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√“¬ß“πºŸâªÉ«¬

Congenital Factor VII Deficiency
√“¬ß“πºŸâªÉ«¬ 1 √“¬

* °≈ÿà¡ß“π °ÿ¡“√‡«™°√√¡ ‚√ßæ¬“∫“≈µ√“¥ ®—ßÀ«—¥µ√“¥

Abstract Congenital Factor VII Deficiency: A Case Report
Niwat Deelai M.D. *
Department of Pediatric, Trat Hospital, Trat Province, Thailand
J Prapokklao Hosp Clin Med Educat Center 2007;24:49-55.

Congenital factor VII deficiency is a rare bleeding disorder. Bleeding attributable to factor
VII deficiency is manifest mainly as epistaxis, easybruising, intra or periarticular hemorrhage,
gastrointestinal bleeding. Intracranial hemorrhages is a frequent cause of death. Factor VII is a
substance active in the second phase of blood coagulation which is concerned with the conversion
of prothrombin to thrombin. Thrombin is the enzyme essential for formation of fibrin from fibrinogen
and factor VII is a vitamin K - dependent factor, but vitamin k administration is of no therapeutic
benefit in the treatment of hereditary deficiencies.

Homeostasis screening test in factor VII deficiency reveal a normal PTT and normal
thrombin time with a prolonged PT. Specific factor assays for factor VII confirm this diagnosis

A thai female newborn, 23 days - of age came to see doctor with convulsion marked anemia
and coagulation disorder at Trat hospital. Ultrasound brain show intracerebellar hemorrhages and
hydrocephalus. Specific factor assays confirm congenital factor VII deficiency.
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∫∑π”
‚√§‡≈◊Õ¥ÕÕ°º‘¥ª°µ‘µ—Èß·µà°”‡π‘¥∑’Ë‡°‘¥®“°°“√

¢“¥·ø§‡µÕ√å‡®Á¥ ¡’°“√∂à“¬∑Õ¥∑“ßæ—π∏ÿ°√√¡·∫∫

Autosomal recessive ·µà√âÕ¬≈– 30 ¢ÕßºŸâªÉ«¬∑’Ë‡≈◊Õ¥

ÕÕ°ßà“¬Õ“®‰¡à¡’ª√–«—µ‘‡≈◊Õ¥ÕÕ°„π§√Õ∫§√—«¡“°àÕπ´÷Ëß

Õ“®‡°‘¥®“°°“√°≈“¬æ—π∏ÿå(mutation) „πªí®®ÿ∫—π‰¥â¡’

°“√»÷°…“§«“¡º‘¥ª°µ‘¢Õß¬’π¡“°¢÷Èπ1,2 æ∫«à“æàÕ·¡à¡’

¬’π‚√§ Factor VII deficiency º‘¥ª°µ‘·ΩßÕ¬Ÿà·≈–

∂à“¬∑Õ¥¬’π∑’Ëº‘¥ª°µ‘„Àâ·°à≈Ÿ°‰¥â ‚√§π’È‡ªìπ‚√§∑’Ëæ∫‰¥â 1

√“¬µàÕª√–™“°√ 500,000 §π ·ø§‡µÕ√å‡®Á¥¡’§«“¡

 ”§—≠„π°√–∫«π°“√·¢Áßµ—«¢Õß‡≈◊Õ¥§◊ÕÀ≈—ß®“°¡’°“√

∑”≈“¬ºπ—ß¢ÕßÀ≈Õ¥‡≈◊Õ¥∑”„Àâ Tissue factors(TF)
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∂Ÿ°°√–µÿâπ ®–∑”„Àâ Factor VIIa/TF complex ‡ª≈’Ë¬π

Factor X ‡ªìπ Factor Xa ·≈–°√–µÿâπ„Àâ‡°‘¥ Trombin

´÷Ëß®–‡ª≈’Ë¬π fibrinogen „Àâ‡ªìπ Fibrin clot „π∑’Ë ÿ¥

 ”À√—∫∑“√°·√°‡°‘¥∑’Ë¡’√–¥—∫·ø§‡µÕ√å‡®Á¥ < 1 %

¡—°®–æ∫«à“¡’‡≈◊Õ¥ÕÕ°„π ¡Õß‰¥âª√–¡“≥ 15-17 %

°“√√—°…“‚¥¬∑—Ë«‰ª°Á§◊Õ°“√„ÀâπÈ”‡À≈◊Õß™π‘¥ Fresh frozen

plasma (FFP), Prothrombin complex concentrate

‡æ◊ËÕ‰ª∑¥·∑π·ø§‡µÕ√å∑’Ë¢“¥À√◊Õªí®®ÿ∫—π‰¥â¡’°“√„™â

Recombinant factor VIIa (rFVIIa) ‡æ◊ËÕ∑¥·∑π‡©æ“–

·ø§‡µÕ√å‡®Á¥∑’Ë¢“¥À“¬‰ª´÷Ëß¡’¢âÕ¥’∑’ËªÑÕß°—π°“√‡°‘¥

ªØ‘°√‘¬“·æâ®“°°“√‰¥â√—∫‚ª√µ’π ·≈–¬—ßªÑÕß°—π°“√‰¥â

√—∫‡™◊ÈÕ‚√§‰«√— „ππÈ”‡À≈◊ÕßÕ’°¥â«¬

µ“¡∏√√¡™“µ‘¢Õß‚√§‡√“ “¡“√∂·∫àß‚√§π’È

‰¥â‡ªìπ Õß°≈ÿà¡ °≈ÿà¡·√°§◊Õ¡’Õ“°“√Àπ—°¡“°æ«°π’È¡—°®–

æ∫¡’‡≈◊Õ¥ÕÕ°√ÿπ·√ß§◊Õ‡≈◊Õ¥ÕÕ°„π ¡Õß °√–‡æ“–

Õ“À“√À√◊Õ≈”‰ âÀ√◊Õ¡’°âÕπ‡≈◊Õ¥¢π“¥„À≠à„π∑’Ëµà“ßÊ

¢Õß√à“ß°“¬„π™à«ß Õß∂÷ß “¡ —ª¥“Àå·√°¢Õß∑“√°

·√°‡°‘¥„π°≈ÿà¡π’È¡—°æ∫«à“ª√‘¡“≥ Factor VII ¡—°®–µË”

°«à“ 5% „π°≈ÿà¡∑’¡’Õ“°“√πâÕ¬®–¡’√–¥—∫Factor VII

ª√–¡“≥ 5-10 %

„π°≈ÿ à¡∑’ Ë¡’Õ“°“√√ÿπ·√ßµÕ∫ πÕß¥’µàÕ°“√

√—°…“·µà°Á¬—ßæ∫«à“¡’ªí≠À“‡≈◊Õ¥ÕÕ°º‘¥ª°µ‘„π™à«ß™’«‘µ

¢ÕßºŸâªÉ«¬‚¥¬‡©æ“–¡’‡≈◊Õ¥ÕÕ°„π ¡Õß´È”´÷Ëßæ∫«à“ à«π

„À≠à‡ ’¬™’«‘µ∑—ÈßÀ¡¥„π¢«∫ªï·√°

√“¬ß“πºŸâªÉ«¬ ‡¥Á°À≠‘ß‰∑¬ Õ“¬ÿ 23 «—π ¿Ÿ¡‘

≈”‡π“Õ¬Ÿà Õ”‡¿Õ‡¡◊Õß ®—ßÀ«—¥µ√“¥

Õ“°“√ ”§—≠ ™—°‡°√Áß‰¡à√Ÿâ ÷°µ—«

ª√–«—µ‘ªí®®ÿ∫—π 2 «—π°àÕπ¡“‚√ßæ¬“∫“≈ ¡’

Õ“°“√∑âÕßÕ◊¥ µ“Õ—°‡ ∫·¥ß¢’Èµ“‡¢’¬«∑—Èß Õßµ“ √âÕß

°«π¡“°°«à“ª°µ‘ ‰ª§≈‘π‘°‰¥â¬“·°âµ—«√âÕπ ¬“·°â

Õ—°‡ ∫·≈–∑âÕßÕ◊¥¡“∑“π µàÕ¡“Õ“°“√¬—ß‰¡à¥’¢÷ÈπÀ≈—ß

®“°π—Èπ¡’Õ“°“√Õ“‡®’¬π À“¬„®‡√Á«ÀÕ∫‡Àπ◊ËÕ¬

30 π“∑’°àÕπ¡“‚√ßæ¬“∫“≈¡’Õ“°“√°√–µÿ°™—°

‡°√Áß·¢π¢“∑— Èß Õß¢â“ß µ“≈Õ¬µ—«‡¢’¬«‰¡à√Ÿ â ÷°µ—«

¡“√¥“√’∫æ“¡“‚√ßæ¬“∫“≈µ√“¥ ·æ∑¬å‡«√‰¥â„ à∑àÕ

™à«¬À“¬„®∑’ËÀâÕß©ÿ°‡©‘π

ª√–«—µ‘Õ¥’µ ¡“√¥“§≈Õ¥¥â«¬«‘∏’ºà“µ—¥‡π◊ËÕß®“°

Elderly primigravidarum Maternal serology VDRL-

negative, HBsAg-negative, Anti HIV - negative, Hct

39 %, TT §√∫ 3 ‡¢Á¡ Ω“°§√√¿å§√∫°”Àπ¥µ“¡π—¥

¡“√¥“ ‡≈◊Õ¥°√ÿäª A

πÈ”Àπ—°·√°§≈Õ¥ 3160 °√—¡ APGAR ·√°‡°‘¥

1 π“∑’ = 10, 5 π“∑’ = 10, HC = 34 CM., CC = 32 CM.,

HT = 50 CM., ∑“√°·√°‡°‘¥‡≈◊Õ¥°√ÿäª A ∑“√°Õ“¬ÿ 3

«—π¡’ neonatal jaundice Hct 62 % Microbilirubin

 Ÿß ÿ¥ = 16.2 % „Àâ°“√√—°…“¥â«¬°“√ àÕß‰ø 4 «—π

¢≥–∑’ËºŸâªÉ«¬πÕπ√—°…“Õ¬Ÿà„π‚√ßæ¬“∫“≈ 7 «—π¡’Õ“°“√

´’¥µ√«®æ∫«à“ Hct  20 % ‰¥â„Àâ°“√√—°…“¥â«¬ Whole

blood 40 ml Hct = 40% „Àâ∑“π¬“ MTV, Ferdex

0.6 ml oral OD. ∑“√°·¢Áß·√ß¥’·æ∑¬åÕπÿ≠“µ„Àâ°≈—∫

‰ªæ—°øóôπµàÕ∑’Ë∫â“π

ª√–«—µ‘°“√‡≈’È¬ß¥Ÿ ¡“√¥“‡≈’È¬ß¥Ÿ‡Õß¥â«¬π¡·¡à

·≈–π¡ºß

ª√–«—µ‘°“√„Àâ«—§´’π ·√°‡°‘¥‰¥â√—∫«—§´’π

BCG, Hepatitis B Vaccine 0.5 ml im, Vit K 1 mg im.

ª√–«—µ‘§√Õ∫§√—« ‰¡à¡’ª√–«—µ‘§√Õ∫§√—«ΩÉ“¬ “¡’À√◊Õ

¿√√¬“¡’§π‡ªìπ‚√§‡≈◊Õ¥ÕÕ°ßà“¬º‘¥ª°µ‘

°“√µ√«®√à“ß°“¬·√°√—∫ ∑“√°·√°‡°‘¥‡æ»

À≠‘ß ¡ ’ ‰¢ âµ —«√ âÕπ ´÷¡ ª≈“¬¡◊Õª≈“¬‡∑â“´ ’¥‡¬ Áπ

Õÿ≥À¿Ÿ¡‘√à“ß°“¬ 38.8 Õß»“‡´≈‡´’¬  ™’æ®√ 120 §√—Èß/

π“∑’ Õ—µ√“°“√À“¬„® 22 §√—Èß/π“∑’ §«“¡¥—π‚≈À‘µ 90/

60 ¡‘≈≈‘‡¡µ√ª√Õ∑ πÈ”Àπ—° 3800 °√—¡ ¡’Õ“°“√‡≈◊Õ¥

ÕÕ°µ“¡‰√øíπ ‡≈◊Õ¥´÷¡ÕÕ°¡“®“°·º≈‡®“–‡≈◊Õ¥ªÕ¥

·≈–À—«„®ª°µ‘¥’ µ—∫¡â“¡‰¡à‚µ °“√µ√«®√à“ß°“¬∑“ß

√–∫∫ª√– “∑ ‰¡à¡’§Õ·¢Áß (stiff neck) ¡à“πµ“¢π“¥

3 ¡‘≈≈‘‡¡µ√¬—ßµÕ∫ πÕßµàÕ· ß¥’Õ¬Ÿà „∫Àπâ“¡’Õ“°“√

°≈â“¡‡π◊ÈÕÕàÕπ·√ß´’°¢«“·∫∫ Lower motor neuron

(Right facial palsy LMN type) Babinski sign ‡ªìπ

Dorsiflex respones

°“√«‘π‘®©—¬·¬°‚√§ºŸâªÉ«¬√“¬π’È

1. Bacterial meningitis

2. Acquired prothrombin complex deficiency
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3. Factor VII deficiency with intracranial

hemorrhag

º≈°“√µ√«®∑“ßÀâÕßªØ‘∫—µ‘°“√

CBC : Œ’‚¡‚°≈∫‘π = 13.4 °√—¡/¥≈, Œ’¡“‚µ

√§√‘∑ = 29 %, ‡¡Á¥‡≈◊Õ¥¢“« = 6,200 ‡´≈/≈∫.¡¡.

π‘«‚∑√øî≈√âÕ¬≈– = 51, ≈‘¡‚ø‰´µå√âÕ¬≈– = 42, ‚¡‚π‰´µå

√âÕ¬≈–  = 3 , Õ’‚Õ´‘‚πøî≈ = 4 ‡°√Á¥‡≈◊Õ¥ 249,000 ‡´≈/

≈∫.¡¡. ≈—°…≥–·≈–¢π“¥¢Õß‡¡Á¥‡≈◊Õ¥·¥ßª°µ‘ µ√«®

ªí  “«– æ∫«à“Õ¬Ÿà„π‡°≥±åª°µ‘ √–¥—∫πÈ”µ“≈„πÀ≈Õ¥

‡≈◊Õ¥ = 124 ¡°%

Bun : 19 ¡°/¥≈, Cr 0.9 ¡°/¥≈

Lumbar puncture : πÈ”‰¢ —πÀ≈—ß„  pandy

negative ‰¡àæ∫‡¡Á¥‡≈◊Õ¥¢“«À√◊Õ‡¡Á¥‡≈◊Õ¥„ππÈ”‰¢ —πÀ≈—ß

‚ª√µ’π„ππÈ”‰¢ —πÀ≈—ß 1.4 °√—¡/¥≈ πÈ”µ“≈„ππÈ”‰¢ —πÀ≈—ß

= 130 ¡°/¥≈

Electrolyte : ‚´‡¥’¬¡ 141 ¡‘≈≈‘‚¡≈/≈‘µ√, ‚ª

·µ ‡´’¬¡ 4.1 ¡‘≈≈‘‚¡≈/≈‘µ√, §≈Õ‚√¥å 105 ¡‘≈≈‘‚¡≈/

≈‘µ√, ‰∫§“√å∫Õ‡πµ 21 ¡‘≈≈‘‚¡≈/≈‘µ√

Liver function test : TB 1.0 ¡°/¥≈, DB 0.4

¡°/¥≈, ALP 45 ¬Ÿπ‘µ/≈‘µ√, SGPT 28 ¬Ÿπ‘µ/≈‘µ√,

Coagulogram Prothrombin time : 50

«‘π“∑’ (§à“ª°µ‘ 12 - 14 «‘π“∑’), Activated partial

thromboplastin time : 37 «‘π“∑’ (§à“ª°µ‘ 35-38 «‘π“∑’),

Thrombin time 11 «‘π“∑’ (§à“ª°µ‘ 9-12 «‘π“∑’)

Factor assay : Factor VII clotting activity

(F VII : C) = 4 %

Capillary blood gas : „ à∑àÕ™à«¬À“¬„®·≈–

‡§√◊ËÕß™à«¬À“¬„® Fio
2
 0.8 pH 7.38, PaO2 150 ¡‘≈≈‘‡¡µ√

ª√Õ∑,  PaCO
2
 37 ¡‘≈≈‘‡¡µ√ ª√Õ∑, HCO

3
 20

¡‘≈≈‘‚¡≈/≈‘µ√, O
2
sat 100 %.

Hemo culture - ‡æ“–‡™◊ÈÕ‰¡à¢÷Èπ

CXR √Ÿª¿“æ∑’Ë 1. (DSC00910)Patchy opacity

in Rt lung. Normal heart size Tip of ET - tube at

upper T3 level. DDx. Pneumonia, pulmonary

hemorrhage

Sputum culture - ¢÷ Èπ‡™ ◊ ÈÕ Klebsiella

pneumoniae

Ultrasound brain Marked dilatation of

lateral and third ventricles are seen.There is a round

lesion with mixed hyper-hypo echogenicity at

cerebellum, 2.4 cm, likely to be cerebellar

haemorrhage. No evidence of intraventricular

haemorrhage or subdural collection is noted

Impression Suggestion cerebellar

hemorrhage causing fourth ventricular obstruction

and hydrocephalus

°“√«‘π‘®©—¬‚√§ - Congenital Factor VII

Deficiency with complication cerebellar hemorrhage

°“√√—°…“·≈–°“√¥”‡π‘π‚√§„π‚√ßæ¬“∫“≈

∑“√°Õ“¬ÿ 23 «—π «—π·√°¢Õß°“√√—∫‡¢â“

√—°…“„π‚√ßæ¬“∫“≈¥â«¬Õ“°“√ ™—° ´÷¡À“¬„®‰¥â‡æ’¬ß

æÕµâÕß„ à∑àÕ·≈–„™â‡§√◊ËÕß™à«¬À“¬„® ¡’ ‰¢â ¡’¿“«–´’¥Œ’

¡“‚µ√§√‘∑ √âÕ¬≈– = 29 ‡Õ°´‡√¬åªÕ¥æ∫«à“¡’ patchy

infiltration ∫√‘‡«≥ªÕ¥∑“ß¥â“π¢«“ «‘π‘®©—¬‡∫◊ÈÕßµâπ«à“

‡ªìπ°“√µ‘¥‡™◊ÈÕ„π°√–· ‡≈◊Õ¥ ‰¥â„Àâ°“√√—°…“¥â«¬¬“

ªØ‘™’«π– Cloxacillin 100 mg/kg/day, Gentamicin 5

mg/kg/day ¬“°—π™—°„Àâ Gardinal sodium 20 ¡°/°°.

Loading dose µ“¡¡“¥â«¬ Phenobarb 5 ¡°/°°./«—π.

 “¡“√∂§«∫§ÿ¡Õ“°“√™—°‰¥â ‰¡à¡’Õ“°“√™—°´È” Pack red

blood cell, Fresh frozen plasma IV 10 cc/kg

continueous infusion „π‡«≈“ 4 ™—Ë«‚¡ß
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Õ“¬ÿ 30 «—π¡’‡≈◊Õ¥ÕÕ°„π∑àÕ™à«¬À“¬„® ∂à“¬

Õÿ®®“√–‡ªìπ‡≈◊Õ¥ ’¥” º≈°“√µ√«®À“°“√·¢Áßµ—«¢Õß

‡≈◊Õ¥º≈ª√“°Ø PT, PTT ¬“«π“π°«à“ª°µ‘ ¬—ß´’¥Õ¬Ÿà

√–¥—∫Œ’¡“‚µ√§√‘∑ = 34% Õ“°“√∑“ß§≈‘π‘°¢Õß∑“√°

¬—ß§ß‡¥‘¡Õ¬Ÿà „Àâ°“√√—°…“¥â«¬ Fresh whole blood

60 ´’´’ ¬“ Ranitidine 8 mg iv. ∑ÿ° 8 ™—Ë«‚¡ß

∑“√°Õ“¬ÿ 32 «—π ∑“√°¡’»’√…–‚µ‡√Á«°«à“

ª°µ‘√Õ∫»’√…–·√°‡°‘¥ 34 ´¡. ‡ªìπ 39 ´¡. ‰¥â àß∑”

Ultrasound brain æ∫«à“¡’‡≈◊Õ¥ÕÕ°„π ¡ÕßπâÕ¬

(Cerebellar hemorrhage) ¢π“¥ 2.4 ́ ¡.·≈–°¥∫√‘‡«≥

Third ventricle ∑”„Àâ‡°‘¥ hydrocephalus ·≈–‰¥â

∑”°“√ºà“µ—¥„ à ventriculoperitoneal shunt À≈—ß

ºà“µ—¥¬—ß‰¡àæ∫¿“«–·∑√°´âÕπ®“°°“√ºà“µ—¥„ à shunt

·≈–„Àâ Fresh frozen plasma iv 10 cc/kg continueous

infusion „π‡«≈“ 4 ™—Ë«‚¡ß ‡ªìπ‡«≈“ 1  —ª¥“Àå

‡π◊ËÕß®“°¡’‡≈◊Õ¥ÕÕ°„π ¡Õß Õ“°“√ºŸâªÉ«¬¥’¢÷Èπ‡√◊ËÕ¬ Ê

·≈– “¡“√∂∂Õ¥‡§√◊ËÕß™à«¬À“¬„®‰¥â

∑“√°Õ“¬ÿ 40 «—π æ∫«à“∫√‘‡«≥∑’Ë„ÀâπÈ”‡°≈◊Õ

·≈–‡®“–‡≈◊Õ¥ —ß‡°µæ∫«à“ ¡’‡≈◊Õ¥À¬ÿ¥¬“° ¡’‡≈◊Õ¥ÕÕ°

µ“¡‰√øíπ, ‰¥â‡®“–‡≈◊Õ¥ àß Coagulagram æ∫«à“¡’ PT

Prolong Õ¬à“ß‡¥’¬«´÷Ëßπà“®–¡’§«“¡º‘¥ª°µ‘®“°°“√¢“¥

·ø§‡µÕ√å ®÷ß‰¥â àßµ√«®«‘‡§√“–Àå Factor assays ºŸâ

ªÉ«¬Õ“°“√‚¥¬∑—Ë«‰ª¥’¢÷Èπ “¡“√∂„Àâ°≈—∫∫â“π‰¥â·≈–π—¥

¡“øíßº≈ Factor assays æ∫«à“ Factor VII clotting

activity (F VII: C) = 4%

°“√µ‘¥µ“¡°“√√—°…“πÕ°‚√ßæ¬“∫“≈
°“√√—°…“ºŸâªÉ«¬√–¬–¬“«

1. °“√π—¥¡“„ÀâπÈ”‡À≈◊Õß (Fresh frozen

plasma) ∑’Ë‚√ßæ¬“∫“≈  —ª¥“Àå≈– 2 §√—Èß„π√–¬– 6

‡¥◊Õπ·√° À≈—ß®“°π—Èπ§«“¡∂’Ë°“√„ÀâπÈ”‡À≈◊Õßª√–¡“≥

‡¥◊Õπ≈– 2 §√—Èß ™à«ßÕ“¬ÿ 3-4 ªï ®–‰¥â√—∫πÈ”‡À≈◊Õß

ª√–¡“≥ “¡ —ª¥“ÀåµàÕ§√—Èß

2. °“√„À â§”·π–π”‡√ ◊ ËÕß°“√¥ Ÿ·≈§«“¡

 –Õ“¥øíπ·≈–™àÕßª“° °“√ªÑÕß°—π°“√‡°‘¥‚√§øíπ

°“√ªÑÕß°—π‚√§¬àÕ¡¥’°«à“°“√„Àâ°“√√—°…“Õ—ππ”¡“´÷Ëß

§«“¡¬ÿàß¬“°´—∫´âÕπ·≈–º≈µ“¡¡“¢Õß°“√°√–∑”À—µ∂

°“√§◊Õªí≠À“‡≈◊Õ¥ÕÕ° °“√ªÑÕß°—π‚√§¡’¢—ÈπµÕπ §◊Õπ—¥

æ∫∑—πµ·æ∑¬åªï≈– 2 §√—Èß‡æ◊ËÕÕÿ¥√àÕßøíπ¥â«¬ sealant

·≈–µ√«®√—°…“øíπ¡’ªí≠À“°àÕπ∑’Ë®–≈ÿ°≈“¡¡“° „Àâ„™â

ø≈ ŸÕÕ‰√¥åÕ¬ à“ß ¡Ë”‡ ¡Õ„π√ Ÿª¬“°‘π·≈–¬“ ’ø íπ

·π–π”ß¥¢π¡·≈–¢ÕßÀ«“π ∑ÁÕøøïò∑’Ë®–∑”„ÀâøíπÀ≈ÿ¥ßà“¬

‡æ‘ Ë¡Õ“À“√∑’ Ë¡ ’‡  âπ„¬∑’ Ë™ à«¬‡ √‘¡ √â“ß ÿ¢¿“æøíπ

·π–π”„ÀâºŸâª°§√Õß π„®‡√◊ËÕß°“√·ª√ßøíπÕ¬à“ß∂Ÿ°«‘∏’∑’Ë

®–¢®—¥§√“∫®ÿ≈≈‘π∑√’¬åÕ¬à“ß¡’ª√– ‘∑∏‘¿“æ

3. µ‘¥µ“¡°“√„Àâ¬“°—π™—° Phenobarb ‰¡à

æ∫«à“¡’ Hyperactive

4. µ‘¥µ“¡°“√æ—≤π“°“√‡§≈◊ËÕπ‰À« °“√„™â

¡◊Õµ“ °“√„™â·≈–‡¢â“„®¿“…“  —ß§¡·≈–°“√™à«¬‡À≈◊Õ

µ—«‡Õß∑’ËÕ“¬ÿ 3, 6, 9, 12, 18, 24, 36, 48 ‡¥◊Õπ æ∫«à“

¬—ßÕ¬Ÿà„π‡°≥±åª°µ‘µ“¡Õ“¬ÿ (√Ÿª¿“æ∑’Ë 2, 3 ·≈– 4)

º≈¢â“ß‡§’¬ß°“√„ÀâπÈ”‡À≈◊Õß°—∫ºŸâªÉ«¬æ∫«à“

‡√‘Ë¡¡’ªØ‘°‘√‘¬“®“°æ≈“ ¡“‚ª√µ’π„ππÈ”‡À≈◊Õß¡’Õ“°“√

º◊Ëπ§—π≈¡æ‘… (Urticarial rash) À≈—ß‰¥â√—∫πÈ”‡À≈◊Õ °“√

ªÑÕß°—π§◊Õ°“√„Àâ chlorpheniramine inj. iv °àÕπ„ÀâπÈ”

‡À≈◊Õß∑ÿ°§√—Èß´÷Ëß™à«¬≈¥Õ“°“√≈¡æ‘…·≈–º◊Ëπ§—π‰¥â¡“°
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«‘®“√≥å
Congenital factor VII deficiency ∑’Ë¡’‡≈◊Õ¥ÕÕ°

„π ¡Õß‡ªìπ‚√§∑’Ëæ∫‰¥âπâÕ¬ ·µà∂â“√–¥—∫¢Õß Factor VII

< 1-3 % ºŸâªÉ«¬ à«π„À≠à®–æ∫¡’¿“«–·∑√°´âÕπ®“°

°“√∑’Ë¡’¿“«–‡≈◊Õ¥º‘¥ª°µ‘„π ¡Õß3,4 ¥—ßπ—Èπ·æ∑¬åºŸâ√—°…“

®–µâÕßπ÷°∂÷ß¿“«–·∑√°´âÕπ·≈–„Àâ°“√√—°…“Õ¬à“ß∑—π

∑à«ß∑’‡æ◊ ËÕªÑÕß°—π¿“«–·∑√°´âÕπ∑’ Ë∑”„Àâ‡°‘¥§«“¡

æ‘°“√À√◊Õ‡ ’¬™’«‘µ ºŸâªÉ«¬∫“ß√“¬∂Ÿ°«‘π‘®©—¬º‘¥«à“‡ªìπ

Acquired prothrombin complex deficiency ‡æ√“–∑—Èß

APCD ·≈– Factor VII def. ∂â“¡’‡≈◊Õ¥ÕÕ°¡“° ™ÁÕ°

Õ“®®–¡’¿“«– DIC √à«¡¥â«¬Õ“®∑”„Àâ APTT, PT, TT

¬“«°«à“ª°µ‘‰¥â ¥—Èßπ—ÈπÀ≈—ß°“√√—°…“ APCD ·≈â«§«√

µ√«® Coagulogram ´È”«à“º‘¥ª°µ‘À√◊Õ‰¡à‡æ√“–Õ“°“√

·≈–Õ“°“√· ¥ß¢Õß APCD ·≈– Factor VII def. ∑’Ë¡’

‡≈◊Õ¥ÕÕ°„π ¡Õß®–¡’Õ“°“√·≈–Õ“°“√· ¥ß§≈â“¬§≈÷ß°—π

°“√√—°…“ºŸâªÉ«¬ Factor VII deficiency ¡’

√“¬ß“π«à“°“√„Àâ Desmopressin À√◊Õ DDAVP

(1-deamino8D-arginine vasopressin) æ∫«à“

 “¡“√∂∑”„Àâ√–¥—∫ Factor VII ®–‡æ‘Ë¡¢÷Èπ‰¥â 5 „πºŸâªÉ«¬

∑’Ë¡’‡≈◊Õ¥ÕÕ°√ÿπ·√ß µâÕß„Àâ Factor VII ∑¥·∑π ·µà

Factor VII ¡’ half life 2-4 ™¡. ¥—ßπ—Èπ®–µâÕß„Àâ FFP 10

¡≈/°°/§√—Èß ∑ÿ° Ê 6 ™¡. ªí≠À“∑’Ëæ∫§◊Õ®–¡’ Volume

overload ´÷Ëß®–∑”„Àâ°“√∑”ß“π¢Õß‰µ∫°æ√àÕßµ“¡¡“6

·µà‡π◊ËÕß®“° Factor VII ‰¡à„™à Labile factor ®÷ß “¡“√∂„Àâ

Continuous infusion „πÕÿ≥À¿Ÿ¡‘ÀâÕß‰¥â„πªí®®ÿ∫—π¡’

Recombinant factor VIIa ´÷Ëß¡’ª√– ‘∑∏‘¿“æ„π°“√

Àâ“¡‡≈◊Õ¥‰¥â¥’ 7 „Àâ„π¢π“¥ 20-30 ¡§°/°°. ∑ÿ° 6

™—Ë«‚¡ß π“π 7 «—π ¡’ª√– ‘∑∏‘¿“æ Ÿß„π°“√√—°…“¿“«–

‡≈◊Õ¥ÕÕ°·µà¡’√“§“·æß „π∑“ßªØ‘∫—µ‘ “¡“√∂„™â¬“ 1

¢«¥π“π∂÷ß 5 «—π·µàµâÕß¥Ÿ¥¬“®“°¢«¥Õ¬à“ß√–¡—¥√–«—ß

¥â«¬‡∑§π‘§ª≈Õ¥‡™◊ÈÕ·π–π”„Àâ¥Ÿ¥¬“®“°¢«¥‡æ’¬ß«—π

≈–§√—Èß‡∑à“π—Èπ

º Ÿ âª É«¬√“¬π ’ È ‰¥ â√ —∫°“√√ —°…“¥ â«¬ FFP

continuous 24 ™—Ë«‚¡ß‡ªìπ‡«≈“ 5 «—π À≈—ß®“°π—ÈπºŸâ

ªÉ«¬¡’Õ“°“√¥’¢÷Èπ°Á‰¥â‡≈◊ËÕπ√–¬–Àà“ß°“√„Àâ FFP ‰ª‡ªìπ

∑ÿ° Ê 8, 12, 24, 48, 72 ™¡.·≈–ºŸâªÉ«¬¡’Õ“°“√¥’¢÷Èππ—¥

¡“„Àâ FFP ‡ªìπ Prophylaxis treatment  —ª¥“Àå≈– 2

§√—Èß „πµà“ßª√–‡∑»‰¥â„Àâ Factor VII concentrate ‡ªìπ

Prophylaxsis treatment8 ‰¥âº≈¥’ ·µà¡’√“§“·æß

ºŸ âªÉ«¬√“¬π’ È¡’‡≈◊Õ¥ÕÕ°„π ¡Õß·≈–‡°‘¥„π

µ”·Àπàß∑’Ë∑”„Àâ‡°‘¥°“√µ’∫µ—π¢Õß∑“ß‡¥‘ππÈ”‰¢ —πÀ≈—ß

∑”„Àâ‡π◊ÈÕ ¡Õß∂Ÿ°°¥·≈– ¡Õß‚µ‡√Á«¢÷Èπ®÷ßµâÕßºà“µ—¥„ à

Ventriculoperitoneal shunt ‡æ◊ËÕ√–∫“¬πÈ”‰¢ —πÀ≈—ß„π

ºŸâªÉ«¬√“¬π’È °“√ºà“µ—¥®–°√–∑”„π√“¬∑’Ë¡’¢âÕ∫àß™’ÈÀ√◊Õ¡’

§«“¡®”‡ªìπ‡∑à“π— Èπ‡™àπ°âÕπ‡≈◊Õ¥¡’¢π“¥„À≠à¡“°Ê

À√◊Õ‰¡àµÕ∫ πÕß°“√√—°…“ æ∫«à“°“√„Àâ Recombinant

Factor VIIa ´÷Ëß‡ªìπ Univeral hemostatic agent9 √«¡

∑—Èß°“√ºà“µ—¥10,11 ®–™à«¬„ÀâºŸâªÉ«¬¡’§«“¡æ‘°“√∑“ß ¡Õß

πâÕ¬°«à“°“√√—°…“·∫∫ª√–§—∫ª√–§Õß

®“°√“¬ß“π„πª√–‡∑»‰∑¬ ».Õ”‰æ«√√≥·≈–

§≥–11 ‰¥â√“¬ß“πºŸâªÉ«¬∑’Ë‡ªìπ congenital factor VII

def. 7 √“¬ ‡ ’¬™’«‘µ 2 √“¬·≈–√Õ¥™’«‘µ 5 √“¬ „πºŸâªÉ«¬

5 √“¬‰¥â„Àâ°“√√—°…“¥â«¬ FFPæ∫«à“¡’Õ“°“√·∑√°´âÕπ

§◊Õ≈¡™—° 1 √“¬ 2 √“¬¡’Õ“°“√¢Õß Hydrocephalus

µâÕß∑”ºà“µ—¥„ à Ventriculoperitoneal shunt 2 √“¬¡’

Õ“°“√‡ªìπª°µ‘√—°…“¥â«¬ Factor VIIa ¢π“¥ 20ug/kg

q 6 hr.

 ÿ™‘µ·≈–§≥–√“¬ß“πºŸâªÉ«¬ 4 √“¬‡ª√’¬∫

‡∑’¬∫ºŸâªÉ«¬∑’Ë‡ªìπ Congenital Factor VII def.∑’Ë„Àâ

Prophylaxis ¥â«¬ FFP À√◊Õ Cryo-remove plasma 10

ml/kg  —ª¥“Àå≈– 2 §√—Èßæ∫«à“ “¡“√∂ªÑÕß°—π¿“«–

‡≈◊Õ¥ÕÕ°„π ¡Õß´È”´÷Ëß‡ªìπ¿“«–·∑√°´âÕπ∑’Ë√ÿπ·√ß

∑’Ë∑”„Àâæ‘°“√À√◊Õ‡ ’¬™’«‘µ ºŸ âªÉ«¬ 2 √“¬∑’Ë ‰¥â√—∫

Prophylaxis ‡¡◊ËÕµ‘¥µ“¡Õ“°“√ºŸâªÉ«¬æ∫«à“¡’°“√‡®√‘≠

‡µ‘∫‚µ æ—≤π“°“√ §ÿ≥¿“æ™’«‘µª°µ‘

 ¢âÕ‡ ’¬¢Õß°“√√—°…“‚√§π’È¥â«¬ FFP À√◊Õ Cryo-

remove plasma §◊Õ °“√µ‘¥‡™◊ÈÕ‚√§®“°πÈ”‡À≈◊Õß ¡’

¿“«–Inhibitor development ‡°‘¥¢÷Èπ·≈–‚√§π’È¬—ßµâÕß

„Àâ°“√√—°…“‰ªµ≈Õ¥™’«‘µ

„πªí®®ÿ∫—ππ’È “¡“√∂™à«¬„ÀâæàÕ·¡à∑’Ë¡’≈Ÿ°‡ªìπ‚√§

Factor VII deficiency ¡’≈Ÿ°∑’Ëª°µ‘‰¥â‚¥¬°“√«‘π‘®©—¬

‚√§·°à∑“√°„π§√√¿å
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°“√µ‘¥µ“¡√–¬–¬“«‡ªìπ ‘Ëß®”‡ªìπ °“√µ√«®

‡™Á§°“√∑”ß“π¢Õßµ—∫ ‚√§µ‘¥‡™◊ÈÕ®“°°“√‰¥â√—∫‡≈◊Õ¥∫àÕ¬

‡™àπ‰«√— µ—∫Õ—°‡ ∫ ÷́Ëß‡ªìπ “‡Àµÿµ—∫Õ—°‡ ∫‡√◊ÈÕ√—ß„πºŸâªÉ«¬

∑’Ë ‰¥â√—∫ à«πª√–°Õ∫¢Õß‡≈◊Õ¥ ‚√§‡Õ¥ å ´‘øî≈‘  CMV

EB virus Toxoplalmosis Filariasis

Õ“®æ∫ºŸâªÉ«¬ Factor VII deficiency ∑’Ë¡’

Õ“°“√‰¡à√ÿπ·√ß´÷Ëß¡’√–¥—∫·ø§‡µÕ√å 5-10% ¡—°®–¡“

æ∫·æ∑¬å¥â«¬‡√◊ËÕß¡’Õ“°“√®È”‡¢’È¬«∫àÕ¬ ‡«≈“∑”øíπ®–

æ∫«à“¡’‡≈◊Õ¥¡“°°«à“ª°µ‘∑—Ë«‰ª

 √ÿª
‰¥â√“¬ß“πºŸâªÉ«¬∑“√°·√°‡°‘¥ 1 √“¬∑’Ë‡ªìπ‚√§

Congenital factor VII def. ∑’Ë¡’ªí≠À“‡≈◊Õ¥ÕÕ°º‘¥

ª°µ‘µ—Èß·µà·√°‡°‘¥´÷Ëßπà“®–‡°‘¥®“°°“√°≈“¬æ—π∏ÿå¢Õß

¬’π‡π◊ËÕß®“°‰¡à¡’ª√–«—µ‘§π„π§√Õ∫§√—«¡’¿“«–‡≈◊Õ¥ÕÕ°

º‘¥ª°µ‘  ”À√—∫ºŸâªÉ«¬√“¬π’È¡’¿“«–·∑√°´âÕπ§◊Õ‡≈◊Õ¥

ÕÕ°„π ¡Õß(Intracranial hemorrhage) ∑”„Àâ‡°‘¥

Hydrocephalus ´÷ËßµâÕß„ à Ventriculoperitoneal shunt

·≈–¡’·º≈‡ªìπ∑’Ëµ“¥”¢â“ß¢«“ (Corneal scar) ‡π◊ËÕß®“°

µ“¢«“ªî¥‰¡à π‘∑‡«≈“πÕπÀ≈—∫ ∑”„Àâµ“¥”·Àâß ‚√§

Congenital factor VII deficiency π’È‡ªìπ‚√§∑’Ëæ∫‰¥â

πâÕ¬·µà¡’§«“¡ ”§—≠∑’Ë·æ∑¬å®–µâÕßπ÷°∂÷ß‰«â‡æ√“–‡ªìπ

‚√§∑’Ë®–µâÕß«‘π‘®©—¬·≈–„Àâ°“√√—°…“‡√Á«∑’Ë ÿ¥‡æ◊ËÕªÑÕß°—π

¿“«–·∑√°´âÕπ∑’Ë√ÿπ·√ß‚¥¬‡©æ“–¿“«–∑’Ë∑”„Àâ¡’‡≈◊Õ¥

ÕÕ°„π ¡Õß´÷Ëß∑”„Àâæ‘°“√À√◊Õ‡ ’¬™’«‘µ‰¥â Ÿß ‰¥âµ‘¥µ“¡

°“√√—°…“ºŸâªÉ«¬∂÷ßªí®®ÿ∫—πÕ“¬ÿ 4 ªï æ∫«à“æ—≤π“°“√

·≈–°“√‡®√‘≠‡µ‘∫‚µ‡ªìπª°µ‘ Õ—µ√“°“√„Àâ FFP Àà“ß

¢÷Èπ®“° —ª¥“Àå≈–2 §√—Èß‡ªìπ‡¥◊Õπ≈– 2 §√—Èß·≈–ºŸâªÉ«¬

µâÕß„™âπÈ”µ“‡∑’¬¡À¬Õ¥µ“‡π◊ËÕß®“°µ“¢â“ß¢«“ªî¥‰¡à

 π‘∑‡«≈“πÕπÀ≈—∫∑”„Àâµ“¥”·Àâß ·µà§«“¡æ‘°“√ Right

facial palsy (LMN) ·≈– Corneal scar ¬—ß§ß¡’Õ¬Ÿà

·≈–„Àâ§”·π–π”§«“¡√Ÿ â°“√√—°…“‚√§π’ È√«¡∑— Èß°“√

ªÑÕß°—π‚√§π’È„π∫ÿµ√§πµàÕ‰ª

°‘µµ‘°√√¡ª√–°“»
ºŸâ√“¬ß“π¢Õ¢Õ∫æ√–§ÿ≥ π“¬·æ∑¬å ®”√—  ¿Ÿ√‘¿Ÿ¡‘

ºŸâÕ”π«¬°“√‚√ßæ¬“∫“≈µ√“¥∑’ËÕπÿ≠“µ„Àâ√“¬ß“πºŸâªÉ«¬

π“¬·æ∑¬å  ÿ™“µ‘  ¡∫Ÿ√≥å¬»‡¥™ À—«Àπâ“°≈ÿà¡ß“π

°ÿ¡“√‡«™°√√¡‚√ßæ¬“∫“≈µ√“¥‡®â“Àπâ“∑’Ë‡«™√–‡∫’¬π

‚√ßæ¬“∫“≈®ÿÃ“≈ß°√≥å ·≈–‚√ßæ¬“∫“≈æ√–ª°‡°≈â“

®—π∑∫ÿ√’ √«¡∑—ÈßÀâÕß ¡ÿ¥‚√ßæ¬“∫“≈µ√“¥∑’Ë π—∫ πÿπ

°“√§âπÀ“·≈–√«∫√«¡¢âÕ¡Ÿ≈
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