EX VR\GDNL KDVWDODUGD VDSWDQDQ UDG\R�SDWRORMLN
EXOJXODUÕQ GD÷ÕOÕP YH úLGGHWLQLQ NOLQLN WXWXOXP G�]H\L LOH X\JXQOXN J|VWHUPHGL÷L VDSWDQGÕ� >7XUJXW g]DO 7ÕS
Merkezi Dergisi 1996;3(3):155-161]

Anahtar Kelimeler� 0\RWRQLN GLVWURIL� UDG\RORMLN EXOJXODU� ELOJLVD\DUOÕ WRPRJUDIL� IDULQJR|]RIDJRJUDP

Radiologic findings in myotonic dystrophy

In this study muscle involvement, brain atrophy, pharyngoesophageal involvement and hyperostosis of 12
patients, who are members of the same family, with myotonic dystrophy were investigated. The level of
velopharyngoesophageal insufficiency was determined with pharyngoesophagography. In computed
tomographic examination the degree of muscle involvement, brain atrophy,  hyperostosis and the increase in
bone density were examined. The correlation of findings with the degree of clinical involvement was
investigated. It was found that  sternocleidomastoid and triceps surae muscles were the most effected ones
radiologically. There was not any correlation between the degree of radiological and clinical involvement of
muscles. On pharyngoesophagographic examination, velopharyngoesophageal insufficiency, in various
degrees, was observed in 10 patients. The distribution of radio-pathologic findings that were observed in this
generation with myotonic dystrophy had no correlation with the degree of clinical involvement. [Journal of
Turgut Özal Medical Center 1996;3(3):155-161]
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øQ|Q� hQLYHUVLWHVL 7ÕS )DN�OWHVL 5DG\RORML $QDELOLP 'DOÕ� 0DODW\D
2

øQ|Q� hQLYHUVLWHVL 7ÕS )DN�OWHVL 1|URORML $QDELOLP 'DOÕ� 0DODW\D

Myotonik Distrofi (MyD) otozomal dominant
JHoLú J|VWHUHQ NDOÕWVDO ELU KDVWDOÕNWÕU� +DVWDOÕN

LOHUOH\LFL NDV GLVWURILVL YH P\RWRQLQLQ \DQÕVÕUD

birçok sistem tutulumuna ait bulgularla
NDUDNWHUL]HGLU� 6RQ \ÕOODUGD� ��� NURPR]RPGD

ORNDOL]H� KDVWDOÕNWDQ VRUXPOX JHQGH &7*

WULQ�NOHRWLG GL]LVLQLQ WHNUDUODPD VÕNOÕ÷Õ LOH

VHPSWRPODU DUDVÕQGD LOLúNL ROGX÷X J|VWHULOPLúWLU

(1,2).
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0\'
OL KDVWDODUGD oHúLWOL UDG\RORMLN

GH÷LúLNOLNOHULQ RUWD\D oÕNWÕ÷Õ ELOLQPHNWHGLU� %X

UDG\RORMLN EXOJXODUOD KDVWDOÕ÷ÕQ NOLQLN VH\LU YH

úLGGHWL DUDVÕQGD GH÷LúLN SDUDOHOOLNOHU ROGX÷X

J|VWHULOPLúWLU� /LWHUDW�UGH EDúOÕFD oL]JLOL YH G�] NDV

WXWXOXPXQD ED÷OÕ RODUDN LVNHOHW VLVWHPL YH

gastrointestinal sistemde, santral sinir sisteminde,
�ULQHU VLVWHP YH GL÷HU ELUoRN VLVWHPGH SDWRORMLN

UDG\RORMLN EXOJXODU ELOGLULOPLúWLU ����

0\'
OL E�\�N ELU VR\GD KDVWDOÕN VDSWDQDQ

ELUH\OHULQ UDG\RORMLN LQFHOHPHVLQL VXQGX÷XPX] EX

oDOÕúPD� WHN ELU VR\D÷DFÕQGD KDVWDOÕ÷ÕQ QH |Oo�GH

UDG\RORMLN GH÷LúLNOLNOHUH \RO DoWÕ÷ÕQÕ YH EX

GH÷LúLNOLNOHULQ KDVWDOÕ÷ÕQ NOLQLN GXUXPX LOH LOLúNLVLQL

DUDúWÕUPD\Õ DPDoODPDNWDGÕU�

GEREÇ VE YÖNTEM

%X oDOÕúPD VLVWHPLN YH Q|URORMLN PXD\HQH YH

HOHNWURIL]\RORMLN LQFHOHPH VRQXFX NHVLQ 0\' WDQÕVÕ

DODQ D\QÕ VR\GDQ �� ROJXGD \DSÕOGÕ�

Olgular sistemik, nörolojik ve elektrofizyolojik
incelemelerini takiben radyolojik olarak incelendi.
øQFHOHPHGH 0\'
\H DLW VHPSWRPODUÕQ EDúODQJÕo

\DúÕ� |QF� VHPSWRPODUÕQ QH ROGX÷X |÷UHQLOGL�

Nörolojik incelemede kas distrofi ve
NXYYHWVL]OL÷LQLQ úLGGHWL YH GD÷ÕOÕPÕ� P\RWRQLQLQ

YDUOÕ÷Õ YH PHQWDO GXUXP G�]H\OHUL DUDúWÕUÕOGÕ�

+DVWDODUÕQ PHQWDO GXUXP G�]H\OHUL 7DQUÕGD÷
ÕQ

PRGLIL\H HWWL÷L �PHQWDO GXUXP WHVWOHUL�QH J|UH �

GHUHFHGH ND\GHGLOGL ���� 2OJXODU KDVWDOÕ÷ÕQ J�QO�N

LúOHYOHUL NÕVÕWODPDVÕQD J|UH GHUHFHOHQGLULOGL� %XQD

J|UH� J�QO�N LúOHYOHUH KDVWDOÕ÷ÕQ HWNLVL \RN��� J�QO�N

LúOHYOHUH KDVWDOÕ÷ÕQ HWNLVL D]��� J�QO�N LúOHYOHUH

KDVWDOÕ÷ÕQ HWNLVL EHOLUJLQ��� J�QO�N LúOHYOHULQL

\DSDELOPHN LoLQ ELU EDúNDVÕQÕQ \DUGÕPÕQD LKWL\Do

duyma:3 olarak kabul edildi.

%X LQFHOHPHGH W�P KDVWDODUD VÕUDVÕ\OD

ELOJLVD\DUOÕ EH\LQ WRPRJUDILVL� ELOJLVD\DUOÕ NDV

WRPRJUDILVL� ELOJLVD\DUOÕ WRPRJUDIL �%7� LOH NHPLN

dansite ölçümleri ve baryumlu faringo-özefagogram
\DSÕOGÕ�

%LOJLVD\DUOÕ EH\LQ WRPRJUDILVLQGH UXWLQ WDUDPD

PHWRGX NXOODQÕOGÕ� 2UELWR�PHDWDO KDWD SDUDOHO ��

VDQWLPHWUH NDOÕQOÕ÷ÕQGD DOÕQDQ DNVL\HO NHVLWOHU� EH\LQ

penceresinde intraserebral patoloji ve serebral
atrofi, kemik penceresinde hiperostosis yönünden
GH÷HUOHQGLULOGL�

.DV GRNXVX � GH÷LúLN G�]OHPGHQ DOÕQDQ %7

NHVLWOHUL LOH GH÷HUOHQGLULOGL� %X NHVLWOHU ER\XQGD

WLURLG NÕNÕUGDN G�]H\LQGHQ� RPX] NXúD÷ÕQGD

VWHUQXPXQ �VW NHQDUÕ G�]H\LQGHQ� NROXQ RUWD

NÕVPÕQGDQ� DEGRPHQGH /� YHUWHEUD G�]H\LQGHQ�

SHOYLN NXúDNWD RUWD LQJLQXDO OLJDPHQW G�]H\LQGHQ�

EDFDNWD YH EDOGÕUGD RUWD NHVLPGHQ DOÕQGÕ� +HU

G�]H\ LoLQ NDUúÕW �IOHNV|U� HNVWHQV|U� LNL NDV GRNXVX

incelendi.  Kas tutulumu,  görünümlerine göre 4
HYUH\H D\UÕOGÕ� .DVÕQ QRUPDO J|U�Q�P� HYUH �� NDV

GRNXVX LoLQGH J�YH \HQL÷L WDU]ÕQGD D]DOPÕú N�o�N

GDQVLWH DODQODUÕQÕQ J|U�Q�P� HYUH �� NÕVPL NDV

GRNXVX ND\EÕ YH E�\�N D]DOPÕú GDQVLWH DODQODUÕQÕQ

J|U�Q�P� HYUH �� NDV GRNXVXQXQ WDP ND\EÕ YH

\HULQGH \D÷ YH \XPXúDN GRNX J|U�Q�P� YH EHOLUJLQ

DWURIL HYUH � RODUDN GH÷HUOHQGLULOGL�

Kemik dansite ölçümleri için L2 ve L3 vertebra
NRUSXVX RUWD NHVLPLQGHQ JHoHQ %7 NHVLWOHUL DOÕQGÕ�

.RUSXV RUWD NÕVPÕQGD GDQVLWHVL |Oo�POHUL \DSÕODUDN�

VRQXoODU NRQWURO JUXEX LOH NDUúÕODúWÕUÕOGÕ� .RQWURO

JXUXEX RODUDN D\QÕ \Dú YH FLQVWHQ �� ELUH\LQ

VRQXoODUÕ GH÷HUOHQGLULOPHGH NXOODQÕOGÕ�

%DU\XPOX IDULQJR|]RIDJRJUDPODU KDVWDODUÕQ D÷]Õ

EDU\XPOD GROGXUXOGXNWDQ VRQUD \XWPD VÕUDVÕQGD

floroskopik tetkik ve ön-arka, yan spot
U|QWJHQRJUDPODU DOÕQDUDN \DSÕOGÕ� 9DOOHN�OD YH

SULIRUP VLQ�VOHUGHNL NRQWUDVW WDNÕQWÕ PLNWDUÕ�

ERúDOPD KÕ]Õ YH WUDNHD\D NDoÕúD J|UH YHORIDULQJLDO

yetmezlik evrelendirildi.  Buna göre 0 normal evre,
priform sinüs ve vallekülada  minimal kontrast
WDNÕQWÕ YDUOÕ÷Õ �� HYUH� RUWD GHUHFHGH WDNÕQWÕ YDUOÕ÷Õ ��

evre, valleküla ve priform sinüsün kontrast ile
WDPDPHQ GROPDVÕ YH JHoLNPLú ELU KÕ]GD ERúDOPDVÕ

�� HYUH RODUDN NDEXO HGLOGL� 7UDNHD\D NDoÕúÕQ

VDSWDQPDVÕ �D HYUHVL RODUDN GH÷HUOHQGLULOGL�

.OLQLN YH UDG\RORMLN EXOJXODUÕQ LVWDWLVWLN

incelemeleri için Systat W5 for Windows
�6<67$7� ,QF�� (YDQVWRQ� ,/� ���������� DGOÕ

ELOJLVD\DU LVWDWLVWLN SDNHW SURJUDPÕ NXOODQÕOGÕ�

BULGULAR

Nörolojik ve elektrofizyolojik inceleme ile
0\' VDSWDQDQ �� ROJXQXQ oR÷XQOX÷X HUNHNWL

�HUNHN�NDGÕQ������ 6HPSWRPODUÕQ ���� \DúODUÕ

DUDVÕQGD EDúODGÕ÷Õ |÷UHQLOGL� +DVWDODUÕQ VHPSWRPOX

\DúDP V�UHOHUL ���� \ÕO DUDVÕ\GÕ� '|UW KDVWD J�QO�N

DNWLYLWHVLQL \�U�WHELOPHN LoLQ ELULQLQ \DUGÕPÕQD

LKWL\Do GX\X\RUGX �GLVDELOLWH GHUHFHVL�� +DVWDODUÕQ
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GLVDELOLWH GHUHFHOHUL LOH VHPSWRPOX \DúDP V�UHOHUL

DUDVÕQGD DQODPOÕ �U ����� S������� ELU NRUHODV\RQ

VDSWDQGÕ�

0HQWDO GXUXP G�]H\L LOH KDVWDOÕN V�UHVL�

disabilite derecesi veya BBT'de serebral atrofinin
YDUOÕ÷Õ DUDVÕQGD DQODPOÕ ELU LOLúNL \RNWX �7DEOR ���

Baryumlu özefagogramda 12 olgunun 10'nunda
GH÷LúLN GHUHFHOHUGH SULIRUP VLQ�VOHU YH YDOOHN�OHU

E|OJHOHUGH WDNÕQWÕ ROGX÷X J|U�OG� �5HVLP ���

5DG\RORMLN RODUDN úLGGHWOL YHORIDUHQJHDO \HWPH]OLN

VDSWDQDQ ROJXODUGD \XWPD J�oO�÷� úLND\HWL

EHOLUWLOPH]NHQ �2OJX ��� YH �� \XWPD J�oO�÷�QGHQ

\DNÕQDQ ELU ROJXGD �2OJX �� UDG\RORMLN RODUDN

PLQLPDO \HWPH]OLN VDSWDQGÕ� <XWPD J�oO�÷� úLGGHWOL

RODQ YH UDG\RORMLN LQFHOHPHGH úLGGHWOL YDOOHN�OHU

WDNÕQWÕVÕ EXOXQDQ LNL ROJXGD NULNRIDUHQJHDO P\RWRPL

DPHOL\DWÕ \DSÕOGÕ �7DEOR ���

2OJXODUÕQ �� ORPEHU YHUWHEUD NRUSXVX RUWD

NHVLPLQGHQ DOÕQDQ NHVLWOHUGH \DSÕODQ |Oo�POHUOH

VDSWDQDQ GDQVLWH GH÷HUOHUL ������������ NRQWURO

JUXEX GDQVLWH GH÷HUOHULQH ������������ J|UH DQODPOÕ

derecede (p<0.005) yüksekti. 3 olguda dansite
GH÷HUOHULQLQ NRQWURO JUXEX � VWDQGDUW VDSPDVÕQÕQ

�VW�QGH ELU GH÷HUGH ROGX÷X VDSWDQGÕ� 2OJXODUGD

KLSHURVWRVLVL GH÷HUOHQGLUPHN LoLQ IURQWDO� RNVLSLWDO

YH WHPSRUDO E|OJHGH NDOYDU\XP NDOÕQOÕNODUÕ |Oo�OG��

� ROJXGD NDOYDU\XP NDOÕQOÕ÷Õ RNVLSLWDO YH IURQWDO

Resim 1. 0\'
OL KDVWDODUGD úLGGHWOL YHORIDULQJLDO \HWPH]OLN

EXOJXVXQD ED÷OÕ YDOOHN�OD YH SULIRUP VLQ�VOHUGH

GH÷LúLN úLGGHWWH EDU\XP UHWDQVL\RQX J|U�OPHNWHGLU�

Tablo 1. 2OJXODUÕQ \DúÕ� FLQVL\HWL� úLND\HWOHULQLQ EDúODQJÕo \DúÕ� GLVDELOLWH YH PHQWDO GXUXP GHUHFHVL� YH ELOJLVD\DUOÕ

EH\LQ WRPRJUDILVLQGH VDSWDQDQ VHUHEUDO DWURILQLQ GD÷ÕOÕPÕ

Olgular 1 2 3 4 5 6 7 8 9 10 11 12
<Dú 28 38 39 31 30 27 10 14 25 40 36 18
Cinsiyet E E E E K E E K E K E E
ùLND\HWOHULQ EDúODGÕ÷Õ \Dú 18 26 17 23 20 24 7 8 21 20 26 17
Disabilite derecesi 2 3 3 2 2 1 1 1 0 3 3 0
Mental durum derecesi II II I 0 0 II I III 0 II II 0
BBT'de serebral atrofi + - + - + - - - + + + -

Tablo 2. 2OJXODUÕQ \XWPD J�oO�÷� úLND\HWL YH EDU\XPOX IDULQJR|]RIDJRJUDPGD VDSWDQDQ YHORIDULQJLDO \HWPH]OLN

úLGGHWOHULQLQ GD÷ÕOÕPÕ

Olgular 1 2 3 4 5 6 7 8 9 10 11 12
<XWPD J�oO�÷� úLND\HWL + + + - - - - - - + + -
9HORIDULQJLDO \HWPH]OLN úLGGHWL
 1 3a 3 3 1 0 0 2 3a 3a 3 1
* : Yok:0, hafif:1, orta:2, D÷ÕU��� WUDNHD\D JHoLú��D�

Tablo 3. 2OJXODUÕQ %7 NHVLWLQGH �� ORPEHU YHUWHEUD NRUSXVX RUWD NÕVÕPÕ GDQVLWH GH÷HUOHUL YH NHPLN SHQFHUH %%7

NHVLWLQGH �o D\UÕ E|OJHGH NDOYDU\XP NDOÕQOÕNODUÕQÕQ GD÷ÕOÕPÕ

Olgular 1 2 3 4 5 6 7 8 9 10 11 12
Vertebral dansite 215 194 195 290* 328* 241* 192 175 184 185 172 177
)URQWDO NDOÕQOÕN �PP� 9 11 12 11.5 11 11.5 11 12 12 15.5* 14* 10
2NVLSLWDO NDOÕQOÕN �PP� 8.5 10 12 11 10 10 10.5 10 12 15.5* 15* 9.5
Temporal (mm) 7.5 10 11 8.5 9 9.5 8 9 9.5 10.5 11 8

.RQWURO JUXEX � VWDQGDUW VDSPD GH÷HULQGHQ \�NVHN
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E|OJHGH \DúD J|UH EHOLUOHQHQ NRQWURO JUXEX

GH÷HUOHULQLQ �VW�QGH EXOXQGX �7DEOR ���

<HGL IDUNOÕ G�]OHPGH DOÕQDQ %7 LQFHOHPHVLQGH

NDUúÕW �� NDV GH÷HUOHQGLULOGL� 5DG\RORMLN RODUDN HQ

VÕN YH úLGGHWOL HWNLOHQHQ NDVODUÕQ VWHUQRNOHLGR�

PDVWRLG YH WULVHSV VXUD NDVODUÕ ROGX÷X J|U�OG�

�5HVLP ��� %R\XQGD HNVWHQV|U JUXS NDVODUÕ�ELVHSV

EUDNL� SDUDYHUWHEUDO EHO NDVODUÕ YH JOXWHXV PDNVLPXV

NDVODUÕQÕQ LVH RUWD GHUHFHGH HWNLOHQHQ EDúOÕFD NDVODU

ROGX÷X VDSWDQGÕ� 'LVDELOLWH GHUHFHVL � RODQ �

KDVWDGD �2OJX ����� JDVWURNLQHPLXV NDVÕQÕQ RUWD

GHUHFHGH HWNLOHQPLú ROGX÷X J|U�OG�� <LQH GLVDELOLWH

GHUHFHVL � RODQ ROJXGD �2OJX �� LQFHOHQHQ NDVODUÕQ

KHPHQ ELUoR÷XQGD UDG\RORMLN RODUDN HWNLOHQPH

ROGX÷X EHOLUOHQGL� %XQD NDUúÕQ GLVDELOLWH GHUHFHVL �

olan bir olguda  (Olgu 11) daha çok boyun
NDVODUÕQÕQ UDG\RORMLN RODUDN HWNLOHQGL÷L GL÷HU NDV

JUXEODUÕQGD HWNLOHQPHQLQ ROPDGÕ÷Õ VDSWDQGÕ �7DEOR

��� .DVODUÕQÕQ HWNLOHQPH GHUHFHOHULQLQ WRSODP

SXDQODUÕQD J|UH� ROJXODUGDQ Q|URORMLN PXD\HQHVLQGH

proksimal kaslarda güçsüzlük saptananlarda daha

\�NVHN HWNLOHQPH SXDQODUÕQÕQ ROGX÷X �S�������

VDSWDQGÕ�

7$57,ù0$

øOHUOH\LFL NDV GLVWURILVL YH P\RWRQL LOH

NDUDNWHUL]H 0\'
GH KDVWDOÕ÷ÕQ VH\UL ER\XQFD GH÷LúLN

úLGGHW YH VÕNOÕNWD GL÷HU VLVWHPOHULQ WXWXOXPXQD DLW

VHPSWRP YH EXOJXODU RUWD\D oÕNPDNWDGÕU ���� 6RQ

\ÕOODUGD PROHN�OHU EL\RORMLQLQ RUWD\D NR\GX÷X

JHOLúPHOHU� KDVWDOÕ÷ÕQ SOHRWURIL]PLQLQ ���

NURPR]RPGD EXOXQDQ KDVWDOÕNWDQ VRUXPOX JHQGHNL

&7* WULQ�NOHRWLG GL]LQLQLQ WHNUDUODPD VÕNOÕ÷Õ LOH

LOLúNLVLQL RUWD\D NR\PXúWXU� %X úHNLOGH D\QÕ VR\XQ

ELUH\OHULQGH KDVWDOÕ÷ÕQ IDUNOÕ \DúODUGD EDúODPDVÕ�

IDUNOÕ úLGGHWWH VH\UHWPHVL� ELU KDVWDGD NDV

JUXSODUÕQÕQ IDUNOÕ GHUHFHOHUGH WXWXOPDVÕ L]DK

edilmektedir (1,2-5).

a b

c d

Resim 1. 0\'
OL ELU KDVWDQÕQ�

�D� ER\XQGD WLURLG NÕNÕUGDN

G�]H\LQGHQ DOÕQDQ ELU NHVLWWH

sternokleidomastoid kaslarda

belirgin atrofi ve ekstansör grup

ER\XQ NDVODUÕQGD KLSRGHQV

DODQODU YH NDV GRNXVX ND\EÕ� �E�

Abdomende L3 vertebra

G�]H\LQGHQ DOÕQDQ NHVLWWH

paravertebral kaslarda kas

GRNXVXQGD WDPD \DNÕQ ND\ÕS YH

\D÷ GRNXVX UHSOHVPDQÕ� �F�

3HOYLN NXúDNWD DOÕQDQ NHVLWWH

JOXWHXV PDNVLPXV NDVODUÕQGD

J�YH \HQL÷L WDU]ÕQGD KLSRGHQV

DODQODU� �G� %DOGÕUGD RUWD

NÕVÕPGDQ DOÕQDQ NHVLWWH WLELDOLV

DQWHULRUGD J�YH \HQL÷L úHNOLQGH

hipodens alanlar ve triseps sura

NDVÕQGD NÕVPL NDV GRNXVX ND\EÕ

YH E�\�N D]DOPÕú GDQVLWH

DODQODUÕ L]OHQPHNWHGLU�
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1|URP�VN�OHU KDVWDOÕNODUGD NDV SDWRORMLOHULQGH

UDG\RORMLN EXOJXODUÕQ RUWD\D oÕNDUÕOPDVÕ YH EXQODUÕQ

NOLQLN EXOJXODUOD NRUHODV\RQX DoÕVÕQGDQ oHúLWOL

oDOÕúPDODU \DSÕOPÕúWÕU ������ %7 OLWHUDW�UGH HQ VÕN

NXOODQÕODQ \|QWHPOHULQ EDúÕQGD JHOPHNWH YH

Q|URP�VN�OHU KDVWDOÕNODUGDNL SDWRORMLN %7 EXOJXVX

hipodens  alanlar olarak belirtilmektedir (8,10-16).
.OLQLN EXOJXODU RUWD\D oÕNPDGDQ |QFH UDG\RORMLN

EXOJXODUÕQ EHOLUOHQPH RUDQÕ YH UDG\RORMLN EXOJXODUÕQ

úLGGHWL LOH NOLQLN EXOJXODU DUDVÕQGD NRUHODV\RQ

EXOXQPD\D oDOÕúÕOPÕúWÕU� )DUNOÕ oDOÕúPDODUGD EX

NRUHODV\RQXQ EXOXQPDGÕ÷Õ J|VWHULOPLú YH %7
QLQ HQ

|QHPOL LúOHYLQLQ NOLQLN RODUDN EHOLUOHQHPH\HQ NDV

WXWXOXPXQX� GHUHFHVLQL YH (0* L÷QHVLQLQ

\HUOHúWLULOPHVL LoLQ \RO J|VWHUPHNWH |QHPOL ROGX÷X

EHOLUWLOPLúWLU �������������

+DVWDOÕ÷ÕQ VH\ULQGH GLVDELOLWHQLQ RUWD\D oÕNÕúÕ

oR÷XQOXNOD NDV GLVWURILVLQLQ úLGGHWL LOH RUDQWÕOÕ

ROPDNWDGÕU� 0\' GLVWDO NDV JUXSODUÕQÕQ |QFHOLNOH

WXWXOGX÷X NDV GLVWURILOHULQH |UQHN J|VWHULOPHNWHGLU�

Fakat radyolojik görüntüleme yöntemlerinde
VD÷ODQDQ JHOLúPHOHUOH� Y�FXGXQ KHPHQ ELUoRN

GH÷LúLN E|OJHVLQGHNL NDVODUÕQ NOLQLN VHPSWRP RUWD\D

oÕNPDGDQ |QFH WXWXOGX÷X RUWD\D NRQPXúWXU

���������� 0\'
GH NDV WXWXOXP úLGGHWLQLQ

VDSWDQPDVÕ \DQÕVÕUD KDQJL NDV YH NDV JUXSODUÕQÕQ VÕN

RODUDN WXWXOGX÷XQXQ WHVSLWL GH |QHPOLGLU� /LWHUDW�UGH

0\'
GH WXWXODQ NDV JUXSODUÕQÕQ KDQJLVL ROGX÷XQD

GDLU oRN oHúLWOL ELOGLULPOHU ROPDNOD ELUOLNWH HQ VÕN

tutulan kas olarak sternokleidomastoid, lomber
SDUDVSLQDO NDVODU YH WLVHSV VXUD ROGX÷X

EHOLUWLOPHNWHGLU ���������� 6ZDVK YH DUNDGDúODUÕQÕQ

\DSWÕ÷Õ oDOÕúPDGD NDV GLVWURILOL �� KDVWDQÕQ

\DUÕVÕQGD NOLQLN RODUDN QRUPDO RODQ NDVODUGD %7
GH

WXWXOXP ROGX÷X VDSWDQPÕúWÕU ���� 5LFNDUGV YH

DUNDGDúODUÕQÕQ \DSWÕ÷Õ oDOÕúPDGD LVH EDFDN

NDVODUÕQGD NOLQLN GXUXP LOH %7
LN WXWXOXP

EXOJXODUÕQÕQ NRUHODV\RQ J|VWHUPHGL÷L

belirtilmektedir (15). Özellikle boyun fleksör
NDVODUÕQGD WXWXOXP NOLQLN RODUDN EX KDVWDOÕNWD VÕN

RODUDN RUWD\D oÕNPDNWDGÕU� %X oDOÕúPD JUXEXQGD GD

KDVWDODUÕQ oR÷XQGD ER\XQ IOHNV|UOHUL WXWXOXPX NOLQLN

RODUDN VDSWDQPÕú YH UDG\RORMLN RODUDN

J|VWHULOPLúWLU� )DNDW EDOGÕU NDVODUÕQGD� |]HOOLNOH

WULVHSV VXUD NDVÕQGD NOLQLN RODUDN EHOLUJLQ J�oV�]O�N

ROPDNVÕ]ÕQ %7
GH úLGGHWOL WXWXOXPXQ ROGX÷X ROJXODU

EHOLUOHQPLúWLU ����� 5DG\RORMLN EXOJXODUÕQ GDKD

HUNHQ YH J|UHFHOL RODUDN GDKD EHOLUJLQ ELU úHNLOGH

WXWXOXPX RUWD\D NR\PDVÕQÕ LOHUL V�UHQ ED]Õ

DUDúWÕUÕFÕODU EX KDVWDODUGD NDV EL\RSVLVL LúOHPOHUL LoLQ

UDG\RORMLN J|U�QW�OHPHQLQ NÕODYX]OX÷XQX

|QHUPLúOHUGLU ���������������� %L]LP oDOÕúPDPÕ]GD

bu konuyla ilgili  iki önemli sonuçtan birincisi,
vücutta en çok tutulan kaslar olarak
VWHUQRNOHLGRPDVWRLG YH WULVHSV VXUD NDVODUÕQÕQ

EXOXQPDVÕGÕU� %LU GL÷HU VRQXo NOLQLN RODUDN QRUPDO

RODQ NDVODUGD %7 LOH WXWXOXP VDSWDQPDVÕ YH WXWXOXP

GHUHFHVL LOH NOLQLN EXOJXODU DUDVÕQGD DUDVÕQGD

EHOLUJLQ NRUHODV\RQ EXOXQPDPDVÕ\GÕ�

0\'
GH OLWHUDW�UGH NDOVL\XP PHWDEROL]PDVÕQGD

DQRUPDOOLN ROPDNVÕ]ÕQ NDOYDU\XPGD KLSHURVWRVLV YH

DUWPÕú NHPLN PLQHUDO GDQVLWHVL J|]OHQPLú YH EX

KDVWDODUGD DUWPÕú JHQHUDOL]H KLSHURVWRWLN

SRWDQVL\HOLQ YDUOÕ÷Õ G�ú�Q�OP�úW�U ����������� %X

potansiyel de insülin, büyüme hormonu,
VRPDWRPHGLQOHU YH WLURLG KRUPRQODUÕ JLEL NHPLN

PHWDEROL]PDVÕQÕ KÕ]ODQGÕUDQ HQGRNULQ DQRPDOLOHUOH

LOLúNLOHQGLULOPLúWLU �������� 2OJXODUÕPÕ]ÕQ \DOQÕ]FD

Tablo 4.2OJXODUÕQ NDVODUÕQÕQ ELOJLVD\DUOÕ WRPRJUDIL J|U�Q�POHULQH J|UH WXWXOXP GHUHFHOHUL

Olgular 1 2 3 4 5 6 7 8 9 10 11 12
Sternokleidomastoid 1 3 3 0 0 3 1 1 2 2 2 0
(NVWHQV|U JUXS ER\XQ NDVODUÕ 0 2 2 0 0 2 0 1 1 1 1 0
Deltoid 0 1 1 1 0 2 0 1 1 1 0 0
øQIUDVSLQDWXV 0 1 0 0 0 1 0 0 1 0 0 0
Biseps braki 1 2 2 1 1 1 0 0 1 1 0 0
Triseps braki 1 1 1 1 0 2 0 0 2 0 0 0
3DUDYHUWHEUDO EHO NDVODUÕ 1 3 1 0 0 0 1 1 0 2 1 0
.DUÕQ |Q GXYDU NDVODUÕ 1 1 0 0 0 0 1 1 0 1 0 0
øOLRSVRDV 1 1 1 0 0 1 0 1 0 1 0 0
Gluteus maksimus 1 1 2 1 1 1 1 1 1 1 1 0
Rektus femoris 1 1 1 1 0 0 0 1 0 0 0 1
Biseps femoris 1 1 1 1 1 0 1 1 0 1 0 1
Vastus lateralis 0 1 2 0 1 0 0 0 0 1 0 0
Tibialis anterior 1 1 1 0 0 1 1 0 0 0 0 0
Triseps sura 3 3 3 2 1 1 2 2 2 1 0 2
Toplam puan 13 23 21 8 5 15 8 11 11 13 5 4
�� SDWRORMLN J|U�Q�P \RN� �� J�YH \HQL÷L WDU]ÕQGD KLSRGHQV DODQODU� �� NÕVPL NDV GRNXVX ND\EÕ YH E�\�N D]DOPÕú GDQVLWH DODQODUÕ�

�� NDV GRNXVXQXQ WDP ND\EÕ YH \HULQGH \D÷ YH \XPXúDN GRNX J|U�Q�P�



7XUJXW g]DO 7ÕS 0HUNH]L 'HUJLVL ���������

Myotonik distrofide radyolojik bulgular K. Saraç ve ark.

160

LNLVLQGH VDSWDGÕ÷ÕPÕ] KLSHURVWRVLVLQ GL÷HU Q|URORMLN�
UDG\RORMLN YH ODERUDWXYDU EXOJXODUÕ\OD LOLúNLVL]
ROGX÷XQX EHOLUOHGLN� <DQÕVÕUD KDVWDODUÕQ NHPLN
PLQHUDO GDQVLWHOHUL NRQWURO JUXEXQD J|UH DQODPOÕ
GHUHFHGH DUWPÕúWÕ YH ROJXODUÕQ LNLVLQGH GD � VWDQGDUW
VDSPDQÕQ �VW�QGH\GL� %X ROJXODUGD NDQ NDOVL\XP
YH IRVIRU GH÷HUOHUL\OH GDQVLWH GH÷HUOHUL DUDVÕQGD ELU
LOLúNL NXUXODPDGÕ�

MyD'li hastalarda gastrointestinal fonksiyon
ER]XNOXNODUÕ NOLQLN RODUDN EHOLUJLQ RODELOLU YH LVNHOHW
VLVWHPL WXWXOXP VHPSWRPODUÕQGDQ |QFH J|U�OHELOLU
�������� *DVWURLQWHVWLQDO VLVWHP WXWXOXPXQGD HQ VÕN
semptom veren bulgu velofaringial yetmezliktir.
Velofaringial yetmezlik MyD'de,  özellikle klinik
RODUDN WDQÕQPDPÕú 0\' ROJXODUÕQGD \�NVHN RUDQGD
görülmektedir (23,24). Bizde de toplam 12 olgudan
��
XQGD GH÷LúLN GHUHFHOHUGH YHORIDUHQJHDO \HWPH]OLN
J|U�OG�� 9H 0\'
GH HQ VÕN VHPSWRP RODUDN WHVSLW
HGLOGL� $\UÕFD \XWPD J�oO�÷� WDQÕPODQPD\DQ �
olguda da velofarigial yetmezlik tespit edilmesi
DVHPSWRPDWLN ROJXODUGD GD UDG\RORMLN EXOJXODUÕQ
J|VWHULOHELOHFH÷LQL RUWD\D oÕNDUGÕ

0\'
GH J|U�OHQ ELU GL÷HU EXOJX EH\LQ DWURILVLGLU
����������� %H\LQ DWURILVLQLQ \R÷XQOX÷X LOH \Dú�
KDVWDOÕN V�UHVL YH Q|URSVLNRORMLN \HWPH]OLN úLGGHWL
DUDVÕQGD NRUHODV\RQ EXOXQPDPÕúWÕU ����� %L]GH ��
KDVWDQÕQ �
VÕQGD DWURIL WHVSLW HWWLN� $WURIL LOH
úLND\HWOHULQ EDúODQJÕo \DúÕ PHQWDO GXUXP YH
GLVDELOLWH GHUHFHVL DUDVÕQGD DQODPOÕ LOLúNL
EXOXQDPDGÕ�
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