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Zhodnoceni kriticky nemocného ditete

1. Quick Look

Behaviour

2. ABCDE pristup

3. Fokusovana anamnéza + fyzikalni vysetreni
4. Laborator, zobrazovaci a dalsi pomocné metody

N AN |

Breathing

Age Weight Height

2vems Oooe | 1249 | s030en

J PEDI HELP ) - ©

Body colour

Heart Rate 90-130 /min

Systolic Blood Pressure 74-110 mmHg

Respiratory Rate 24-40  /min

Tidal Volume 72 ml

6mlikg

Blood Volume 960 ml
70-95ml/kg

Hemoglobin 100-120 g
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Pacienti se vzacnym onemocnénim
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Anaesthesia recommendations for patients suffering
from

Recessive myotonia congenita
(Becker’s disease)

Emergency information

Disease name: Recessive myotonia congenita
ICD 10: G71.1

Synonyms: Becker's disease

Becker’'s disease is an autosomal recessive type of myotonia congenita, non-dystrophic
myotonia, first described in the 1970s by Peter Emil Becker [1]. The worldwide prevalence of
myotonia congenita is about 1:100,000 while in some countries (e.g. Norway) the incidence
may be 10 times higher [2,3]. It is linked to mutations in CLCN1 (the same as the autosomal
dominant in Thomsen's disease), the gene encoding the skeletal muscle chloride channel.
The mutation in Becker’s disease leads to reduced flow of chloride ions during repolarisation
leading to sustained muscle contraction [4]. The reduced chloride conductance of the
mutated chloride channels in Becker's myotonia causes hyper-excitability of the muscle fibre
membrane leading to bursts of aberrant action potentials.

Medicine in progress
Perhaps new knowledge
Every patient is unique

Perhaps the diagnostic is wrong

AIRWAY /
ANAESTHETIC
TECHNIQUE

BLOOD PRODUCTS
(COAGULATION)

CIRCULATION

D DRUGS

prepare for a difficult airway (cervical spine instability,
collapse of larynx cartilage / trachea) — careful mask
ventilation (joint luxation!) — avoid BURP and
hypertensive response during intubation (vessel
rupture!) — vulnerable teeth (periodontitis?) — difficulties
in LMA placement (xerostomia?) — use rather smaller ET
(mucosal damage in trachea! check cuff pressure!) —
lungprotective ventilation (pneumothorax) — peripheral
/ neuroaxial RA feasible (individual risk-benefit analysis
depending on subtype — consider easy / inadequate
bruising and scoliosis / spondylosis / meningeal Tarlov
cysts in some subtypes — eventually increased risk for
PDPH)

easy haematoma formation (eventually even during NIPB-
measurement!), spontaneous skin bleeding (haemostatic
tests usually inconspicious — bleeding anamnesis?) —
consider cell saving strategies even in small surgical
procedures, especially in vascular type — induce sufficient
storage of blood products and inform your local
transfusion specialist — consider aggressive haemostatic
therapy in acute bleeding (e.g., TXA, DDAVP and rFVila)

spontaneous / (minor) traumatic vessel dissection / organ
rupture / pneumothorax and severe, progressive cardiac-
valvular problems possible (especially vascular type) —
very strict risk-benefits-analysis for IBP / central venous
access (potential vessel dissection) — sufficient volume
therapy

no risk for MH —reduced / absent effect of local
anaesthetics possible (incl. EMLA) — PONV prophylaxis
recommended

patient mobilisation / positioning / padding with great
caution (haematoma formation, joint hypermobility /
luxation, easy bruising skin — use of neuromuscular

monitoring and ultrasound for vessel cannulation /
peripheral RA strictly recommended (if applicable
atraumatic needles) — avoid tourniquets

Typical surgery

| suffer from a rare disease:

In case of anaesthesia,
see information on
www.orphananesthesia.eu
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Anaesthesiologic procedure

Most EDS subtypes (particularly hypermobility subtypes): operative therapy of joint instability

www.orphananesthesia.eu 3

Avoid sedative premedication where possible. Excessive use of opioids in postoperative
period should be avoided because of the risk of airway obstruction. As far as possible,
regional analgesia techniques and opioid—sparing agents should be used.

Always prepare for an anticipated difficult airway (see the “Particular preparation for airway
management” section). Anaesthesia technique for an anticipated difficult airway usually
involves maintenance of spontaneous ventilation as far as possible. Inhalational anaesthesia
or remifentanil infusion or dexmedetomidine infusion may provide suitable conditions for
intubation whilst maintaining spontaneous ventilation. Airway patency with manual bag mask
ventilation should be confirmed before considering administration of muscle relaxant (an
exception to this may be the occurrence of laryngospasm).

The patient should be extubated only when fully awake and keeping all precautions of repeat
intubation at hand (16).
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Kdy potrebuje kriticky nemocne dite anestezii?
Vybrane diagnozy:

Respiracni:

Neurologickeé:

Aspirace ciziho télesa
TBl — CT/MR, dekomprese - bronchoskopie
Hydrocephalus — VP-shunt ARDS — HRCT
Mozkovy nador - extirpace VVV - laryngotracheoskopie/
bronchoskopie

InfekcCni:

Kardialni:

Sepse/septicky Sok

- zavedeni CVK
Neuroinfekce — LP, MR,
evakuace abscesu

Arytmie — EFV, RFA
VVV srdce a plic — MRI, operace
Myokarditidy - MRI

FN BRNO a LF MU @ KDAR



Kdy potrebuje kriticky nemocne dite anestezii?
Vybraneé diagnozy:

= ': - V4
Onkologické: Traumatické:

Leukémie/lymfomy - Aspirace KD,
LP, trepanobiopse,...

Solidni tumory: Extirpace,
CT/MR,...

Polytrauma — dle
charakteru poskozeni
Popaleniny - prevazy, skin-grafting

Gastrointestinalni:

NEC — resekce
Intususcepce — desinvaginace
Appendicitis s peritonitis - APPE




A je to vubec bezpecné?

Anestezie ma sva rizika! Tém ale muzeme/méli bychom predchazet,...

Jak?

 Multidisciplinarni spoluprace

 Posouzeni zdravotniho stavu — ABCDE CAVE: Anestezie mie
« Optimalizace fyziologickych parametru jesté vice zhorsit stav
- Preoxygenace a pfiprava pomtcek na zajisténi DC kriti"kydagg’c"ém
 Farmakologicka priprava

« Dalsi rozvahy

 Monitorace

 Priprava pro pripadné komplikace (KPR)




Look — Listen - Feel

OdliSna anatomie,
malformace obliCeje
Obturace DC (cizim
télesem, sekretem)
VVV DC, malacie

Laryngospazmus
Edém DC

Odsati hlenu, krve
Bronchoskopie/
Laryngotracheoskopie
Zajisténi DC

KS, myorelaxancia




A B

Look — Listen - Feel R-W-O-T
OdliSna anatomie, « RDS, ARDS
malformace obliCeje « |Infekce RS
Obturace DC (cizim e Malformace
télesem, sekretem) (CAM)

VVV DC, malacie « Astma bronchiale
Laryngospazmus « PNO
Edém DC * Bronchospazmus
Odsati hlenu, krve «  Oxygenoterapie
Bronchoskopie/ * Manualni ventilace
Laryngotracheoskopie x UPV
Zajisteni DC «  Bronchodilatancia,
KS, myorelaxancia ATB

* Drenaz

> G0
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Look — Listen - Feel R-W-O-T
OdliSna anatomie, « RDS, ARDS
malformace obliCeje s |Infekce RS
Obturace DC (cizim « Malformace
telesem, sekretem) (CAM)

VVV DC, malacie « Astma bronchiale
Laryngospazmus « PNO
Edém DC « Bronchospazmus
Odsati hlenu, krve «  Oxygenoterapie
Bronchoskopie/ « Manualni
Laryngotracheoskopie ventilace x UPV
Zajistéeni DC « Bronchodilatancia, A
KS, myorelaxancia TB

* Drenaz

> G0
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Look — Listen - Feel R-W-O-T

OdliSna anatomie, RDS, ARDS
malformace obliCeje Infekce RS
Obturace DC (cizim Malformace
télesem, sekretem) (CAM)

VVV DC, malacie Astma bronchiale
Laryngospazmus PNO

Edém DC Bronchospazmus

Odsati hlenu, krve Oxygenoterapie
Bronchoskopie/ Manualni
Laryngotracheoskopie ventilace x UPV
Zajistéeni DC Bronchodilatancia, A
KS, myorelaxancia TB

Drenaz

> G0
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Look — Listen - Feel R-W-O-T

OdliSna anatomie, RDS, ARDS
malformace obliCeje Infekce RS
Obturace DC (cizim Malformace
télesem, sekretem) (CAM)

VVV DC, malacie Astma bronchiale
Laryngospazmus PNO

Edém DC Bronchospazmus

Odsati hlenu, krve Oxygenoterapie
Bronchoskopie/ Manualni
Laryngotracheoskopie ventilace x UPV
Zajisténi DC Bronchodilatancia, A
KS, myorelaxancia TB

Drenaz

> G0




A Respiracni insuficience, mozny DAM

Pregxyggnace, modifikované RSI, zvazit videolaryngoskop, N e krOt 1 lfj ! c i
deavant 2 NG9 enterokolitida

ﬂ Riziko apnoickych pauz, hypoxie, respirac¢ni distres

Monitorace ventila¢nich a oxygenaénich parametru
(Sp0O,, EtCO,), UPV

Hemodynamicka nestabilita + znamky septického
A Soku, koagulopatie

krevni derivaty, vazoaktivni latky, monitorace: TK,HR,

2x PZK (CVK), 10ml/kg balancovanych krystaloida (Benelyte),
diuréza (PMK)

‘ Alterace védomi, riziko intraventrikularniho krvaceni,
konvulze

AVPU, EEG, monitorace glykémie, neuroprotekce

| Vysoké riziko hypotermie, poruchy ABR a iontova dysbalance,
sepse

Termomanagement, korekce vnitiniho prostredi, ATB profylaxe




Obstrukce DC, edém

CAVE PPV (uplna obstrukce), hluboka inhala¢ni anestezie
oblicejovou maskou, nachystat pomuicky na emergentni
zajisténi DC

Dyspnoe, oslabeny poslech, hypoxie, hyperkapnie
100% 0,, SV ev. manualni ventilace, monitorace

A Mozna hemodynamicka nestabilita, tachy/bradykardie

i.v. vstup, tekutiny, u hypotenze ev. efedrin

y Anxioézni dité v distresu, komplikovanéjsi uvod do CA,
alterace védomi

E GCS/AVPU, premedikace midazolamem, CAVE hluboka sedace

y A Riziko hypotermie, infekce -

postraumaticka/aspirac¢ni pneumonie

Termomanagement, ATB postoperacné

Aspirace ciziho
telesa

about delayed diagnosis
| of FB as much.

I * This would
be easy to
see on Xray.



Kompromitované DC pri poruse védomi, ztrata
obrannych reflext

Antiemetika v premedikaci, RSI, OTI

A Hypoventilace, hyperkapnie

Preoxygeanace 100% 0,, UPV s normokapnii,
monitorace krevnich plynu + kapnografie

A Udrzeni CPP, CAVE hypo/hypertenze, Cushingova triada

Hemodynamicky monitoring, racionalni volumoterapie,
vazoaktivni latky

A Zvyseny ICP, deteriorace neurologického stavu

g GCS, pupilometrie, monitorace ICP

| A Hypotermie, infekéni komplikace (shuntitida)

Termomanagement, ATB

Kranialni hypertenze




Take home
messages

« Dukladna predoperacni priprava
je zasadni pro minimalizaci rizik
anestezie u kriticky nemocnych
deti

Komunikace s €leny operac¢niho
tymu a ICU tymu je nezbytna v
ramci multidisciplinarni péce

ABCDE pfristup a planovani
strategie jsou kli€ové

v managementu kriticky
nemocného ditéte

O 8. Normoglycaemia

The 10-N
Paediatric Anaesthesia

Quality Checklist

X 1.No Fear/No Awareness
A& 2. Normovolaemia
K 3. Normotension
X 4. Normal Heart Rate
X 5. Normoxaemia
ﬂ' 6. Normocapnia

Zl 7. Normonatraemia

0O 9. Normethermia
D 10. No postoperative
Discomfort

S
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