Avtikataotaon aoptikng BaABidac oe aocBevi pe voco Mc Ardle

Stabomnouhog AvaotaotogBapBapidn lwdavva?, Péunelouv Mapia?, Kuptdlog Kuptakog?, Mmdpurnoa XpuodvOn? Kwvotavtiva Pwpava*

1.ErpeAntric A ESY TNA EvayyeAiouog 2. Etbikeuouevn TNA EvayyeAiouog 3.Elbikeuduevos FNA EvayyeAlouos

4. Suvroviotpla SteuBuvipta FNA EvayyeAiouog

MNoapouocioon eEPLOTATIKOU

Avépag 32y, 70kg, 170 cm mpog avrikatdotaon dirtuxng AV e coBapn
oTévwon

ATto TO LOoTOPLKO Tou VOcog Mc Ardle, 2 *voonAeieg Aoyw paBdopudAuong,
QVETITAEKTN OKWANKOELSEKTOUN o€ TtaSIkA NALkic. KAVIKA GUGTOALKO
duonua otnv AV.

CK=1462 U/It

K/A: AVA=0.75cm2, meanGr=58mmHg , vmax=4.7m/s, LV EQO ouwg
avioloa aoptr) 47mm.

IV evubdatwon to Bpadu mpo tou x/ou (80ml/h)

NpwtékoAAo kakorBoug unteprupediag (TposToLuacia glnxotv HaTog,
aroduyn eKAUTIKWY TapayovTtwy Kal dpeoa SLaBEatio OaVTPOAEVLOD)
MpooEeKTLKr TOTOOETNON OTO X/KO TPAMELL - EMaypUTVNON VLo ohUEla Tiieonc-
LoXaLLag

Evepyntikn B€ppavon pe puoouva (amoduyr tou piyoug)

Anoduyn Un eMeUPATIKNAG LETPNONG BP- dpeon tomobetnon kabetrnpa yla
IBP

IV eloaywyn otnv avawodnoia- Atdokawvn 1mg/kg,fentanyl 3y/kg
,iportopoAn 140mg IV, cisatpakouplo 14mg IV

Awatiipnon avawodnoiag pe TIVA-éyxuon mpomodoAne, pepidevTavuAng
EAelBepn otpatnyLkr xopriynong vypwv [1,5 It R/L/3h tpo CBP]
>Tevoc €heyxog Glu (121-157), otevog éAeyxog Stoupnong (>200ml/h)

MNopeia xwpig cUMPBAATA TTPO KO KATA TH SLAPKELA TNG EEWOWLOTIKAG
KukAodopiag.

Awapketa: 140min ( cross clamp 80min)

AAAQYN XELPOUPYLKOU MAGVOU +OUVOETIKO EUBU HOOYXEVHA AVIOUGOLG
aoptng

YrnoBepuia éwg 32°C

EUKOAN amodéopeuon e XapnAn 600N AyYELOCUOTIOLOTLKWY KaL LVOTPOTIWV.

MTX mopeia opaAr) , AMOCWARVWON LETA oo MEVTE WPEG, AVATIVEUOTIKA
ETIOPKNG , VOPHOBEPULKOG, XWPLG plyog, XwPLG LUOOKENETIKA AAYN KOL LE
untepnyoypadika KaAwg Asttoupyovoa BaABidikr mpdBeon. CK=634 U/It.

O N

McArdle Disease

Ewoéva : McArdle disease Scheme [2]

AvawoOnotoAoyiko checklist yia
aoBevi pe vooco McArdle [1,3]

Baseline Bloxnuikdc-vedplkn Asttoupyia
NpwtokoAAo yLa KakorOn unepnupesio
Glucose IV infusion

Amnocduyn tourniquet, mpoooxn otnv
tornoBétnon Tou acBevolg

Amnooduyn piyoug

Evuddtwon -6tolpnon

ToTLKOTEPLOXLKNA avaloOnoia mpotiudTal
av ot duvatov

Anopaitnta EtCO2,ECG, SP02,BP

Av high risk aoBeveig okedreite yia:

central venous access, arterial catheterization

v

24h ICU mapakolouBnon ?

Iukoyoviaon turou V (GSD V-N6cog McArdle)

Jmavio datapayr 1/100.000
vevwvnoelg [1]

AUTOOWLLKI] UTTOAELTOLEVN
KANPOVOULKOTNTO

Fovidlakr) HetaAAagn
puodwaodopuUAdong Tou YAUKOYOVOU
(PYGM)

Aduvaypia didomnacng Tou
YAUKOyOVOU-CUGCWPELON

EAAewn evépyelag - LULKN BAGBN

KE: évtovn KOTwon, HUOAYLEG, HULKEG
KPAUTIEG, EVTOVEC CUCTIAOELG, ULKNA
okapdia peta amno Gpuotkn
Sdpactnplotnta

Aldyvwon: LoTopLKO, aAuEnUEVN
baseline CK [3],exercise
testing,Bloio LUOG +/- YEVETIKOG
EANEYXOC

Avtipetwrion: aAayég lifestyle

Kivduvog yia: papdopuoiuon, ONA,
UTX KOTIwan,8uckoAia :
weaning,UTtoyAUKaLLULLQL, LU LKD)
Loxalpio - cuvépopo Slapepiopatog,
KakonOn uneprnupesio
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