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Anaesthesia Managemen®f An Adolescent ChildWith Hyperlipoproteinemia Undergoing
Varicocelectomy. A Case Study
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INTRODUCTION/ PURPOSE: Hyperlipoproteinemia typ&A is an autosomatecessive metabolic disease, resulting in
massive accumulation of chylomicrons and triglycerides in plasma leading to recurrent abdominal pain
hepatosplenomegaly, with normal cholesterol levels and low cardiac disease risk. Literature suggests avoiding prolc
infusion of lipidic emulsions of propofol that increases triglyceride levels for anaesthesia.

CASE: A 17 year old male patient with 72 kveight, 186 cm height, normal physical examination and medical history o
hyperlipoproteinemia typ&A, testicular varicosele, cerebral and pulmonary emboli 2 years prior and inguinal hern
operation, using 100 mg/day acetylsalicylic acid (ASA) wasdulled for varicocelectomy. He had normal cell blood count
(CBCQ), triglyceride and cholesterol levels, liver and kidney function tests and INR:0.9. ASA usage was ceased prior sur
The patient opted for general anesthesia, and underwent surgery withrageoanesthesia via no:4 laryngeal mask airway
following anesthesia induction with intravenous propofol 3 mg/kg and fentanyl 50 mcg. The patients heart rate, bl
pressure, peripheral oxygen saturation were monitorised perioperatively and remaitedvitdab normal values
throughout surgery (30 minutes) and anaesthesia (42 minutes). Postoperative analgesia was provided with intrav
tenoxicam 20 mg, no complications involving lung functions arised postoperatively.

DISCUSSION/ CONCLUSION: Hyperlipgoroteinemia typel A presents in infancy and early childhood with irritability,
fever, lower gastrointestinal bleeding, diarrhea, vomiting, lipemia retinalis, anemia and xanthomas. Treatment invc
strictly-restricted fat diet. Two case studies (Ladult,c hi | d) wi th hyperlipidemia th
of action due to elevated trygliseride levels, resulting in inadequate concentration in the brain, becoming ineffective
anaesthesia induction. Our patient received propofol %lipid emulsion for induction without any side effects.
Sevoflurane was chosen for its low liggdlubility. As our patient had normal cholesterol and triglyceride levels we avoidec
complications. We recommend CBC, triglycedlolesterol level screeningfoee surgery in these patients while planning
ahead other options than propofol.

Keywords: Hyperlipoproteinemia Typ&A, Adolescent, Propofol, General Anaesthesia, Inguinal Hernia
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Importance Of Teamwork, Colloboration And Communication For Complex Surgeries;
Separation Surgery For PygaphagusTwins
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INTRODUCTION/ PURPOSE: The anesthetic management of conjoined twins underge@pgration surgery is
challenging and complex, requiring close cooperation, communication with the whole surgical team. A deta
preoperative examination and a multidisciplinary approach to surgical planning are essential[1]. In this case repor
suaessful anesthetic management of surgery to separate two pygopagus conjoined twins are described.

CASE: Case IPygophagus twins, 7 months old, accepted for separation surgery after a detailed medical, radiological
of examinations. They had to be ametized during radiological examinations as well for their cystoscopy, rectoscopy
vaginoscopy. They had colostomy after which the tissue expanders were placed, then after 3 months, they had
separated. During the operation lasting, 27 hourshapedosition has been given to the twins for the separation of the
vertebra and spinal structures, then prone position for the separation rectum, urinary tract and gluteal region(Figurel
preparation, positioning of the patients, teamwork, peroperait/p@stoperative maintenance, massive bleeding and blooc
transfusion, pain and infection control, rehabilitation are some of the challenging confronted(Tablel).Case 2Pygoph
twins, 2 years old, had been accepted. They were malnourished, one diagnne@&kRy syndrome and renal hypoplasia,
and were septic at admission. They had received medical treatment for two months, during which detailed mec
radiological, surgical investigations had been done(Figure2,3).sBfgration surgery was plannedi aine vertebral and
spinal structures were succesfully separated at the first step. The colostomies were performed and expanders were
in the proceeding months. At 7 months of their admission, they were succesfully separated witmowas?20
operatiorfFigure4, Table2).

Figure 1
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Case 1Monitoring, intravenous lines and ventilation equipment of each twin were fixed by separating them into pink and greer
Twin A pink. Twin B green

Figure 2

Case 2; Anatomic Simulation

Figure 3

Case 2; D Anatomic Simulation
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Figure 4

Case 2
Table 1
Twin A Twin B
1250 mL Crystalloid 1180 mL Crystalloid

625 mL Fresh Frozen Plasn700 mL Fresh Frozen Plasr

700mL Erythrocyte 300 mL Albumin %20

Suspension
Case 1; Fluid Management
Table 2
Twin C Twin D
2500 mL Crystalloid 2000 mL Crystalloid

600 mL Fresh Frozen Plasrn600 mL Fresh Frozen Plasr

800mL Erythrocyte 800mL Erythrocyte
Suspension Suspension

Case 2; Fluid Management

DISCUSSION/ CONCLUSION: Separation of conjoined twins requiragticulous investigations, close communication
and colloborations within all teams of surgery and anesthesia since the complex surgery has many challenges; add
anomalies, positioning difficulties, ambigious anatomy, pyhysiology, long hours of gunggssive bleeding, respiratory
as well as hemodynamic, metabolic problems.

Keywords: Conjoined twins, Pygophagus twins, Separation Surgery, Pediatric Anesthesia, Pediatric Anesthesia; bloc
transfusion
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AnestheticManagement OfVODI (VenoOc c |l usi ve Di sease Wi th Kmn
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INTRODUCTION/ PURPOSE: Venc-occlusive disease with immunodeficiency syndrome (VODI) is a rare syndrome
that occurs in patients who have received chemotherapy. It isthrifatening complication of allogeneic or autologou
hematopoietic stem cell transplantation (HSCT), most commonly associated wiinteigtity chemotherapies. (1) Our
literature search did not revealed any report on the method of anesthesia in VODI syndrome. Here, we reportel
anesthesia managememrperience.

CASE: A 13-yearold, 30 kg male patient was admitted for tonsillectomy procedure. Patient was diagnosed with comn
variable immunodeficiency (CVID) when he was 1 month old. The patient had rhinorrhea, cough, wheezing and secr:
coarse ralesThe patient's preoperative laboratory values were within normal limits, except for the minimal elevation
transaminase values. Intravenous immunoglobulin (IVIG) treatment was recommended for the patient in the preopel
period. Sedation was administd by intravenous (IV) 1 mg of midazolam. After anesthesia induction was achieved wit
IV 100 mg propofol, 0.2 mc/kg/min remifentanil infusion and 15 mg rocuronium, he was intubated with a 6.5 mm cuff
tube. Anesthesia was maintained with 8 mg/kg/h piapeand 0.25 mc/kg/min remifentanil infusion. At the end of the
operation, the patient regained consciousness and extubated. The patient was discharged home on postoperative
day.

DISCUSSION/ CONCLUSION: Pathogenesis of disorder includes multipleothibotic and inflammatory factors that
initially trigger damage to the endothelial cells lining the sinusoids of the hepatic acinus. Diagnosis-atolasive
disease/sinusoidal obstruction syndrome (VOD/SOS) has historically been based on clinicahtearbin either
Baltimore criteria or modified Seattle criteria. (1) The latest studies reporting VOD/SOS risk factors support the importe
of patientrelated factors, such as acute kidney injury, increased international normalized ratio, femalelsiék€im),

and platelet refractoriness. (2) A pediatric patient with VODI syndrome can be safely managed with TIVA anesthesia
propofolremifentanil infusion.

Keywords: Veno-occlusive disease; sinusoidal obstruction syndrome; anesthesia
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Anesthesia Management In A Child WithFanconiBickel Syndrome
Gel kah Ovyakke ¢i jldemédat JdKeRahiga@mh evizcan
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INTRODUCTION/ PURPOSE: FanconiBickel Syndrome(FBS) or glycogen storage disease Xl is an autosomal recessi
metabolic disease with mutation in the SLC2A2 (GLP)jgene[13].It is characterized by renal tubularsfiynction,
hepatorenal glycogen accumulation,hypoglycemia[4].In this case, anesthesia managemenyear@d5girl with
hepatomegaly, hypophosphatemic rickets,growth retardation,fanconi syndrome findings,feeding difficulties and pulmo
infections dudo gastroesophageal reflux and who underwent Nissen fundoplication operation is presented.

CASE: A 5-yearold girl who was born 41.GH 2500g from unrelated healthy parents, was diagnosed with FBS from
age of 6 months and was brought with the complafiiéeding difficulties.In preoperative physical examination,grewth
development retardation(head circumference,height and weight below the 3rd percentile),hepatomegaly,abdor
distention,genu varum deformities in the extremities were observed.In lalyofatdures, she had hyperlactatemic
metabolic acidosis,elevated ALP and hypophosphataemia.The patient was taken to the operating room and standar
monitoring was performed.Induction was performed with intravenous 5mg/kg pentothal,1mcg/kg fentagit@.6m
rocuronium and orotracheal intubation with a no:4 cuffed endotracheal tube.Ventilation was started in PCV mode
2%sevoflurane,fio2:40%,Peep:6,Peak:20, F¥@nl/kg, f:26/min.Then,venous blood gas was taken and the maintenanc
fluid of the patient vith deep hypoglycemia was planned as 10% dextrose(1/2) and Plasmalyte(1/2) solution.The pat
with continuing hypoglycemia had normal Anion Gap metabolic acidosis and NaHCO3 was given.The operation stz
laparoscopically but due to hepatomegaly,lamangtwas started at the first hour of the operation.Postoperative single dos
epidural analgesia was planned for the patient with midline incision betwegd2lAfter 3 hours and 45 minutes of
anesthesia,the patient was extubated.During fellpwin the reovery room,metabolic acidosis secondary to
hyperlactatemia regressed with fluid resuscitation.After Nissen fundoplication and PEG were performed,the patient
transferred to the intensive care unit for follo.

Physical image of the patient

growth-development retardation,hepatomegaly,abdominal distention,genu varum deformities
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Physical image of the patient

growth-development retardation,hepatomegaly,abdominal distention,genu varum deformities

DISCUSSION/ CONCLUSION: Fluid,electrolyte and alkaline replacement form the basis of metabolic compensatic
therapy in FBS,which is characterized by fasting hypoglycemia and metabolic acidosis due to tubt
nephropathy[5].Perioperative metabolic decompensation management itaimfar the prevention of perioperative and
postoperative complications.

Keywords: metabolic acidosis, hypoglisemia, fancbitkel syndrome, tubuler nephropathy, epidural analgesia
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Airway Management In Oronasal Fistulae Repair By Tongue Flap A Case Report
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INTRODUCTION/ PURPOSE: Tongue flap is @areatment option for oronasal fistulae repair despite of its drawback of
two-stage procedure and transient patient discomfort. Maintaining airway patency and ensuring adequate ventilatiol
oxygenation are the fundamental responsibilities of an anedtbgist during the procedures. A case of pedicle tongue flap
used to close oronasal fistulae was reported.

CASE: A fourteenyearold male patient was undergone oronasal fistulae repair by tongue flapstetgeoprocedure. The
first challenge in airway nmagement was extubation after tongue flap being attached to the fistula. The second challe
was intubation where tongue had occupied much of the oral cavity. The patient presented smooth emergence durin
stage procedure, and flexible fiberoptic teboscope was used to intubate during second stage procedure.

DISCUSSION/ CONCLUSION: Airway management are considered as the most important aspect of anesthesia prac
in the tongue flap procedures. Smooth emergence and extubation techniques wewe dohibe first procedure.
Nasotracheal intubation with fiberoptic scope were conducted successfully in the second procedure, reducing the r
flap damage.

Keywords: Anesthesia, Airway Management, Oronasal Fistulae, Tongue Flap
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MALIGNANT HYPERTHERMIAIN 4 YEARS OLD PATIENT WITH UNDERGONE
ORTHOPEDIC SURGERY
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INTRODUCTION/ PURPOSE: Malignant hyperthermia is a rare in paediatric patients5(QID cases) and genetic
hypermetabolic muscle disease. The characteristic phenotypical signs and symptoms of which most commonly appee
exposure to inhaled general anaesthetics. The purpose of this case report is to provide information thatositreanfo
the right diagnose and early appropriate management will diminish mortality, even though without mainstay therap
dantrolene intravenous.

CASE: Child 4 years old with body weight 13 kg, came to Emergency Department of Saiful Anwar Hospit&iebritary
2022. Chief complaint: a left thumb of hand finger was almosbffuiy the by cycle gear at 6.30 am. He was consulted
by Orthopaedic to debridementwire insertion and primary closure. Assessment patients with the ASA physical statt
classifcation | paediatric 4 years old with management general anaesthesia intubation. Premedication regimens usec
milligrams ketamine with sevoflurane induction, analgesia with fentanyl 30 micrograms, muscle relaxant with atracur
7 milligrams. Patienstart induction at 2.00 pm, then at 5.00 pm patient suddenly increase body temperature, blood pres
and heart rate which has seen from screen monitor. Patient suspicion to malignant hyperthermia condition and subsec
undergoing the acute treatmenmdnagement. A normal condition of the patient back to normal at 7.00 pm.

Strabismus appear in patient

DISCUSSION/ CONCLUSION: Patient arise signs and symptoms of malignant hyperthermia at 3 hours ongoing surge
suspicious caused lgevoflurane induction. Subsequently sevoflurane discontinues, administered sodium bicarbon
dextrose 250 gram, insulin 20 unit intravenously, put on the cooling blanket and cold infusion fluids. After 2 hours
patient came to normal vital signs. Affetient extubated, strabismus was seen without prior history and another laboratc
abnormal was found which leads to malignant hyperthermia are creatinine kinase increase and acidosis metabolic.
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Blood Gas Analysis

HASIL LABORATORIUM PATOLOGI KLINIK
o heisas £ 2202040746 R R
Nama Pasien  : MUHAMMAD EDWIN ALFARIZI Tgl. Registrasi  : 04-02-2022 20:06:17
Jenis Kelamin - Laki-aki No. MR 11530078
usia + 4 Tahun 12 Hanl Dokter + dr.KRISNA YUARNO PHATAMA, Sp.OT
Tanggal Lahir  : 23-01-2018 Pengirim : RAWAT INAP / 6
B Selesai  : 04-02-2022 20:2557 Hamat Pasien  : DS JERU RT.10RW.3 SINGOSART MALANG
JENIS PEMERIKSAAN HASIL sauan  RESSRUIICN
KIMIA KLINIK
Analsa Gas Darah

“pH 728 7.35-7.45

+ pco2 258 mmHg 3545

- p02 2377 mmHg  80-100

* Bikarbonat (HCO3) 123 mmol/L  21-28

* Kelebihan Basa (BE) <146 mmol/L  (-3)-(+3)

« Saturasi 02 %7 % >95

« Hb 10,0 g/dL

* Subu 370 °C

Creatinine Kinas

HASIL LABORATORIUM PATOLOGI KLINIK

o Regiros 2202050283 1 L
Noma Pasien  : MUHAMMAD EDWIN ALFARIZI 9. Registrass  : 05-02-2022 10:35:06
Jenis Kesamin - Lakidaki No. MR 11530078
usa + 4Tahun 13 Harl Dakter + dr.KRISNA YUARNO PHATAMA,Sp.0T
Tenggal Lahir  : 23-01-2018 Pengirim < RAWAT INAP / 13
o Selesal : 05-02-2022 11:24:57 Aamat Pasien DS JERU RT. 10 RW.3 SINGOSARI MALANG
NILAI RUJUKAN
JENIS PEMERIKSAAN HASIL SATUAN NILALRUIKAN KETERANGAN
KIMIA KLINIK
FAAL GINIAL
Ureum 177 mg/dL  16.6-485
Kreatinin 029 mg/dl <12
€GFR (CKD-EPI)
ENZIM JANTUNG
K- NAC 2109 UL 39-308

Keywords: Malignant hyperthermia, pediatric patient, orthopedic surgery
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Anesthetic Management Of A Pediatric Patient With LauranceMoon-Bardet-Biedl Syndrome
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INTRODUCTION/ PURPOSE: Laurence Moon Bardet Biedl Syndrome (LMBBS) is a rare, autosomal recessive gene
disorder (1). Although not amortge diagnostic criteria, the presence of craniofacial abnormality, which is commonl
observed, is one of the causes of difficult airway in these patients. We shared our general anesthesia experience v
LMBBS patient who underwent a laparoscopic peeta dialysis catheter placement.

CASE: An 8yearold female patient was operated for surgery. The patient had polydactyly in the lower extremities, mel
retardation, hypogonadism, and central obesity. Her height was 130cm, weight was 55kg, and BRIl (Wagi® 1)
During the airway assessment, Mallampati class IV, short thyromental distance, macroglossia were detected.
extension and mouth opening were sufficient. It was found that the patient had protruded and irregular incisors. iy labor
findings, it was found that BUN: 80.1 mg/dl, creatinine: 7.38mg/dIl, and K: 4.4mmol/L. During the preoperative assessi
due to difficult intubation, consultation was requested from the otorhinolaryngology clinic, and approval for tracheostc
was obtainedAll the necessary preoperative preparations for potential difficult airway were made. Midazolam (2mg,
was administered for premedication. Anesthesia was induced with propofol (2.5mg/kg) and rocuronium (0.6mg/kg).
patient was intubated using a no.Bridotracheal tube with cuff. Anesthesia was maintained using 2% sevoflurane, wi
35%02 65%N20. Hemodynamic findings were stable during the intraoperative period. For postoperative analge
tramadol (1mg/kg) and paracetamol (15mg/kg) were administédediromuscular blockade was reversed with
sugammadex (2mg/kg). Following extubation, SpO2 was 98% in room air, and the patient was transferred to ped
intensive care unit for followap. The patient was monitored without any complications for onerdtheiintensive care
unit.

Figure 1
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DISCUSSION/ CONCLUSION: In our case, preoperative assessments were performed, measures against diffi
intubation were taken, and no difficulties were experienced in ventilation and intubation; and trenchjmstoperative
periods were completed without complications.

Keywords: Anesthesia, Bardéiedl Syndrome, Obesity, Morbid
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Anesthesia In Mucopolysaccharidoses Typ#

Bilge Ollgumll Kehn e®ekir Yél maz

Giresun University, Department of Anesthesiology and Reanimation

INTRODUCTION/ PURPOSE: Mucopolysaccharidoses (MPS) are a group of chronic, progressive and multisysten
metabolic diseases characterized by accumulation of glycosaminoglycans due to a specific enzyme deficiency in lysos
Soft tissue storage and skeletal system are affécteatients with MP$, frequent respiratory and ear infections, enlarged
tongue, tonsils and adenoids ,short neck with limited mobility, hypoplastic mandible, temporomandibular joint ankylo
atlantoaxial instability are frequently present.(1,2,3)pésented our experience of managing the difficult airway in MPS
Type-1l.

CASE: Our patient is a Xgearold Typel MPS (Hurler Syndrome) girl. After a history of epileptic seizures, diffuse
hydrocephalus was observed in her brain tomography d@aghunt peration was planned.On physical examination, Pulse:
98/min TA:110/43mmHg, sP02:99, 25 kg, 115 cm, syndromic face, macroglossia, short neck, flattened nasal root, vis
impaired due to GAG accumulation, unable to speak. She has obstructive apnea sywtiromic otitis media.Her
laboratory was normal, mild mitral stenosis was detected in ECO. The airway assessment was Mallampati clags 4. F
basic monitors were connected, induction was provided with fentanyl 1mcg/kg, propofol 2 mg/kg, rocuromngrk@.6
after preoxygenation.The patient was intubated with a 5.5 endotracheal tube using a videolaryngoscope (CMAC, Karl ¢
Tuttlingen, Germany). Anesthesia maintenance 50/50% O2/air, 2% sevoflurane, remifentanil infusion were used. A
end of the opration, 2 mg/kg sugammedex was administered and extubation was achievexhePRaiste period was
uneventful and she was discharged on the secongbpesttive day from PACU.

figure 1

Facial features of Hurler syndrome
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figure 2

Brain CT; enlarged tongue, adenoid hypertrophy, hasopharyngeal narrowing

DISCUSSION/ CONCLUSION: MPS patients are always at high risk of complications in terms of anesthesia. 20%
deaths due to MPS adirectly related to airway obstruction or difficult intubation. 75% of them have undergone at lea
one surgical procedure in their lifetime. To conclude, anesthesia risks can be reduced in MPS patients with a very
preoperative preparation, difficutiirway management with videolaryngoscopy, and careful hemodynamic follow
up.(1,2,3,4)

Keywords: mucopolysaccharidoses, hurler's syndrome, difficult airway, videolaryngoscopy
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AnesthesicManagement For Radical Nephr €aseRepogt Kn
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INTRODUCTION/ PURPOSE: Nearly +2% of pregnant women get operated due to nonobstetric causes. Besid
intraoperative surgical risks; type of anesthesia, pregnancy duration, taken medicines, surgical position and hemody!
status can also create additional risks for mateatal health. Therefore management of anesthesa is important. In thi
case reporve aim to present a pregnant patient who underwent radical nephrectomy under general anesthesia.

CASE: 30 year old, 23 weeks pregnant (160cm,74kg) patient, due to renal cell carsinom, radical nefrectomy was plar
There was no additional comorbitidy jpmeoperative evaluation of the patient except for hypotyroidism. After standar
monitorizaton and preoxygenation; 10 mcg/kg atropine, 5 mg/kg thiopental sodium, 1 mcg/kg fentanyl and 0.6 mq
rocuronium was applied under cricoid compression, to the patien w h o 6 s-beihgewasaapprowee byl obstetrician
preoperatively. The patient was intubated after induction. Anesthesia was provided with remifentanyl infusion,
sevoflurane in the mixture of 50%0% 02air. Aiming to preserve aortocaval decomprassind uteroplacental perfusion,

operation table was turned 15A to | eft. Left | at er a
hemodynamically stable. Thereafter, hypotension was observed (MAP<60 mmHg) and intravenous bologdovgsal
mg ephedrine HCI was applied. Hemodynamic instabilit

paracetamol, 10 mg/kg tramadol was applied as analgesia and was extubated without any inconvenience. |
postoperative periodhe patient was evaluated daily by obstetrician, fetal-bwilhg was observed and the patient was
discharged from the hospital on the fourth day. The patient's normal fofjaentinues at 33 weeks of gestation.
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