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Thdp tim

THAP TIM

Muc tiéu

1. Nhén biét nguyén nhdn va dich té hoc ciia bénh

2. Phan tich cdc dau hiéu lam sang va cdn ldm sang

3. Trinh bay dwoc cach diéu tri va phong bénh.

4. Huéng dan cac ba me biét phong bénh va cham soc con.

1. Pai cwong
Thap tim 1a bénh viém lan téa céc t6 chirc lién két, cac co quan thuong bi ton thuyong 1a tim,
khdp, hé than kinh trung wong, da va to chirc dudi da. Trong do6 ton thuong tim quan trong
nhat vi ¢ thé dua dén tir vong trong giai doan cip ctia bénh hodc c6 thé thanh seo 1am bién
dang van tim dua dén bénh tim do thép.
Bénh c6 lién quan dén qua trinh viém nhiém duong ho hap trén (viém hong, viém amygdales)
do lién cau khuan beta tan mau nhom A gay ra.

2. Nguyén nhan

Nguyén nhan gy bénh thap tim 1a do lién cau khuan ( tan mau nhém A (LCK)

Bing cac phan tmg huyét thanh dic hiéu, ngudi ta dd phan 14p duoc trén 80 typ khac nhau cua
LCK nhém A, trong doco10typhay gaplaMtyp 1, 3,5, 6, 14, 18, 19, 24, 27, 29.

Tén thuong khoi dau ciia LCK nhém A 13 viém hong, viém amygdales, co thé gy bénh thap
tim. Cac t6n thuong khoi dau & da do LCK khong gy nén bénh thap tim.

3. Dich t& hoc
Lura tudi hay gip : 5 - 15 tudi. Hiém gap o tré dudi 5 tudi va ngudi 16n trén 25 tudi.
Gidi : nam nit méac bénh twong duwong nhau.
Hang nam trén thé gidi ¢6 khoang 20 tri¢u tré em bi méc bénh thép tim, trong do6 c6 0,5 triéu
tré tir vong do di chimg van tim va hau thap. (H6i Tim mach hoc qudc gia VN ,2000).
Tan suat mac bénh thay doi theo timg qudc gia , ¢ cac nude dang phat trién van con cao,
khoang 1-12%. O Viét Nam, tan suat mac bénh tir 2 - 4,5 %, ty 1 ta vong 6,7 % ( Hoi Tim
mach hoc quéc gia,2000)
Yéu tb thuan loi :
Diéu kién sinh hoat thip kém : nha chat hep, am thip, dong ngudi, thiéu vé sinh,dinh dudng
kém.
Khi hau : lanh, 4m .
Mua dong va dau xudn: Tan sudt bénh cao hon cac mua khac trong nam.
Co dia di ung.

4. Chan dosn
Chan doan bénh thép tim dua vao tiéu chuén Jones cai tién :
4.1. Tiéu chudn chinh :
4.1.1. Viém tim : La biéu hién thuong gip va nguy hiém nhat. Chan doan sém, diéu tri ding,
bénh nhén c6 thé khoi bénh va dugc phong tai phat. Chan doan sai, diéu tri mudn, bénh nhan
c6 thé tir vong do suy tim cap hodc do di chimg van tim.
Tt ca cac thanh phan ctia tim déu co6 thé bi viém. Viém co tim + nodi tim mac 13 biéu hién
bénh 1y hay gip nhét. Goi 13 viém tim khi c6 mét hay nhiéu trong 4 triéu chting sau : Tiéng
théi, tim to, tiéng CO mang tim, suy tim.
- Tiéng thoi :
+ Tiéng thoi tim thu & moém tim :
Do viém van 2 14, hay gip nhét.



Nghe rd nhat & mom tim, cudong do 2/6 - 4/6, lan 1én phia nach trai, khong thay dbi theo tu
thé, am sic cao, chiém gan hét thoi ky tAm thu.

Tiéng thdi ndy can phan biét véi hoi ching thdi click két hop véi sa van 2 14, duge biéu hién
bang tiéng click gitra tim thu va mot tiéng thoi cudi tAm thu.

Tiéng thoi nay cling can phan biét voi tiéng thoi vo toi thuong cd ¢ ngudi binh thuong, dic
biét 1a ¢ tré em, chiém mot phan thoi ky tim thu, doi khi nghe kha to, nhat 13 & nhiing ngudi
qua lo lang hodc bi sbt, co thé lan rong & nhitng ngudi thanh nguc mong. Tiéng thdi vo toi chi
nghe timg luc, c¢6 xu hudng thay d6i am sic, cudng do theo tu thé va ho hap. C6 2 loai tiéng
thoi vo t6i :

Tleng thoi kiéu phut (ejectlon type) : nghe rd nhat & ving dong mach phéi, lan 1én co.

Tiéng th6i ém diu nhu tleng nhac hodc tiéng rung nhe, &m sac tram, nghe rd nhat ¢ doc bo trai
xuong wc, lan ra mom, dé nham véi tiéng thoi trong hd van 2 1a.

+ Tiéng thoi tAm truong & mom tim :

Con goi 1a tiéng Carey-Coombs, do 2 ong nay tim ra, xuét hién do co tim bi din dot ngot
trong thoi ky tam truong hoac do day chang, cot co bi cang dot ngot.

Cuong do tiéng thdi co thé nhe, nghe 16 nhét & tu thé nam nghiéng trai va nin thé trong thoi
ky tho ra.

Khi tim to ra, budng tim dén, cac day chang va cot co dan, nhip tim nhanh, mau trao nhanh tur
nhi xubng that & thoi ky dau tam truong, c6 thé nghe duoc tiéng rung tam truong nhung tiéng
rung nay khac voi tiéng rung tdm truong trong hep van 2 1a vi 6 day tiéng T1 khong danh va
xuat hién sém sau dot thap.

+ Tiéng thdi tAm truong ¢ dy tim :

Do viém van dong mach chu, do su trao ngugc mau tir dong mach chu vao that trai & dau thoi
ky tam truong.

Tiéng thoi ndy nghe rd nhat & lién suon IIT bén trai sat bd xwong tc, doi khi nghe rd & lién
suon IT bén phai xuwong we. N6 ¢6 thé mat di rdi lai xuat hién sau nay.

D@ phat hién tiéng thoi tdm trwong hon khi tu thé bénh nhan nghiéng ra trudc, tho ra hét va
nin tho.

Tiéng thdi nay tién luong x4u vi thuong ton tai vinh vién va din dén hé van dong mach chu
man tinh.

-Timto:

Do viém co tim gy déin cac budng tim, chi yéu 1a thét trai.

Dién tim to qua gidi han binh thudng (g6), thay d6i vi tri moém tim.

Cam giac chi quan ctia bénh nhan : nghen, nudt khé, danh tréng nguc. ..

Xac dinh bang ty 1 tim - ngyc trén X-quang : tim to ra khi ty 1& nay trén 50% & tré trén 2 tudi.
- Tiéng co mang ngoai tim :

Thudng xuat hién ¢ giai doan du ciia viém mang ngoai tim.

Nghe 18 ¢ day tim hodc doc bd trai xuwong Gre. Pay 1a triéu chimg cua viém tim dang tién
trién.Viém mang ngoai tim c6 thé don thuin hay kém theo viém co tim hodc viém ndi tim
mac.

Viém mang ngoai tim con biéu hién bang tran dich mang ngoai tim nhung it gay chén ¢ ¢p tim.

Mau lanh khi dugc diéu tri bang Corticode, khong gy di chimg viém mang tim co thét, can
xac dinh bang X-quang, ECG, siéu 4m tim.

- Suy tim :

Do viém co tim, biéu hién béng khé thé, phu, gan to, rbi loan nhip tim.

O tré em khi bi suy tim, néu khong c6 mot nguyén nhén nao rd rét thi thuong 1a do thap tim.

Suy tim thuong 14 biéu hién ctia mot dot thap tim tién trién.

4.1.2. Viém da khop :

Thudng gip nhit (62 - 85%) véi dic diém
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- Sung, néng, dd, dau, gidi han cur dong.

- Viém tu 2 khop trd 1én.

- Hay gip & cac khép : gbi, khuyu, c6 tay, c6 chan...

- C6 tinh chét di chuyén tir khp nay sang khop khac.

- Khép viém kéo dai tir 2 - 7 ngay.

- Khi lanh khong dé lai di ching.

4.1.3. Ban vong (ban Besnier) :

Ving giita ban mau hong nhat, xung quanh d6 tham, hinh tron hoic dang mun rop, kich thudc
to nho khong déu nhau. Xuat hién & than minh va gbc chi, khong bao gid co6 & mit. Khong
ngua, khong dau. Mét sau vai ngay, khong dé lai di chtng.

4.1.4. Mua giat (chorée de Sydenham) :

Do ton thuong & hé than kinh trung wong. Thudng xuit hién sau nhiém LCK nhém A trén 6
thang. Hay gap O tré gai, lra tudi tién day thi.

Ban dau tré thay ddi tinh than tir tu, hay cau kinh, lo léng, so sét, kich thich, gidm tri nhd.
Dong tac vung vé : viét kho, roi bat diia. Sau d6 xuit hién mua giat voi céc tinh chét : Khong
tur chii, khong muc dich.Dong tac di thuong, dot ngot, dut khoat, qua mirc, bién do khong déu,
16i loan vé phdi hop dong tac.

Vi tri maa giat : ¢ cac géc cac doan chi : lac dau, giat co mat, nhay mat lién tuc, noi ngong,
khé néi. Ngoai con : gidm truong luc co.

Mua giat ting khi van dong ging stc, xauc dong, giam khi ngu.

Khong c6 rdi loan cam giac va phan xa bénh 1y.

4.1.5. Hat duoi da (hat Meynet) :

Hat ran, nho, khong dau, khong nong do, dudng kinh tir 10 - 20 mm.

Khong dinh dudi da nhung dinh trén nén xuwong néng : khép gdi, khuyu, cot song.

S6 luong tir vai hat dén vai chuc hat Mat di sau vai tuan khong dé lai di chung.

4.2. Tiéu chudn phu :

4.2.1. Lam sang :

St : thuong nhiét d6 >38 do C.

Dau khép : c6 thé dau mot hay nhiéu khép, dau khi kham va di dong.

Tién st thap tim hodc bénh tim do thap : trong tién sir c6 viém khép rd hodc c6 di chimg van
tim.

4.2.2. Can lam sang :

- Céc phan tng viém cép :

Téc d6 lang mau : ting cao trong giai doan cap, giam va trd vé binh thudng khi khoi bénh.
Gio dau VS ting > 30 mm.

Cong thirc mau : bach cau ting.

Phan tng protein C (CRP: C reactive protein ) : duong tinh

Khoang PR kéo dai trén dién tdm do : binh thuong PQ & tré em trong khoang 0.11 - 0.18s.

4.3. Déu higu nhiém LCK nhom A

4.3.1. Antistreptolysine O (ASLO) : ting > 333 don vi Todd & tré em. ASLO bét dau ting sau
nhiém LCK nhém A 10 ngay, kéo dai 3 - 5 tuan rdi giam dan. Nén 1am 2 1an cach nhau 2 - 4
tuan dé so sanh hiéu gia khang thé. Trong da sb truong hop thap tim, hiéu gia khang thé ting
trir truong hop mua giat.

4.3.2. Cady dich hong tim LCK nhém A .

4.3.3. Sot tinh héng nhiét méi bi trude d6 vai ngay 12 mot bang chung 1am sang t6t nhit cia
nhiém LCK.

4.4. Tiéu chudn chan dodn :

4.4.1.Chén dodn thdp tim khi c6 :

- 2 tiéu chuén chinh va 1 bang chimg nhiém LCK hoic :



- 1 tiéu chudn chinh, 2 tiéu chuén phu va 1 bang chimg nhiém LCK.

4.4.2. Ngoai l¢ :

C6 3 trudng hop sau ddy duoc vu tién chin doan thap tim mic du khong hoi du cac tiéu chuan

cua Jones :

- Mia giat don thuan (chorée de Sydenham) : bénh nhan chi c6 biéu hién duy nhét 1a mua

giat. Can loai trir hoi chimg may co lién tuc (tick), dong kinh, hystérie, thé mta giat trong

bénh Lupus, thé mua giat ciia Huntington.

- Viém tim xuét hién muon hodc 4m i : nhitng bénh nhan nay thudng co tién sir thip khong rd

rang hodc khong c6 tién st thap nhung trong khoang vai thang gan ddy c6 nhimg diu hiéu

nhu mét moéi, kho chiu, bo pho, an khong ngon miéng, cdé dang vé cua nguoi bi bénh man

tinh. Tré thuong dén kham lan dau voi tridu ching suy tim. Khi thim kham phat hién ra

nhirng du hiéu cta bénh van tim.

- Dot thap tim tai phat : nhimg bénh nhan da bi bénh tim do thdp rd rang néu khong duoc

diéu tri tbi thiéu 1a 2 thang thi chi can thém 1 tiéu chuin phu va mot bang ching nhidm LCK

dé chan doan. Can loai trir bién ching cta bénh tim do thip nhu viém ndi tim mac nhiém

khuén.

5.Chan doan gian biét

- Viém khop dang thap thiéu nién: Viém khép kéo dai trén 6 tudn, tinh chat viém khong
rAm 0.

- Viém kh6p nhidm tring: sot, tiéu diém nhiém tring rd.

- Bénh bach ciu cép: Thiéu mau, xuit huyét, s6t, gan lach hach 16n.

6. Bién chirng

Di chimg van tim thuong gap cac dang sau:

- Hé hoic hep van hai 14 , hodc dang t6n thuong két hop.

- Hé van dong mach chu

7. Diéu tri

7.1. Chéng nhiém khudn :

Penicilline G : 1 triéu don vi/ngay tiém bap chia 2 1an trong 10 ngay. Sau d6 chuyén sang diéu

tri du phong tai phat (phong thap cap II).

Néu di tng v6i Penicilline thi dung Erythromycine 1g/ngay, ubng trong 10 ngay rdi chuyén

sang diéu tri phong thap cap II.

7.2. Chéong viém :

- Thé viém da khép don thuan :

Aspirine : 100 mg/kg/ngdy x 7 ngdy. Sau d6 giam con 60 mg/kg/ngay x 3 - 4 tuan.

Chia nho liéu udng cach 4 - 6 gio/lan. Udng ciing voi sira hodc sau khi an dé giam sy kich

thich da day.

- Thé viém tim :

Prednisolone : 2 mg/kg/ngdy x 2 - 3 tuan chia 2 - 3 1an udng trong ngay. Tuy theo su dap

g 1am sang ctia bénh nhan va dya vao xét nghiém(VS, CRP) sau d6 giam liéu dan dan cho

hét liéu trinh diéu tri (tr 4 - 8 tuan). Nén két hop v6i Aspirine vao tudn cudi cia liéu phap

corticoide dé ngan ngira tai virong bénh, lidu dung 60 mg/kg/ngay x 3-5 tuan.

7.3. Ché @ nghi ngoi :

Lam sang Nghi tuyét di tai givong
Khong viém tim 2 tuan.

Viém tim, khong suy tim. 4 tuan.

Co suy tim Tét ca thoi gian con suy tim.

7.4. Ché dg tiét thuc :
Ngoai truong hgp suy tim tré van nén an nhat trong thoi gian di€u tri corticoide dé tranh U
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muobi.
8. Phong bénh
8.1. Cdp I : Piéu tri viém hong do LCK .
Khéng sinh Céch dung Liéu ding
Benzathine PNC tiém bap 1 miii duy nhat >30 kg : 1.2 triéu don vi.
<30 kg : 900000 don vi.
Oracilline (PNC V) udng trong 10 ngdy 1 triéu don vi/ngdy chia 4 lan
Erythromycine udng trong 10 ngay 40 mg/kg/ngay chia 4 lan (véitre <30
kg)

8.2. Cdp II : Phong dot thap tai phat.

Khang sinh Cach dung Liéu dung

Benzathine PNC | tiém bap 1 miii/3 -4 tuan | >30 kg : 1.2 triéu don vi.

<30 kg : 900000 don vi.

Penicilline V udng hang ngay 250mg x 2/ngayhoac 400000don vi/ ngay
Erythromycine u6ng hang ngay 250 mg x 2/ngay.

8.3. Thoi gian phong bénh cap 11 :

- Truong hop khong viém tim : phong bénh it nhat 5 nam sau dot bénh lan cu6i hodac dén 18
tudi.

- Ton thuong tim dot dau : phong dén 25 tudi hoic 1au hon.

- Bénh van tim man tinh do thap : phong bénh sudt doi.

- Bénh nhan da dugc phau thuat tim mach do thap tim : can phong bénh sudt doi.

Tai liéu tham khdo

1. O. Fovet Poingt (1996)- Rhumatisme articulaire aigu-Cardiologie Pédiatrique,p.505-529.

2. James Todd (2000) -Rheumatic Fever - Nelson's Textbook of Pediatrics, p.754 - 760

3. Hoang Trong Kim (1998)- Bénh Thép - Bai giang Nhi Khoa, tr. 606 - 625

4. Pham Hiru Hoa ( 2001)- Tim hiéu vé bénh thip tim tré em- Tap huin ning cao vé thap tim
va cac bénh tim do thap - T6 chirc y té thé giéi va Vién Nhi Ha Noi.

5. Hoang Trong Kim va cs (2000)- Tién hanh va phat trién phong thap cdp 1 va cp 2-Ky yéu
toan vin céac dé tai nghién ctru khoa hoc, tr. 89-110.
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SUY TIM O TRE EM

Muc tiéu

1. Xé'p va liét ké duoc cac nguyén nhan chinh gay suy tim.

2. Chdn dodn va phadn loai dwrge suy tim trdi, phdi, toan b va muc do suy tim.

3. Trinh bay dwoc tac dung cua cac thudc tro  tim Digoxin, loi tiéu, thudc gian mach.
4. Néu duoc cdc nguyén tac chung va diéu tri cu thé cho bénh nhdn suy tim.

1. Dinh nghia

Suy tim 1 tinh trang co tim khong con kha ning dam bao cung lugng dé dap tng dugc cac
nhu ciu chuyén héa cua co thé.

2. Piic diém giai phiu va sinh 1y bd may tuin hoan

Co tim ciia tré em c6 nhiéu tinh chat dic biét khac voi ngudi 1on

- Co tim tré so sinh chira nhiéu nuéc va soi collagen hon nguoi 16n.

- Co tim tré em c6 it soi co dé tao Iyc va co co khi co bop hon ngudi 16n.

- Kha nang co bop cuia ting s¢i co tim tré¢ em cling kém hon nguoi 16n.

- Tim ludn phai 1am viéc nhiéu hon ngudi 16n ngay ca khi nghi ngoi .

- Kha ning gidn nd ciia cac tim that kém hon nguoi 1n.

- Kha nang dap rng ctia co tim véi tac dong cua Catecholamin con kém.

3. Cac nguyén nhan gay suy tim

3.1. Do bénh ly tim mach

- Bénh tim bam sinh

+ Ludng thong trai-phai: Thong lién that, con ng dong mach, thong san nhi that.

+ Bénh tim tic nghén bén trai:Hep eo dong mach chii. Hep 16 van dong mach chu. Bénh co
tim phi dai, tac nghén, hodc han ché.

+ Nguyén nhan rat hiém gip: Hoi luu tinh mach phdi bat thudng hoan toan. Bat thudng van 2
14 bam sinh.

- Bénh tim mdc phai

+ Thap tim va cac bénh 1y van tim do thap: & tré 16n.

+ Bénh Kawasaki: ¢ tré nho.

+ Viém co tim cap tién phét (thuong gip ¢ tré nho): thudng nhat do virus coxsakie B, ngoai
ra c¢6 thé do Rickettsia, do thuong han ning.

+ Viém mang ngoai tim véi tran dich nhiéu: do virus hodc vi khuan.

+ Viém noi tdm mac nhiém khuan.

+ Bénh co tim thtr phat: sau viém co tim do virus, do diéu tri tia xa, do nhiém ddc thude
anthracyclines, do nhiém sat trong cdc bénh huyét tin man ning.

- Réi loan nhip

+ Céc con nhip nhanh(that hodc trén that) kéo dai.

+ Bloc nhi thit hoan toan.

3.2. Nguyén nhén ngoai tim

- Tang huyét dp cdp tinh: chu yéu do viém cau than cdp sau nhidém lién cau, hoi chimg huyét
tan ting uré mau, hiém gip hon 13 di dang mach than, u tuy thuong than.

+ Nhiém déc gidp (Basedow): & tré 16n.

+ Thiéu vitamin BI.

+ Tdc nghén hé hdp kéo dai: hen phé quan ning, di dang duong tho nang.
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4. Sinh ly bénh trong suy tim
4.1 Binh thwong: cung luong tim phu thudc vao céc y€u to sau

Tién ganh _> Cung luong tim <_ Hau génh

K/n co bop cua co tim

- Tan s6 tim: quéa nhanh hodc qua cham déu 1am giam cung luong tim.

- Kha nang co bop co tim: tac dung manh va ty 1¢ thudn voi cung luong tim.

- Tién ganh: lugng mau ¢ hé tinh mach d6 vé thét trai cudi tAm truong. Néu qua 16n hodc qua
nhé déu lam cho cung luong tim giam.

- Héu gdnh: 13 strc can ctia mach hé thdng 1én thét trai, ty 16 nghich véi cung luong tim.

4.2 Bit thuong

Du bit cir thay ddi sinh ly hay bénh ly nao, co thé cling tim cach thich nghi dé duy tri cung
lwong tim va cung cdp O2 cho céc t6 chirc & gidi han 6n dinh hep, thong qua hang loat co ché
bu tru sau:

- Tang chiéu dai cua soi co tim dé dap ung véi ting tién ganh (ting kha ning chira mau cic
budng that) 1am cac budng tim gidn rong, tim to.

- Tang phi dai té bao co tim lam day thanh cic budng tim.

- Tang tong hop protein co vai trd co bop va diéu hoa tai té bao co tim.

- Tang cudng cac co ché than kinh thé dich.

- Tang kha ning tach va sir dung O, tai to chirc.

Hé co mach, giir Na” H@ gifin mach, thdi Na"
Tang tién ganh + hau ganh —~— /Giérn tién ganh + hau ganh
| > Suy tim 4 |
Giir mudi, nude \V4 Loi niéu, thai Na*
/|\ L Gn CO*\> /|\

Co mach < Gian mach
1 H¢ R-A-A** 1 Peptide thai Na+ tam nhi
1 ADH 1 Dopamin
t Nor va Adrenalin 1 Céc Prostaglandin

Pdp ing cdn bang ciia hé TK - ngi tiét trong suy tim
* CO = cardiac output = cung lugng tim ** R-A-A: Renin - Angiotensin - Aldosteron.
5. Lam sang
5.1. Suy tim ¢ tré nho
Suy tim & tré nhé c6 dic diém 1a khac véi tré 16n va nguoi 16n. Suy tim thuong xay ra cép,
cho du khéi dau 13 suy tim phai hodc tim trai ciing déu tién trién rat nhanh dén suy tim toan
bo, d& dua dén tir vong néu nhu khong dugc diéu tri sém va tich cuc.
5.1.1.Triéu chung co nang
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- Tré tho nhanh thudng xuyén hodc khi ging sirc thim chi co thé 6 kho tho.

- Tré nho doi khi kém ndn, chan an, bo bu, va nhiéu md héi, quay khoc, but rit da xanh, dau
chi lanh 4m, nhimg d4u hiéu nay nhiéu khi 1am nham 1an hodc lam mudn chn doan suy tim.
5.1.2.Triéu chung thuc thé

- Luén c6 tim nhanh, d6i khi kém tiéng tim mo hodc tiéng ngya phi dau tAm truong.

- Ludn c6 gan to mém va dau, ddy 1a ddu hiéu rat c6 gia tri. Phan hoi gan tinh mach c6 it co
gid tri & tré nho do cb tré ngén va tré kho co thé nam yén dé kham.

- Phu hodc ting cin nhung thudng rat kin ddo va kho phat hién & tré nho.

- Tiéu it.

5.2. Suy tim tré lon

Triéu ching suy tim & tré 16n ciing giéng nhu ngudi 16n.Tuy theo nguyén nhén, khi cac co
ché bu trir khong con hiéu qua s€ lam cung luong tim giam. Khi d6 ap sudt tai nhi trai va nhi
phai ting cao dua toi ting ap suat tai tinh mach phdi va tinh mach ngoai bién gy suy tim trai
va suy tim phai. _

5.2.1. Suy tim trdi: Biéu hién 1am sang 1 tinh trang sung huyét phoi

- Kho tho khi ging ste: 1a triéu _chung sém cua suy tim trai gdy ra do tinh trang & mau ¢ phéi,
biéu hién 14 tho nhanh néng Xuét hién khi gang strc, bién mat khi nghi.

- Kho thé khi ndm: chi xay ra khi nam, khi ngdi hodc niia ngdi thi s& hét do giam luong mau
tinh mach tr& vé tim, nhu vy lam giam & mau phoi.

- Kho thd kich phat: thuong xay ra vé dém, bénh nhan cam thiy ngat thd, hoang hét kém theo
ho, thé kho khé ngay ca & tu thé ngdi. Tinh trang kho tho nay d& nham v&i hen phé quan. Néu
khong duoc diéu tri bénh nhan co thé bj phu phoi cap bay la do & dong mau tai tinh mach
phéi gay thoat dich qua mao mach phdi tich ty tai phé nang, lam giam su trao doi khi tai phé
nang.

- Mét moi, strc lyc bi giam sut: nhimg triéu chimg nay khong déc hi¢u cua suy tim nhung 1a
triéu chimg thudng gip. Nhiing triéu chirng nay xuat hién 1a do co bip khong duoc cung cip
da mau.

- Kham tim mach: nhip nhanh déu hay loan nhip, huyet ap tam truong thuong tang do hién
tuong co mach. Nghe tim ¢6 thé c6 tleng ngua phi dau tim truong & mom va ving giita tim,
tiéng T2 manh & 6 van dong mach phéi do tang ap lyc dong mach phoi.

- Kham phdi: thudng c¢6 ran am & 2 day ph01

- Céc triéu chimg khéc: chan tay lanh, tiéu it do giam cung luong tim.

5.2.2. Suy tim phai: 1am sang 1a tinh trang t méu & tinh mach ngoai bién.

- Gan tim: gan 16n, dau do cing bao gan, gan thuong c6 bd t, mém. Khi suy tim man tinh
gan thudng rin chéc, bd sic khong dau.

- Tinh mach ¢b ndi khi nira nAm va tinh mach dap néu c¢6 ho van 3 14.

Phan hdi gan tinh mach c6 duong tinh.

- Phu ngoai vi, phu noi thap, thuong & 2 chi duéi do ting 4p luc tinh mach, pht mém 4n 16m,
da tim.

- Kham tim mach thay: that phai ddp ¢ dudi miii Grc (ddu Harzer), nhip nhanh déu, c6 thé nghe
thiy tiéng ngua phi dau tim truong & bén trai miii e hodc tiéng thdi tim thu & miii trc do ho
van 3 14 co nang.

5.2.3. Suy tim toan bé: két hop ca 2 nhom triéu ching cia suy tim phai va trai.

5.3. Phan d¢ suy tim: hién nay cling chua c6 mdt cach phan loai suy danh riéng cho tré em,
boi vay véi suy tim & tré 16n chung ta c6 thé st dung bang phan do suy tim cua hiép hoi tim
mach New York (New York Heart Association):

- Bd I: ¢6 bénh tim, nhung khong bi han ché trong van dong. Van dong thé luc thong thuong
khong gay ra mét, hoi hop, kho thé hoac dau nguc.

- Do II: c6 bénh tim gay ra gidi han nhe van dong. Bénh nhan khoé khi nghi ngoi, van dong
thé luc thong thuong gay ra mét, hoi hop, kho thé hoac dau nguc.
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- D6 III: c6 bénh tim 1am gidi han nhiéu van dong. Bénh nhan khoé khi nghi ngoi, van dong
thé luc nhe cling gay ra mét, hoi hop, kho thd hodc dau ngue.

- P06 IV: ¢ bénh tim 1am khong thé van dong ma khong khé chiu. Triéu chimg co ning cua
suy tim xay ra ca khi nghi ngoi, van dong du nhe céc tri¢u chirng cling tang.

5.4 .Xét nghiém cdn lam sang

- X.quang nguc thang: thdy tim to, chi s tim- -nguc > 0,6 ¢ tré so sinh, >0,55 ¢ tré nho va >
0,5 ¢ tre 16n va nguoi 16n. Pho6i md do sung huyét.

- bién tim d6: thay day nhi trai va thit trai trong suy tim trai, day nhi phai va that phai trong
suy tim phai. Ngoai ra con gitip dé chan doan nguyén nhan suy tim do réi loan nhip hodc bénh
ly gay thiéu mau co tim.

- Siéu 4m: thdy chirc ning that giam, co bop co tim giam, gidn cic budng tim. Pic biét 1a
gitip ich rat nhiéu cho chan doan nguyén nhan bdi vi suy tim & tré nhoé thudng do cic bénh tim
bam sinh gdy nén.

6. Cac thuoc diéeu tri suy tim

6.1. Céc thudc ting co bop co tim

6.1.1. Digoxin

Téng stre co bop co tim, lam chdm dan truyén qua nut nhi that, 1am cham nhip xoang. Thudc
hap thu theo duong udng khoang 70-80%, chu yéu & dang tu do trong mau 80%, phat huy tac
dung sau 10 - 30 phat qua duong tiém tinh mach va 1 dén 2 gio theo duong ubng, thoi gian
ban huy tu 36 -48 gio, dao thai chu yéu qua than.

6.1.2. Thudc cé hoat tinh giong giao cam (Dopamine, Dobutamine)

Céc thudc nay thuong chi ding trong truong hop suy tim ning, c6 hiéu qua trong diéu trj suy
tim cép hon 13 suy tim mén. Hoat tinh c6 duoc 1a do kich thich thy cam béta co tim lam ting
co bop co tim. Tac dung c6 dugc sau khi dung 2 - 4 phut sau khi ti€ém tinh mach, thoi gian ban
huy rat ngin chi sau 2 phiit nén cac thudc nay chi dugc sir dung qua duong truyén tinh mach
nho giot, thai trir cht yéu qua than.

6.1.3. Uc ché men phosphodiesterase(Amrinone, Milronone)

Lam tang co bop va gian mach qua trung gian gia tang ndéng d6 AMP vong ndi bao. duge chi
dinh trong trudng hop suy tim xung huyét ning. hoat tinh c6 duoc do c¢6 dugc ngay sau ding
va thoi gian ban huy rat ngin chi sau 5 phut nén cac thudc nay thuong st dung qua dudng
truyén nho giot tinh mach. Thai trir cht yéu qua than.

6.2. Loi tiéu

C6 ba nhém loi tiéu chinh thudng dung 14 nhém thiazide, loi tiéu vong, loi tiéu giir kali. Loi
tiéu gitr kali dung don doc co tac dung yéu nén can phdi hop v6i nhém thiazide hodc loi tiéu
vong.

Hé.p thu L, aA g . \
Nhém | Tén thude Viti TD  |duong | Datdautic| Thigian t/) Bao

uéng dung dung thai
Loi tiéu | Furosemide Quai Henlé 60% 1 gio 6-8 gio Théan
vong Bumetanide Quai Henlé 95% 30 phut 1-2 gi6> | Than
hiagiq | Chlorothiazide S;lg twon | 6604 2gi0 | 6-12gi0 | than
es ?ydrochlorothlamd S;lg luon 50% 2 i 6-12 gio | than
Loi tidu | Spironolactone S;l(%m lg‘-m 95% | 12-24gi> | 1-2ngay | Than
git Ong lugm
Kali Triamtérene @ (g)ng g()ll) 95% 2-4 gio 7-9 gio Théan

6.3. Cdc thubc gian mach
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6.3.1. Uc ché men chuyén (captopril, Enalapril)

Tac dung trén hé thong Renin-angiotensin, ngin chin chuyén angiotensin I thanh angiotensin
IT qua trc ché men chuyén (Angiotensin II la mot chat co tac dung giy co mach lam tang stre
can cua mach mau va tang huyét ap, dong thoi né cuing kich thich tang tiét andosterone gy
giit mudi va nudc va kich thich hé thong than kinh giao cam. Tai té bao co tim angiotensin II
gdy tang sinh va phi dai co tim). Thudc c6 tac dung gidn ca tiéu dong mach va tleu tinh mach,
ddng thoi ciing tc ché tlet aldostérone 1am giam giit mudi va nuéc. Thude hip tét qua dudng
tiéu hoa, thai trir chii yéu qua than.

6.3.2. Nhom nitrate (Isosorbide dinitrate:Risordan, Isosorbide mononitrate: Imdur)

Tac dung giy gidn mach tinh mach don thuan ma khong gy gidn dong mach, lam giam thé
tich va ap luc tAm truomg cua that trai. Hip thu hoan toan qua dudng udng, tac dung kéo dai
tir 2-6 gio, thai trir hoan toan qua duong than.

6.3.3. Hydralazine

C6 tac dung gidn dong mach don thuan 1am giam hau ganh tot nhung khéng lam giam tién
ganh. Thudc hép thu tot qua dudng tiéu hod, bat dau cé tac dung sau 1-2 gio, tic dung kéo dai
2-3 gio.

6.3.4. Nitroprusside

C6 tac dung gidn dong mach nhiéu hon tinh mach, thudc nay chi dung khi cép ctru .

7. Diéu tri

7.1. Nguyén tic chung

Vi suy tim 14 tinh trang co tim mit kha ning dam bao cung luong dé dap ung nhu cau chuyén
héa cta co thé, nén diéu trj phai:

- Han ché moi bién ddi vé nhu ciu chuyén hoa.

- Tao diéu kién cho co thé dé thich nghi.

- Dic biét 1a tim moi bién phap dé dam bao cung lugng tim.

7.2. Cdc bién phdp diéu tri

7.2.1. Cdc bién phap chung

- Cung cap du oxy: tho oxy qua sonde, qua mat na, tho may néu can.

- Han ché tang nhu cau OXy CO thé

+ Nghi ngoi, tranh moi ¢6 ging strc.

+ Chdng sbt va cac nhiém tring.

+ Trénh sang chén dot ngot gdy 1 Cathecholamin: lanh, dau, lo so.

- bam bao du nang luong (100 x 120 Kcal/ kg/ ngay).

- Piéu chinh cac rdi loan bat lgi cho co thé:

+ Dam bao Hb > 10g%

+ Hematocrite tir 30 - 35%.

+ Hematocrite tur 45 - 50% ¢ tre co luong thong phai-trai.

+ Piéu chinh réi loan chuyén hoa toan kiém va dién giai.

- Piéu tri luc d4u va giai doan ning nén dua thude va ning lugng bang duong TM, tranh tic
mach do khi & bénh tim c6 shunt phai - trai.

7.2.2. Céc bién phap ddc hiéu doi véi cung lwong tim

¢ Lam giam tién gdnh

- Ndm tu thé Fowler, han ché mudi nuée .

- Loi tiéu:

+ Cép ctru: tiém tinh mach Furosemide 1-2mg/kg/lan, c6 thé lip lai 2-3 1an ngay.

+ Duy tri: udng Spironolactone két hop Furosemide 1mg/kg/x2lan/ngay hodc Chlorothiazide
20-40 mg/kg/ ngay hoac Hydrochlorothiazide uong 2-3 mg/kg/ngay.

Theo dbi lwong nudce tiéu can ning, mach huyét ap dau hiéu mat nude, ddu hiéu rdi loan dién
giai.
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+ Gién tinh mach: (khi c6 sung huyét phéi ning khong dap tng vai loi niéu): dung Isosorbide
dinitrate(Risordan): dit du6i ludi tac dung nhanh, liéu 1- 5 mg/lan, c6 thé cho 3-4 lan/ngay.
Loai udng tac dung chim, liéu 0,3-0,5mg/kg/ngay (Theo dbi nhirc dau chong mat, d6 mat, ha
huyét ap tu thé).
¢ Tang sirc co bop co tim:
- Digoxin: (Chi dinh: suy tim nhip nhanh, sirc co bop co tim giam. Chong chi dinh: Bloc nhi
that, hep phi dai dudi van chu , bénh co tim phi dai. Hoi chungWolff-Parkinson-White, ngd
ddc Digitalis).
+ Trong truong hop thong thuong:

. Liéu tan cong:( Liéu udng):

Dé non 0,02 - 0,025mg/kg/24 gio.
So sinh du thang  : 0,03mg/ kg/ 24 gio.

<2 tudi : 0,04mg/ kg/ 24 gio.

> 2 tudi :0,03-0,04mg/ kg/ 24 gio.

> 12 tudi . 1-1,5mg/ 24 gio.

Liéu tiém bang 3/4 liéu ubng

. Cach dung: 8 gio dau 1/2 tong lidu.
8 gio sau 1/4 tong lidu.
8 gio tiép 1/4 tong liéu con lai.

. Liéu duy tri = 1/3-1/4 liéu tdn cong, thudng cho 12 gid sau liéu tin cong cudi cung. Liéu
duy tri thuong chia 1am 2 1an cach nhau 12 gio.
. Khi st dung Digoxin can cho thém Kali udng dé phong ngd doc.
.Theo d&i triéu chimg ngd doc Digoxin: thudng do dung qua lidu. Triéu ching ngd doc
gdm cac triéu chimg: nén, nhirc dau, nhin mo, nhin thdy mau vang, loan nhip tim (ngoai tim
thu, bloc nhi that). Khi ¢ dau hiéu ngd doc can dimg ngay Digoxin, lam dién giai d6, bu kali
va magnésium.
+ Trong truong hop cap ctru, suy tim qua ning
Dobutamin hodc Dopamin: Liéu ding 2-10 pg/kg/ phit truyén TM lién tuc trong 2-3
ngay cho t6i khi cai thién rdi chuyén sang dung Digoxin.
Amrinone : Liéu 0,7pg/kg tiém TM cham trong 5-10 phit, sau d6 duy tri bang dudong TM : 5
— 10 pg/kg/ phut.
¢ Giam hdu ganh
- Thudc gidn mach
+ Thudc e ché men chuyén
.Captopril liéu 0,5 - 5mg/ kg/ ngay uéng chia 2 - 3 lan, thudc nén dung liéu thap ting dan,
nén dung dai ngay. Tac dung phu c6 thé gay ha huyét ap, ting kali mau, giam bach cau hat,
gdy ho.
-Enalapril liéu 0,5-2 mg/kg / ngay udng 1 1an trong ngay.
+ Thudc tac dung tryc tlep 1én thanh mach
Hydralazine: (c6 thé phdi hop vé6i thudc gidn tinh mach) liéu 0,1 - 0,5 mg/ kg tiém TM
cham. Liéu udng 1 - 3 mg/ kg/ ngay chia 4 lan.
Nitroprusside: chi ding khi cap ctru liéu 0,5 - 8 pg/ kg/ phit - nho giot TM.
+ Thudc chen béta: nhiéu nghién ctru & ngudi 16n trong cac bénh co tim gidn cho thiy cac
thuc chen béta c6 hiéu qua 1am cai thién triéu chimg co ning va chirc ning that trai qua d6
lam giam thoi gian ndm vién va ha thap ty 18 tir vong. Cac thudc thuong dung 1a Metoprolol
chon loc trén béta 1, Carvedilol tdc dung trén ca anpha va béta. Tuy nhién & tré em cac thude
nay chua duoc khuyén cdo sir dung.
7.2.3. Piéu tri nguyén nhan
- Diéu tri cang sém cang t6t cic nguyén nhan nodi khoa nhu thap tim tién trién, cudng giap,
thiéu mau, cao huyét 4p, loan nhip tim.
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- Giai quyet triét d& nguyén nhan gy suy tim bang phau thuat khi c6 chi dinh nhu mot sb

bénh tim bam sinh, cac di ching van tim do thap

- Ghép tim hodc tim- phdi khi suy tim khong hoi phuc hodc cac bénh 1y tim khong co kha

ning diéu tri bao ton.

7.3. Diéu tri dw phong:

- Phat hién som va diéu tri hi€u qua cac cac bénh tim mach.

- Loai trir cac yéu t6 lam nang ¢ cac bénh nhén c6 bénh tim mach nhu nhiém trung, loan nhip,

thleu mau, cac thudc, doc chit (chiéu tia xa, thude anthracyclines), khong theo dung yéu cau
vé tiét ché dinh dudng.

- Han ché van dong qua strc nén ting cudng nghi ngoi ca vé thé xac 14n tinh than.

- Ché d6 dinh dudng nén du nang luong nhung han ché mudi Natri.

Tai liéu tham khdo

1. Phan d6 suy tim. Khuyén cdo s6 3 (1998) cta hdi tim mach hoc quéc gia Viét nam. Tap
chi tim mach hoc sé 16/1998.

2. Hudng chon thudc diéu tri suy tim. khuyén cdo sé 3 (1998) cta hdi tim mach hoc quéc gia
Vi¢t nam. Tap chi tim mach hoc s6 16/1998.

3. Sidi D, Kachaner J.( 1994): “Insuffisance cardiaque du nourrisson”. In: Pédiatrie.
ELLIPSES/ AUPELF, p.135-138.

4. Dupuis C, Kachaner J, Payot M, Freedom R.M, (1991): “Médicaments de 1’insuffisance
cardiaque”. In: Cardiologie pédiatrigue. Davignon A. Ed. Flammarion M¢édicine-
Sciences.
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BENH TIM BAM SINH.
Muc tiéu
1. Néu dwoc nguyén nhdn va tan sudt cia cdc bénh tim bam sinh thuong gap.
2. Phén logi duwoc bénh tim bam sinh.
3. Phan tich dwoc sinh [y bénh cua tim bam sinh ¢6 shunt trdi-phdi va phdi-trdi.
4. Chan doan dwoc cac bénh tim bam sinh thuong gap.

1. Mé dau

- Pinh nghia: bénh tim bam sinh (BTBS) 1a cac di tat ciia tim va mach mau 16n xay ra trong 2
thang dau cua thai ky, vao luc hinh thanh céc buéng tim, van tim, cac nut than kinh ty dong
tao nhip tim, hé than kinh din truyén ctia tim va cic mach mau 16n.

- Dich t&: BTBS la bénh tim mach chu yéu & tré em. No chiém dén 90% téng s6 cac bénh tim
mach & tré em. TAn xuat mic BTBS khoang tir 0,7-0,8%, nam nit mic ngang nhau, khong c6
su khac nhau gitra cic chung tdc, dia du cling nhu diéu kién kinh té xa hoi. Ty 1€ tir vong do
BTBS rit cao, chiém khoang 15% tong sb tir vong trong thoi ky so sinh. Pa s tir vong cua
BTBS xay ra trong 2 nam dau. Theo tong két 10 nam cua vién nhi tir 1981-1991 ty 18 tir vong
do BTBS chiém 5,8% bénh tim nim vién.

2. Pic diém tuiin hoan bao thai

- Tuan hoan méu & thai khac hoan toan véi sau dé do trong bao thai phdi ciia thai nhi chua
hoat déng moi qud trinh trao déi chat va dudng khi déu thuc hién qua rau thai. Tim cua thai
lac d6 “hoat dong song song”. Hai that cung nhan mau tinh mach ron nho c6 10 bau duc, va
co bop voi cung 1 ap lyc: that trai tong mau vao dong mach chu 1én, thit phai tbng mau vao
dong mach chil xudng qua dng dong mach.

- Khi sinh ra doi hoat dong cua tim thay doi tro thanh “hoat dong nbi tiép do luc sinh tudn
hoan rén cham dit, giudong mao mach phéi mo ra, 6ng dong mach va 18 bau duc dong lai. Khi
d6 tim trai lam viéc ndi tiép sau tim phai, tudn hoan chia thanh dai tudn hoan va tiéu tuan
hoan.

- Hiéu rd duoc tudn hoan bao thai va su thay d6i tuan hoan dot ngot sau khi tré ra doi s& gitip
1y giai dugc tai sao ma nhiéu bénh tim bam sinh rat nang de doa tién luong séng cia tré so
sinh nhung van c6 thé phat trién binh thuong trong bung me.

3. Nguyén nhan

3.1. Sai lac nhiém sdic thé

Chiém khoang 5% céc bénh tim bam sinh, thuong luén di kém v6i hoi ching da di tat.
Thuong gap 1a tam NST 21, 18, 13, 22 va hoi chimg Turner.

3.2. Di truyén

- Di truyén trén NST thuong mang gien trdi: thuong gip & cac hoi chimg da di tit ma trong d6
BTBS 1a di tat chinh nhu héi chimg Noonan, hdi chiimg Marfan.

- Di truyén trén NST thudng mang gien lin: hoi chimg Jervell (QT kéo dai, dot tr), hoi ching
Ellis Van Creveld (tim chi c6 1 nhi kém cac di tat khac).

- Di truyén theo thé an c6 lién quan dén NST gi6i tinh: thuong bi & tré trai nhu hoi ching
Hunter (di tat o nhiéu van tim va dong mach vanh), loan dudng co Duchenne.

3.3. Cdac nguyén nhdn ngoai lai xdy ra trong khi mang thai

- Céc tac nhan vat Iy nhu cac loai tia phong xa, tia gama, tia quang tuyén X.

- Nhiém doc cac loai hoa chét, doc chét, cac thudc khang dong kinh, thudc an than.

- Nhiém trung virus ddc biét 1a Rubéole trong 3 thang dau c6 thai.

- Cac bénh cia me mic khi dang mang thai: dai thdo dudng, bénh Lupus ban do.

4. Phan loai tim bam sinh

4.1. Tdt bam sinh chung ciia tim

- Vi tri bat thuong cua tim(tim sang phai, dao nguoc phu tang).
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- Bloc nhi thit hoan toan bam sinh.

- Bat trong hop nhi that va that dai dong mach.

4.2. BTBS khong tim, khong co luéng thong

- Bat thuong bat ngudn tir bén trai cua tim

+ Hep dong mach chu (dudi van, tai van,trén van), hep eo dong mach chu.
+ Tim c6 3 budng nhi .

- Bat thudng bat ngudn tir bén phai cia tim

+ Hep dong mach phéi (dudi van, tai van, trén van).
+ Bénh Ebstein.

4.3. BTBS khéng tim c6 ludng thong trdi-phdi

- Thong lién thét.

- Thong lién nhi .

- Con 6ng dong mach.

- Thong san nhi that .

4.4. BTBS c6 tim, luéng thong phdi-trai

- C6 tang tuan hoan dong mach phdi

+ Hoan vi dai dong mach.

+ That phai 2 dudng ra.

+ Than chung dong mach.

+ Nbi lién bat thuong tinh mach phdi hoan toan.

+ Tim chi c6 1 that .

+ Tim chi c6 1 nhi chung.

- Tuan hoan dong mach phdi binh thudng hodc giam
+ Tu ching Fallot.

+ Tam chirng Fallot.

+ Teo van 3 la.

+ Bénh Ebstein v&i thong nhi phai qua nhi trai.

- C6 tang ap phoi:

+Phtrc hop Eisenmenger.

5. Cac bénh tim bam sinh thwong gip

5.1. Sinh Iy bénh ciia cdc nhém tim bam sinh

5.1.1. Sinh Iy bénh ciia nhém c6 luong thong trdi-phdi

- Sau khi ra doi, do ap luc cua dai tuan hoan luén cao hon ap luc cua tiéu tudn hoan, nén khi
c6 cac di tat ¢ cac vach tim hodc thong thuong gitra PMC va DPMP s€ lam cho mau da bao
hoa oxy tur dai tuan hoan chay sang hé thong tiéu tuin hoan dé tron 1an véi mau tinh mach tao
nén ludng thong trai-phai, vi vy trén lam sang tré khong bi tim. Do ludng thong trai-phai sé
gy ting luu lwong mau ¢ hé théng tiéu tudn hoan, vi vy trén 1am sang tré thuong bi kho
tho, hay bi viém ph01 tai di tai lai va suy tim.

- Khi tinh trang tang luu luong ¢ hé thong tiéu tuan hoan kéo dai s& din dén tinh trang tang ap
luc dong mach phoi, do su tang strc can cua h¢ dong mach ph01 xay ra chu yéu & cac dong
mach ¢& nho va vira, dién bién qua 6 giai doan khi sinh thiét phoi:

+ Giai doan 1: day 16p trung mac do tang sinh nhiéu s¢i co ctia vach dong mach.

+ Giai doan 2: Day 16p ndi mac do tang sinh té bao noi bi 1am cho long cua dong mach bi hep
hon.

+ Giai doan 3: xo hod nd1 mac lam cho nd1 mac ctrng hon

+ Giai doan 4: xo hod 16p trung mac.

+ Giai doan 5: hoai tir tao thanh cac soi fibrine & noi mac

+ Giai doan 6: tac mach rai ric ¢ cac dong mach phdi nho va vira.

Céc ton thuong niy ngiy cang nang hon va khong hdi phuc dan téi bénh mach ph01 tac
nghén. Khi ap lyc DMP ting c6 dinh (khong hdi phuc) s& 1am cho ap luc trong hé tiéu tuan
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hoan cao hon dai tuan hoan, s& gay dbi chidu dong méau thanh ludng thong phai-trai giy nén
tim (hay con goi 1a hdi chirng Eisenmenger).

- Binh thudng 4p lyc dong mach phdi tim thu (ALDMPTT) < 20 mmHg.

+ Khi ALDMPTT tir 30-40 mmHg (hoic <1/3 ap luc dong mach chi (ALDMC: huyét ap t6i
da do ¢ canh tay): goi la ALDMP tang nhe.

+ Khi ALDMPTT tir 40-70 mmHg(hoacl/3<ALDMPTT< 2/3 ALPDMC): tang vua.

+ Khi ALDMPTT > 70 mmHg (2/3 <ALDMPTT< ALDMC): ALDMP tang nang.

+ Khi ALDMPTT = ALDMC goi 14 ting ap luc DMP c6 dinh (khong hdi phuc).

5.1.2. Sinh ly bénh cua nhém c6 luong thong phai-trdi

- Do mau tinh mach tr6 vé& nhi phai hodc that phai khong di qua phdi hoan toan ma lai d6 truc
tiép hodc gian tlep vao dong mach chu di nudi co the gay nén triéu chiig tim. Luu lugng mau
1én phoi c6 thé ting hodc giam. Tim thuong xuat hién sém, muc do tim tuy thudc vao luu
lugng mau tir phai sang trai.

- Vi méau dong mach c6 d6 bio hoa oxy thip nén co thé phan tmg lai tinh trang thiéu oxy mau
thudng xuyén bang cach kich thich tuy xuong tang san Xuét hf)ng cau din t6i da hbng cau,

lam tang d6 quanh ctua mau, day la nguyén nhan dé dua dén tai bién mach nio do tac mach.

Mat khac do mau tinh mach vé€ tim phai khong qua phdi hoan toan ma dé truc tlep vao dai
tuan hoan nén nhing vi khuan lot vao mau s& khong bi loc gitr tai ph01 cac vi khuan nay sé
lot vao dai tuan hoan nén c6 kha ning gay ra cic 6 ap-xe tai vi tri tic mach, thudng gip nht
la 4p-xe nao.

5.2. Cdc diu hi¢u ggi y bénh tim bdm sinh

- Cham phat trién vé thé chat: thuong gip trong cac bénh tim bam sinh c6 shunt trai=> phai
hodc giam luu lugng tim. Pay ciing 1a Iy do dé cha me tré lo lang va yéu cau kiém tra vé tim
mach cho tré.

- Gi6i han hoat dong: tré nho thuong biéu hién bang cac ddu hiéu nhanh mét khi bu, khi an,
tré 16n thuong kho choi dua, chay nhdy nhu tré binh thuong.

- Triéu chimg ho hap: thd nhanh 1a du hiéu sém nhét cua bénh tim, dic biét 1a cac BTBS ¢6
tang ap lyc PMP. Truong hop ning tré ¢6 thé 6 biéu hién kho tho.

- Vi nhiéu md héi: 1 ddu hiéu thudng gip ¢ nhimg tré bi bénh tim do ting hoat hé giao cam.
Thuong gap khi c6 suy tim, cac bénh tim c6 shunt trai->phai nang.

- Tim da va niém mac: thuong la d4u hiéu ctia mot bénh tim c6 shunt phai->trai. Tim thuong
di kém véi ngén tay, ngoén chan dui tréng.

- Con thiéu oxy cép: hay gip trong tir chiing fallot. Co ché lién quan dén sy co thét caa ving
phéu dong mach phdi von da bi hep san tir trudc.

- Ngat

+ Khi ging stc : thuong gip trong cic bénh co tim tic nghén , hep chii hodc hep phdi, bat
thuong cua dong mach vanh, di chirng mach vanh trong bénh Kawasaki.

+ Khi nghi: Do cudng phé giao cam,gip khi xtc dong, dau hay rdi loan tiéu hoa ning.

- Pau nguc do nguyén nhan tim mach: hiém gip ¢ tré em .Thuong xay ra khi ging st lién
quan dén bat thuong ctia dong mach vanh, di chimg ciia bénh Kawasaki hodc thuong giap hon
khi viém mang ngoai tim.

6. Cac bénh tim bam sinh thwong gip

6.1. Théng lién that(TLT)

Bénh nay chiém ty 1¢ khoang 30% trong s cac bénh tim bam sinh néi chung. C6 thé chan
doan duogc trude sinh qua si€u am tim thai.

6.1.1. Gidi phdu va sinh Iy bénh: c6 4 vi tri 15 thong

- TLT phan mang: chiém 80% cac thé, nam ¢ ngay dudi van
PMC. TLT c6 thé duoc dong lai do sy 4p cta 14 van phia vach
ctia van 3 14 vao 16 thong tao thanh 1 tai phinh.
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- TLT phan phéu: chiém khoang 5%, nim ngay dudi vong van PMC va DMP. TLT ¢6 thé
dugc bit lai do 114 van DPMC géy sa van DPMC va hé van PMC (Hoi ching Laubry-Pezzi).
-TLT phﬁn bué)ng nhén: chiém 5%, c6 thé duogc bit lai bsi cac van nhi thit tao thanh cac thi
phinh tai vi tri 16 thong.

- TLT phan co be giita: chiém 10%, c6 thé dugc bit lai do 1 ¢ot co ctia van 3 14.

Do su chénh léch ap luc 10n gitta 2 thit s& tao ra ludng thong trai-phai gy tang ganh phéi, nhi
trai va thét trai. Hau qua 1a gdy ra cac triéu ching & phdi, ting & mau ¢ phoi va giy gian nhi
trai that trai va cac PMP. .

Tang ap lyc DPMP s€ lam thay ddi thanh tiéu dong mach phéi dua dén bénh mach phéi tac
nghén, d'zm dén tang ap luc DMP ¢ dinh vao luc 6-9 thang.

6.1.2. Chan dodn: Lam sang ciia TLT phy thudc vao kich thude 15 thong
-TLT 16 nho 4p luc DPMP binh thuong (bénh Roger)

+ Lam sang: khong c6 triéu ching co ning, tré phat trién binh thuong. Nghe tim thay 1 tiéng

th6i tam thu manh ¢ bén canh e trai, khoang lién suon 4 lan ra xung quanh, con cac tiéng tim
khac van binh thuong.
+ Cén lam sang: trén X.quang va dién tdm d6 khong c6 su bién d6i. Trén siéu am- Doppler
thay kich thudc 16 théng nhé voi ludng thong nho trén Doppler mau, chénh ap qua 16 thong
rat 16n trén Doppler lién tuc, ap luc DMP tam thu <1/3 ap luc DPMC, khéng c6 su bién dbi nao
vé hinh thé va chirc ning cta nhi, that.
- TLT 16n c6 tang ap luc BMP
+ Lam sang: tré thuong hay bi suy dinh dudng, the nhanh, kho thé khi gang stc, hay bi viém
phéi tai tai lai. Nhin thay long nguc thuong go cao bén trai, dién tim to tim dap rong va manh.
Nghe tim thdy c6 tiéng thoi tim thu manh & gian sudn 4-5 canh trc trai lan ra xung quanh,
tiéng T, & 6 van DMP manh, c6 thé tach d6i, rung tim trwong ngéin do ting lua luong qua van
214 va T manh & mom.
+ Can 1am sang: trén X.quang thdy tim to, ting tudn hoan phéi cha dong. Trén BTD théy day
2 that. Trén siéu am-Doppler tim thay: 16 TLT rong voi ludng thong 16n, chénh ap qua 16 TLT
thap, DMP gidn, ap luc DMP tim thu ting cao > 1/3 ap luc DMC, nhi trai gidn, thit trai day
va gidn, day thanh that phai.

6.2. Thong lién nhi (TLN) .

Chiém khoang 10% cac bénh tim bam sinh.Chu yéu gip ¢ nit gip 2 1an nam.
6.2.1.Giai pha~u va sinh ly bénh

-TLN 1a khuyét vach lién nhi, thuong gip nhit nam & trén vach lién nhi thir phat, tai vi
tri 16 bau duc goi 1a TLN 15 thtr phat. Ciing c6 thé gip ¢ vi tri rat
cao, giira tinh mach phdi phai trén va tinh mach chu trén d6 vao
nhi, hodc rat thip gan chd tinh mach chi dudi d6 vao nhi (TLN &
xoang tinh mach). Hiém gdp nhit la TLN ¢ xoang vanh, tai chd db
vao nhi phai cia xoang vanh. TLN nam & véach lién nhi tién phat goi
1a TLN 15 tién phat, dugc trinh bay trong phan thong san nhi-thét.
-TLN gay ludng thong trai-phai c6 khi rat 16n giy ting ALDMP.
Tang ganh tdm truong nhi phai va that phai, danh gia dya trén su
gidn cta nhi phai, thit phai trén siéu am.

6.2.2.Chdn dodn

- TLN 16 nho

+ Lam sang: Khong c6 triéu chimg co ning. Nghe tim thuong khong phat hién dugc tiéng
théi, tiéngT, gan nhu binh thuong.

+ Can lam sang: X.quang va DTD binh thudng. Siéu am-Doppler cho thay 16 TLN nhé véi
ludng thong nho, ty 1& duong kinh that phai/that trai trong gi6i han: 1/2-2/3.

- TLN 16 16n
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+ Lam sang: Tré c6 thé hoi cham 16n, mét khi ging sirc, viém phdi tai di tai lai. Nghe tim thy
1 tiéng thoi tAm thu nhe khoang 2/6 kém vé6i T, manh tach d6i & 6 van DPMP, tiéng T, manh
va rung tdm truong do tang luu lugng qua van 3 1a.

+ Can 1am sang: X.quang nguc thiy tim to, cung PMP phong, ting tuin hoan phdi chii dong.
DTD théy truc phai, diy nhi phai, day that phai, bloc nhanh phai khong hoan toan. Siéu am-
Doppler tim cho thay 16 TLN rong, gidn that phai nhiéu véi ty 1& duong kinh Théat phai/That
trai >2/3, vach lién that c6 thé di dong nghich thuong, c6 ting ap luc DMP.

6.3. Ong dong mach(OPM)

Kha thuong gip chiém 10% cac bénh tim bam sinh.

6.3.1. Gidi phau va sinh Iy bénh

- ODM c6 1 dau ndi véi DMP tai vi tri chia nhanh va dau kia ndi
voi DPMC ngay duoi chd bat ngudn cua déng mach dudi don trai.

- OPM 1a sy ton tai thong thuong sinh ly bao thai gitta DMC va
DMP. Ludng thong trai-phai qua éng dong mach gdy tang ganh
phdi, nhi trai, that trai, gy ra cac tridu chimg ho hép, ting tuan
hoan ph01 gian DMP, nhi trai va that trai.

6.3.2. Chan dodn

- Con OPM nho véi ap luc DMP binh thuong

+Lam sang: khong c6 triéu ching co ning, tré phat trién binh
thuong, nghe tim thay tiéng théi lién tuc & dudi xwong don trai,cac tiéng tim khac binh
thuong.

+ Can 1am sang: X.quang va DTD binh thuong. Siéu 4m-Doppler tim thdy éng nhé véi ludng
thong nho trén Doppler mau. Chénh 4p tdi da qua OPM rat 16n & Doppler lién tuc. ap luc
DMP, hinh dang, chirc ning that va nhi van binh thudng.

- Con OPM 16n véi tang ap lyc DMP

+ Lam sang: tré thudng suy dinh dudng, kho thé khi gang stre, hay bi viém phdi tai di tai lai,
bién dang 16ng nguc, dién tim to, tim dap rong va manh. Nghe tim c6 tiéng thoi lién tuc ngén
hoac chu yéu chi con 14 tiéng thdi tim thu & dudi xuong don trai, tiéng T, manh & 6 van dong
mach pho1 rung tam truong nhe va Ty manh & mom do tang luu lugng qua van 2 1a. Ngoai ra
con thiy cac dau hiéu khac nhu mach nay manh chim sau (mach Corrigan), huyét ap téi da
tang va huyét ap t6i thiéu ha (do that thoat 1 phin luong mau qua OPM ¢ thi tAm truong).

+ Can 1am sang: X.quang cho thay tim to ting tuan hoan phdi chi dong. DTD cho thiy day 2
that. Siéu am-Doppler tim cho thdy OPM c6 kich thudc 16n véi ludng thong 16n, Chénh ap tdi
da qua OPM thip, ap luc DMP ting cao.

6.4.Théng san nhi that(TSNT)

Trudc day hay goi 1a 6ng nhi that, gap
khoang 4% trong cac bénh tim bam sinh
n6i chung. Day chinh 1a bénh tim bam
sinh thuong gip nhit & hoi ching
L.Down. Bénh dugc chia thanh 2 thé:
TSNT toan phan cO lam sang glong voi
thong lién that, TSNT mot phan c6 1am
sang giéng thong lién nhi, TSNT toan phin TSNT mét phin
6.4.1. Gidi phau va sinh Iy bénh

- TSNT toan phén g6m cac di tat: TLN 16 tién phat, mot van nhi-thét chung, khe hé ¢ 14 van 2
14, TLT budng nhén ma kich thudce cta né quyét dinh mic d6 ting ap luc DMP.

- TSNT mét phan gdm cac di tat: TLN 16 tién phat ph01 hop voi khe hg ¢ 1a van 2 14.

Ludng thong trai-phai ¢ tang that gay tang ganh phdi va gidn nhi trai, that trai. Luong thong
trai-phai ¢ ting nhi gdy gidn nhi phai, that phai va gy tang ganh phoi.
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Khe h¢ ¢ 14 van 2 1a gdy ho van 2 la véi mac d6 tuy thude vao khe ho. Ho 2 14 nay s€ gay
tang ganh nhi trai va thit trai dong thoi ciing lam ting ludng thong ¢ nhi.

6.4.2. Chan dodn

- Théng san nhi that toan phan

+ Lam sang: cdc triéu ching thuong xuit hién rat sém, thuong khoang tir ngay thir 15 sau
sinh v6i nhung triéu chimg hé hap nhu thd nhanh, hay bi viém ph01 suy tim, m¢t khi b hoac
an, cham ting can. Kham 1am sang thay 1 tiéng théi tim thu gidng nhu trong thong lién that,
tiéng T, va T, déu manh, c6 tiéng rung tm truong nhe & moém do ting luu lugng qua van 2 4.
Gan 16n.

+ Can 1am sang: X.quang nguc thiy tim rit to, ting tudn hoan phdi chu dong ning. TP cho
théy dau hiéu rat dic trung cho bénh 1a tryc dién tim “hudng 1én tran nha” (goc a= -90° +
30°), két hop v6i day 2 that. Siéu 4m tim cho phép khang dinh chan doan khi thay rd céc di
tat ké trén va giap danh gia mirc d6 nang ciia bénh.

- Thong san nhi that mot phan

+ Lam sang: triéu ching co ning thuong rat kin d4o, diéu nay giai thich cho viéc bénh thudng
duoc chan doan kha mudn vao lic 1 2 tudi. Tré hay bi viém phé quan keo dai, va kho tho khi
gang strc. Nghe tim thay bi¢u hién glong TLN véi tiéng thdi tim thu nhe 2/6 & 6 van DMP,
tleng T, manh tach doi, ph01 hop véi tleng th6i tim thu & mom do hd 2 14. Trong truong hop
ludng théng nhi 16n c6 thé nghe dugc tiéng T, manh va rung tdm truong do tang luu luong
qua van 3 14.

+ Can 1am sang: X.quang nguc cho thdy tim 16n vira, ting tuan hoan phdi va cung giita trai
phong. BTD cho thay dau hi¢u dic trung cho bénh 1 tryc dién tim “huéng 1én tran nha”,
ngoai ra c6 thé thay day nhi phai va bloc nhanh phai khéng hoan toan. Siéu 4m tim cho phép
chan doan xac dinh khi thdy TLN 15 tién phat két hop véi khe hé van 2 1.

6.5. Tw churng Fallot

Kha thuong gap tir 10-15% céc bénh tim bam sinh néi chung.

6.5.1. Gidi phdu va sinh Iy bénh: bao gdm 4 di tat sau

® TLT rong thudng 12 phan mang.

@ Hep duong ra that phai.

® PMC cudi ngua 1én vach lién that.

@ Day va gian that phai.

Hep dudng ra that phai bao gdbm hep bt ctr vi tri ndo, ¢6 thé tai phéu
DMP, van PMP, than va cac nhanh PMP. Hep co thé tai 1 vi tri hodc
két hop nhiéu noi. Hep duong ra that phai lam tré ngai mau lén
phdi, gy ra tiéng thoi tim thu & DMP, gdy tang ap lyc trong that phai
ngang bang véi ap luc thét tréi va tao ra ludng thong phai-trai gay triéu
ching tim.

6.5.2. Chan dodn:

- Lam sang:

+ Tim: 14 ddu hiéu chinh, thuong d& thiy nhat. Trong nhimng thé ning tim xuat hién sém tir lac
sinh hodc trudc 6 thang. trong nhing thé nhe tim xuit hién mudn hon sau 1 tudi hoic luc bat
dau biét di. Tim dé thay ¢ moi, mong tay, mong chan.

+ Ngoén tay ngon chan dui tréng: thay ro nhét ¢ ngon tay cai, ngén chan cai.

+ Ngbi x6m: day la tu thé tré Fallot thuong dung dé chdng lai kho thd va tim nhiéu khi gang
strc. Trong tu thé nay lam tang ap lyc trong PMC, lam tang ap lyc trong that trai, lam han ché
ludng thong phai-trai qua 16 TLT, lam ting luong mau Ilén phoi.

+ Con thiéu OXy cap: thuong xay ra ¢ lira tudi bu me. Trong con tré co bleu hién tim tang lén,
thd nhanh, hét hoang, tiéng thoi tim thu ciia hep PMP giam hodc bién mat do giam dong mau
qua phéi. Con thiéu oxy cép c6 thé dan toi ngét, co giat, hon mé, tham chi tir vong néu khong
xur tri kip thot.
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+ Nghe tim: thiy c6 tleng thdi tim thu dang téng mau manh > 3/6 ¢ gian sudn 2-3 canh tc
trai. Tiéng T2 md hodc mat trong truong hop hep van DMP. Co thé nghe thay thdi lién tuc &
phia trude hodc sau lung do con OPM hoic tudn hoan bang hé phé quén.
- Can lam sang:
+ Xét nghiém mau: c6 tinh trang da hong cau, 1 Hb va 1 Het, toc d6 mau ling giam.
+ Phan tich khi mau: d6 bio hoa oxy (Sa0,) ludn thdp hon binh thudng.
+ X.quang nguc: cho thdy tim khong 16n, c6 dang “hinh hia” do day thit phai 1am mom tim
héch 1én cao khoi vom hoanh, cung gilta trai 16m xudng tao nén hinh “nhat riu” do DPMP nho
va duodng ra that phai bi hep. Phoi sang do giam tudi mau phoi.
+ DTD: thiy tryc phai, day that phai, c6 thé co day nhi phai két hop va bloc nhanh phai.
+ Siéu &m-Doppler tim: cho phép chan doan xac dinh khi thay rd cac di tat ké trén dong thoi
cho phép phat hién cac di tat kem theo trong tir chung Fallot.

7. Di &u tri
7.1.Chém séc bénh nhén bi tim bim sinh
- Can phat hién sém tré bi tim bam sinh dé c6 bién phap diéu tri va theo ddi thich hop gitp
han ché cac bién ching.
- banh gia muc d6 ndng cia bénh dé c6 thé can thi¢p kip thoi vé ndi va ngoai khoa.
- Can nang d& vé mit tinh than cho bénh nhan va gia dinh vi (déy la bénh thuong budc tré ndm
vién dai ngay, tr¢ thuong gap kho khan khi di hoc. chi phi diéu trj rat ton kém.
7.2. Diéu tri cu thé
7.2.1. Noi khoa
- Piéu tri suy tim som dya trén cac nhém thudc: ting cudng co bop co tim, loi tiéu, gidn
mach.
- Pidu trj con thiéu oxy ndo cip & cac bénh tim bam sinh c6 tim: chi yéu dya vao tiém tinh
mach cham Propranolol lidu 0,05-0,Img/kg 1 lan.
- Piéu tri cac bién chimg thudng gap nhu viém phdi, viém ndi tim mac nhiém khudn, ting ap
lyc dong mach phéi...
- Thong tim can thiép: dung éng théng dua 1 dung cu c6 dang nhu 1 ci du doi dang xép dén
tan vi tri cac 16 thong, tiép d6 bat du ra 2 14 du s& ap sat vao ca 2 phia cua 15 théng nho vay bit
kin dugc 15 thong hién nay da dugc ap dung dé dong dng dong mach, thong lién nhi 15 thi
phat, thong lién that 16 nho va vira.
7.2.2. Ngoai khoa
- Phau thuat khong co tuan hoan ngoai co thé (md tim kin)
+DPdng O ong dong mach.
+ Lam cau noi gitta dong mach chu va dong mach phdi(phau thuat Blalock): day 1a phau thuat
tam thoi dé ting cuong lugng mau 1én phdi trong cac bénh tim bam sinh c6 tim kém hep dong
mach phéi ning. _
+ Lam hep dong mach ph6i bang mot vong dai bao quanh: ap dung trong nhiing bénh tim bam
sinh ¢6 ting tuan hoan ph01 qua nhiéu, day la mét bién phap tam thoi han ché bién ching tang
ap luyc dong mach ph01 nham bao vé ph01 khi chua du diéu kién dé phiu thuat triét dé.
- Phéu thuit véi tudn hoan ngoai co thé (md tim hd): day 13 phiu thuat triét dé cho phép stra
chira dugc phan 16n cac di tat trong tim nhu: va 15 thong lién nhi, 16 thong lién that, va lam
rong duong ra that phai trong tir ching Fallot...
7.3. Du phong
- Khuyén cac ba me khong nén mang thai khi da 16n tudi.
- Trudce khi ¢ thai nén chu dong chung ngtra bénh soi die (Rubeole).
- Can tu van di truyén trudc khi mang thai dtra tiép khi da c6 1 con bi tim bam sinh.
- Khong dé mic cac bénh siéu vi trong 3 thang dau mang thai.
- Trong khi mang thai me khong duoc udng ruou, ding thude tuy tién. Tranh tiép xtc voi cac
chit phong xa.
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- Can phat hién sdm trudc sinh bang siéu am tim thai.
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BENH TIM BAM SINH
Tién si Phan Hung Viét
B6 Mén Nhi Truwong Pai Hoc Y Khoa Hué
Muc tiéu
1. Néu dwoc nguyén nhdn va tan sudt cia cdc bénh tim bam sinh thiong gap.
2. Phén logi dwoc bénh tim bam sinh.
3. Phan tich dwoc sinh Iy bénh cia tim bam sinh ¢6 shunt trdi-phdi va phdi-trdi,
4. Chén dodn dwoc cdc bénh tim bam sinh thuong gap.
S6 tiét: 3 tiét
N¢i dung
I.LDPAI CUONG

+ Pinh nghia: Bénh tim bam sinh (BTBS) 1 céc dj tit ctia tim va mach méu 16n xay ra trong
2 thang dau cua thai ky, vao lac hinh thanh cidc budng tim, van tim, cdc nat than kinh ty dong
tao nhip tim, hé than kinh dan truyén cta tim va cac mach méau 16n.

+ Dich t&: Tan xuat mic BTBS khoang tir 0,7-0,8% , nam nir mic ngang nhau, khong c6 su
khac nhau gitta cac chung toc. Ty 1¢ tr vong chung cho bénh tim bam sinh cao tir 5-10% téng
s6 méc bénh tim bam sinh, da s6 tr vong trong 2 nam dau. Theo tong két 10 ndm cua vién nhi
tir 1981-1991 ty 1é tir vong do BTBS chiém 5,8% bénh tim nam vién.

+ Pic diém tudn hoan bao thai

- Tuan hoan méu & thai khac hoan toan véi sau dé do trong bao thai phdi ciia thai nhi chua
hoat déng moi qud trinh trao déi chat va dudng khi déu thuc hién qua rau thai. Tim cua thai
lac d6 “hoat dong song song”. Hai that cung nhan mau tinh mach ron nho c6 10 bau duc, va
co bop voi cung 1 ap lyc: that trai tong mau vao dong mach chu 1én, thit phai tbng mau vao
dong mach chil xudng qua dng dong mach.

- Khi sinh ra doi hoat dong cua tim thay doi tro thanh “hoat dong nbi tiép do luc sinh tudn
hoan rén cham dit, giudong mao mach phéi mo ra, 6ng dong mach va 18 bau duc dong lai. Khi
d6 tim trai lam viéc ndi tiép sau tim phai, tudn hoan chia thanh dai tudn hoan va tiéu tuan
hoan.

- Hiéu rd duoc tuan hoan bao thai va su thay d6i tuan hoan dot ngdt sau khi tre ra doi s& giup
ly giai duoc tai sao ma nhiéu bénh tim bam sinh rit ning de doa tién luong sdng cla tré so
sinh nhung van c6 thé phat trién binh thuong trong bung me.

ILNGUYEN NHAN
2.1. Sai lac nhiém sic thé

Chiém khoang 5% cac bér}h tim bam sinh, thuong ludn di kém véi hoi chimg da di tat.
Thuong gap 1a tam nhiem sac the 21, 18, 13, 22 va hoi ching Turner.

2.2. Di truyén

+ Di truyén trén nhiém sic thé thuong mang gien trdi: thuong gap ¢ cac hoi chiing da di tat
ma trong d6 BTBS 1a di tat chinh nhu hdi chung Noonan, hoi ching Marfan.

+ Di truyén trén nhiém sic thé thuong mang gien lan: hoi ching Jervell (QT kéo dai, dot tir),
héi chirng Ellis Van Creveld (tim chi cé 1 nhi kém cac di tat khac).
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+ Di truyén theo thé an c6 lién quan dén nhidm sic thé gidi tinh: thuong bi & tré trai nhu hoi
ching Hunter (di tat & nhi€u van tim va dong mach vanh), bénh co Duchenne.

2.3. Cac nguyén nhan ngoai lai xdy ra trong khi mang thai

+ Céc tac nhan vat Iy nhu cac loai tia phong xa, tia gama, tia quang tuyén X.
+ Nhiém ddc cac loai hoa chat, doc chat, cac thube khéng dong kinh, thubc an than.
+ Nhiém trung virus dic biét 1a Rubéole trong 3 thang dau c6 thai.

+ Cac bénh ciia me mic khi dang mang thai: déi thao dudng, bénh Lupus ban do.
I1I. PHAN LOAI BENH TIM BAM SINH

3.1. T4t bam sinh chung ciia tim

+ Vi tri bat thuong ctia tim(tim sang phai, dao nguoc phu tang).

+ Bloc nhi thit hoan toan bdm sinh.

+ Bét twong hop nhi that va that dai dong mach.

3.2. BTBS khong tim, khong c6 ludng thong

+ Bét thuong bat ngudn tir bén trai cua tim

- Hep dong mach chu (duéi van, tai van,trén van), hep eo dong mach chu.
- Tim ¢6 3 budng nhi .

+ Bat thudng bat ngudn tir bén phai cta tim

- Hep dong mach phéi (dudi van, tai van, trén van).

- Bénh Ebstein.

3.3. BTBS khéng tim c6 ludng thong trai-phai

+ Thong lién thét.

+ Thong lién nhi .

+ Con 6ng dong mach.

+ Thong san nhi thét .

3.4. BTBS c¢6 tim, ludng thong phai-trai

+ C6 tang tuan hoan dong mach phdi :

- Hoan vi dai dong mach.

- Thét phai 2 duong ra.

- Than chung dong mach.

- Néi lién bat thuong tinh mach phdi hoan toan .

- Tim chi ¢6 1 thit .

- Tim chi c6 1 nhi chung.

+ Tuan hoan dong mach phdi binh thudng hodc giam

- Tt chung Fallot.

- Tam chung Fallot.
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- Teo van 3 la.

- Nhitng bénh tim nhém trén c6 kém hep dong mach phéi.

+ C6 tang ap phdi:

-Phtrc hop Eisenmenger.

IV. PAC PIEM CHUNG CUA CAC NHOM TIM BAM SINH
4.1. Pic diém chung ciia TBS c6 ludng thong trai-phai

4.1.1. Sinh Iy b¢nh

+ Sau khi ra do1, do ap luc cua dai tuan hoan ludn cao hon ap luc cua tiéu tudn hoan, nén khi
c6 cac di tat ¢ cac vach tim hodc thong thuong gitra dong mach chu va dong mach phéi s€ lam
cho mau di bdo hoa oxy (mau do) tir dai tudn hoan chay sang hé thong tiéu tudn hoan dé tron
1an v6i méau tinh mach (d6 thdm) tao nén ludng thong trai-phai, vi vay trén 1am sang tré khong
bi tim. Do ludng thong trai-phai s& gy ting luu lwong mau ¢ hé thng tiéu tuan hoan, vi vy
trén 1am sang tré thudng bi khé tho, hay bi viém phai tai di tai lai va suy tim.

+ Khi tinh trang ting luu luong & hé thong tiéu tqﬁn hoan kéo dai s& dan dén tinh trang tang
ap luc PMP, qué trinh tang ap luc PMP s¢€ dién bién qua 6 giai doan khi sinh thiét phoi:

- Giai doan 1: day 16p trung mac do ting sinh nhiéu soi co cua vach dong mach.

- Giai doan 2: day 16p ndi mac do tdng sinh té bao nodi bi lam long cua dong mach bi hep hon.
- Giai doan 3: xo0 hod ndi mac lam cho ndi mac cing hon

- Giai doan 4: x0 hod 16p trung mac.

- Giai doan 5: hoai tir tao thanh cac soi fibrine ¢ ndi mac

- Giai doan 6: tic mach rai rac & céc dong mach phéi nho va vira.

Céc ton thuong nay ngay cang nang hon va khong hdi phuc dan téi bénh mach phoi tic
nghén. Khi ap lyc dong mach phdi tang cb dinh (khong hoi phuc) s& lam cho 4p luc trong hé
tiéu tuan hoan cao hon dai tuan hoan, s& gay doi chiéu dong méu thanh ludng thong phai-trai
gay nén tim (hay con goi 1a hoi ching Eisenmenger).

4.1.2. Triéu churng

+ co nang

- Tré thudng cham phat trién vé thé chat.

- Thuong gidi han hoat dong, mau mét khi gfmg stc nhu khi an ba hoac choi dua.
- Thuong thd nhanh, hay bi viém phdi tai di tai lai.

- Thudng va nhiéu md hoi.

- Khong co biéu hién tim da va niém mac.

+ Thuc thé:

- Nhin 16ng nguc bén trai thuong bién dang do cao.

- Nhin va so thay tim dap nhanh va manh, ¢6 thé ¢6 rung miu.
- Nghe tim thay

. Tim dap manh va nhanh.

. Tiéng T2 manh & 6 van dong mach phdi do ting ap lwc dong mach phdi.
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. Thudng c6 céc tiéng thoi
@ Thoi tam thu nhe < 3/6 & 6 van dong mach phéi = thong lién nhi.

@ Thoi tim thu manh = 3/6 ¢ gian sudn 3-5 canh tc trai lan rong xung quanh = thong lién
that hodc thong san nhi that thé hoan toan.

@ Thoi lién tuc: ngay dudi xwong don trai > dng dong mach, néu tiéng thoi nay nghe & vi tri
thap hon ¢ gian suon 2-4 canh uc trai phai nghi dén kha nang hiém gap hon la do phé chu, vo
phinh xoang valsalva vao that phai, do dong mach vanh vao tim phai.

+ X.quang 16ng nguc

- Tim to, chi s0 tim/nguc 16n hon binh thuong, cung bén trai to rong mém tim nam dudi co
hoanh, trir thong lién nhi cung dudi phai to va mom tim nam trén co hoanh.

- Cung dong mach phdi phong.
Phoi sung huyét, ron phoi dam.
+ Pién tam do

- Giai doan dau: tryc trai va day that trdi 1a chinh (trir thong lién nhi la tryc phai va day that
phai sém ngay tir dau), giai doan sau: day 2 that va giai doan cudi day chu yéu that phai do
tang ap luc dong mach phdi ning.

- Truc trai cuc manh véi goc o =—90° + 30° trong théng san nhi thit.

+ Siéu am doppler tim

- Giap chan doéan xac dinh bénh.

- Panh gia muc d6 nang va chi dinh phau thuat.

+ Tién trién va bién ching

- Bénh thuong dién bién ning trong 2 nim dau cho nén phan 16n tir vong xdy ra trong giai

doan nay, sau 2 nam bénh tién trién cham lai, mot sd truong hop bénh co thé giam hoac tu
khoi do tu gidi han hodc bit hoan toan cac 10 thong.

- Bién chtng thudng gip nhom nay 1a: viém phoi tai di tai lai, suy tim, rdi loan nhip, suy dinh
dudng, viém noi tim mac nhiém khuan (ngoai trir thong lién nhi).

+ Huéng diéu tri

- Noi khoa: Chl:l yéu hudng dan cha me cham séc va theo ddi bénh, phat hién sém va diéu tri
tich cuc céac bién chung.

- Ngoai khoa:cac bénh trong nhom nay cé thé chira lanh bang phau thuat néu chi dinh dung.
4.2. Pic diém chung ciia TBS c6 ludng thong phai-trai

4.2.1. Sinh ly bénh

+ Do mau tinh mach tro vé nhi phai hodc that phai khong di qua phéi hoan toan ma lai db truc
tiép hodc gian tlep vao dong mach chu di nudi co the gdy nén triéu ching tim. Luu lugng méau
1én phoi co thé ting hodc giam. Tim thudng xuét hién sém, mic do tim tuy thudc vao luu
luong méu tir phai sang tréai.

+ Vi méu dong mach c6 do bdo hoa oxy thip nén co thé phan tmg lai tinh trang thiéu oxy méau
thuong xuyén bang cach kich thich tuy xuong tang san Xudt héng cau dan t6i da héng cau,
lam tang d6 quanh cua mau, day la nguyén nhan dé dua dén tai bién mach néo do tac mach.
Mit khac do mau tinh mach vé tim phai khong qua phdi hoan toan ma d truc tiép vao dai
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tudn hoan nén nhing vi khudn lot vao mau s& khong bi loc gitr tai ph01 cac vi khuan nay sé
lot vao dai tudn hoan nén c6 kha ning gay ra cic 6 ap-xe tai vi tri tic mach, thudng gip nhit
la 4p-xe nao.

5.2.2. Triéu chung

+ Tri€u ching co nang

- Cham phét trién thé chat.

- Tim thuong xuat hién rat som va ngay cang ting, tim khong thay doi khi cho thd oxy.

- Con thiéu oxy cép: xuét hién dot ngot, tré dot ngdt kho thd, tim tang 1€n, co thé dua téi con
ngat, co giat do thiéu khi ndo.

- It bi viém phdi nhung hay bi lao phdi.
+ Triéu chimg thyc thé

- Long nguc bén trai bién dang nhé cao.
- Tim & méi, dudi ludi, dau chi...

- Ngén tay ngoén chan dui trong.

- Nghe tim thiy

& Tiéng T2 & 6 van dong mach phdi giam hodc mét (loai c6 giam tuan hoan phdi) hodc manh
(loai tang tuan hoan phoi).

@ Thuong nghe thiy tiéng thoi tAm thu manh = 3/6 & 6 van dong mach phéi do hep duong ra
that phai trong loai tim c6 tim gidm luu lugng mau 1én phoi.

@ C6 thé nghe tiéng théi tam thu hodc lién tuc dudi don trai do con ton tai dng dong mach.
@ Khong nghe thiy tiéng thdi c6 thé gip trong loai TBS ¢6 tim c6 ting tudn hoan phdi.

@ C6 thé ¢ cac bién chimg cua tic mach do c6 dic méau va gay thiéu oxy t6 chirc.

+ Xét nghiém mau

- S6 luong hong cau ting, Hematocrite ting, Hemoglobine ting. Téc d6 mau ling giam.

- B¢ bao hoa oxy méu (Sa02 ) gidm .

+ X.quang nguc

- Tim hinh hia va cung dong mach phdi 16m trong TBS ¢6 tim c6 giam luu luong mau 1én
phoi. Phoi sang do kém tudi mau.

- Tim to toan by kém phoi sung huyét trong TBS ¢6 tim tang lugng mau 1én phoi.

+ Dién tam do:

- Truc phai, day thét phai trong TBS c6 tim c6 giam luu luong mau 1én phdi (ngoai trir teo 3
14 c6 tryc trai va day that trai).

- Day ca 2 that trong cac TBS ¢6 tim ¢ ting tudn hoan phoi.

+ Siéu am doppler tim

- Giup chan doan xac dinh bénh.

- Panh gia mic d6 ning va chi dinh phau thuat.

+Tién trién va bién ching



Bénh tim bam sinh

- Tién trlen thudng néng ngay tur sau sinh, dac biét vdi loai TBS c¢6 tim ¢ tang tuan hoan phoi
tré chi séng duogc vai ngay dén vai thang sau d¢ roi tur vong do suy tim va viém ph01 voi cac
trudng hop c6 di tat didu chinh hodc thé nhe tré c6 thé sdng 1du hon nhung ciing hiém khi dén
tudi truong thanh va chét do cac bién chimg gay ra.

- Céc bién chirng thuong gap 1a: tdc mach mau, nhiin ndo, &p xe ndo, viém ndi tdm mac nhiem
khuan hodac réi voi loan nhip.

+ Piéu tri
- NoOi khoa

. Chu yéu hudng dan cha me chiam soc va theo ddi bénh, phat hién sém va di€u tri tich cuc
cac bién chung.

. Truyén prostaglandin E1 (prostine) ngay sau sinh dé duy tri ng dong mach khong dong lai
trong loai TBS c6 tim c6 tuan hoan phoi giam.

. Cung cip thém sit va axit folic dé lam cham tinh trang da hong cau.
. Xr tri cAp ctru cac con thiéu oxy cap.
- Ngoai khoa

. Phau thuat tam thoi: 1am cau ndi chu- ph01 (Blalock-Taussig), dé tang lwong mau 1én phdi va
lam giam tim trong cac loai TBS ¢6 ¢6 tudn hoan phoi giam.

. PhAu thuat triét dé stra chita toan bo cac di tat trong tim néu c6 chi dinh.
VI. CAC BENH TIM BAM SINH THUONG GAP

THONG LIEN THAT(TLT)
Ghi nho:

+ TLT chiém ty 18 30% trong s6 cac bénh tim bam
sinh.

+ C6 thé chan doan dugc trudc sinh qua siéu Am tim
thai.

+ TLT thuong 13 mot phan dj tat gap trong nhi?eu hoi
ching dac biét trong nhitng bénh bat thuong vé NST
va ¢ cac ba me nghién rugu trong khi mang thai.

+ Thudng gip nhatTLT nho, khong cé triéu chimg co
nang.

+ Nhitng TLT 16 16n thuong ang huong hod hap rat s6m

tir 1-18 thang tudi va c6 thé gay tt vao lic 6-9 thang
tudi.

+ TLT du 16n hay nhé déu co thé: ty bit lai, d& bi Osler, d& gay hé van chi néu TLT nam cao.
+ C6 thé can thiép ¢ bat ky tudi nao vai ty 18 tir vong thip.

1. Giai phau va sinh Iy bénh: c¢6 4 vi tri 15 thong:

+ TLT phan mang(5a,b,c) : chiém 80% céc thé, ndm & ngay du6i van BPMC. TLT ¢ thé duoc
dong lai do sy &p dinh cutia 14 van phia vach cua van 3 14 vao 16 thong.

+ TLT phan phéu(4): chiém khoang 5%, nim ngay dudi vong van PMC va DMP. TLT c6 thé
duoc bit lai do 11a van DPMC gay sa van PMC va hd van PMC (Hoi ching Laubry-Pezzi).
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+ TLT phan budng nhan(1): chiém 5%, c6 thé duoc bit lai boi cac van nhi thit tao thanh cac
tai phinh tai vi tri 10 thong.

+ TLT phén co bé giira(2,3): chiém 10%, c6 thé duogc bit
lai do 1 ¢0t co cua van 3 14.

Do su chénh 1éch ap lyc 16n gitra 2 that s& tao ra luéng
thong trai-phai gy ting ganh phoi, nhi trai va thit trai.
Hau qua la gy ra cic tridu ching ¢ phdi, ting & mau &
phdi va gay gidn nhi trai that trai va cac DMP.

Téang ap lyc DMP s€ lam thay 5i01 thanh t1~eu dong mach
phoi dua dén bénh mach phoi tac nghén, dan dén tang ap
luc DPMP ¢0 dinh vao luc 6-9 thang.

Chén doan: Lam sang phu thudc vao kich thude 16 théng:
TLT 16 nhé dp lwc PMP binh thuwong (bénh Roger):

- Lam sang: Khong c6 triéu chimg co ning, tré phat trién binh thudng. Nghe tim thay 1 tiéng
thoi tim thu >3/6 & bén canh tc trai, khoang lién sudn 4 lan ra xung quanh, con céc tiéng tim

khac van binh thuong.
- Can lam sang:
+ X.quang va dién tdm d6 khong c6 su bién dbi.

+ Siéu &m-Doppler théy kich thudc 16 thong nhé vé6i ludng thong nho trén Doppler mau,
chénh ap qua lo thong rat 1on trén Doppler lién tuc, khong cé ting ap luc DMP, khong c6 su
bién d6i nao vé hinh thé va chirc ning cta nhi, that.

- Nguy co tién trién:

+ C6 thé gy viém ndi tAm mac nhidm khuén.

+ Thudng ty bit lai hoan toan trude 10 tudi.

- Thai d¢ xir tri:

+ Du phong Osler khi cham soc rang mi¢ng hodc khi can thi€p thu thuat.

+ Khoéng can md, chi theo ddi siéu am hang nam.

TLT lon co tang ap luc DMP:

- Lam sang: Tré thuong bi suy dinh dudng, the nhanh, kho thé khi ging suc, hay bi viém
phéi tai tai lai. Nhin thay 16ng nguc thuong gd cao bén trai, dién tim to tim dap rong va manh.
Nghe tim c6 tiéng thoi tim thu 3/6 & gian sudn 4-5 canh ¢ trai lan ra xung quanh, tiéng T2 &
0 van DPMP manh, c6 thé tach doi, rung tdm trrong ngan do tang lua lugng qua van 2 14 va T1
manh & mom.

- Can lam sang:

+ X.quang thay: tim to, ting tuan hoan phdi chu dong.

+ Dién tam do thay: day 2 thit.

+ Siéu am-Doppler tim thay: 16 TLT rong v6i ludng thong 16n, chénh ap qua 16 TLT thap,
DMP gian, ap lyc DMP tim thu ting cao, nhi trai gidn, that trai day va gidn, day that phai.

- Nguy co tién trién: Tién trién thuong dién ra rat nhanh trong nim dau cudc séng véi suy
tim, viém phoi tai di tai lai, viém ndi tdm mac nhiém khuan, roi loan nhip, hé van PMC, tang
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ap luc DPMP c¢b dinh.

- Thai @0 xr tri:

+ No1 khoa: phong va diéu tri tich cuc suy tim va cac bién chimg khac cta bénh. C6 thé dong
10 thong bang dung cu qua thong tim.

+ Ngoai k}loa: khi lépl sang xau khér}g dép ung voi diéu tri ndi khoaqhoéc ap luc DMP tang
nhanh. M6 tim ho d€ va 10 thong, néu dicu kién khong cho phép mé tim ho thi co thé lam
vong dai lam hep than dong mach phdi d€ bao vé phoi.

TLT 16 I6n véi ting dp liwc DPMP cé dinh:

- Lam sang: Tré thuong suy dinh dudng, kho thé va tim xuét hién khi gang suc. T1eng thoi
tam thu trudce tim con rat nhoé hoic bién mét, thay vao do co thé nghe thay tiéng thoi tAm
truong do hé van DMP, tiéng T2 manh va tach d6i & 6 van DMP.

- Can lam sang:
+ X.Quang thy: tim nho lai, cung DPMP phdng, giam tudi mau phdi ¢ ngoai vi.
+ Dién tam dd thay: day that phai manh, day that trai vira.

+ Siéu am-Doppler thiy: TLT rong nhung ludng thong rat nho hodc bién mat, khong co chénh
ap qua 16 thong, DPMP gian to, nhi trai va that trai binh thuong, that phai rat day.

- Nguy co tién trién:

+ Giai doan ddu tré séng gan nhu binh thuong, chi xuat hién khé thd va tim khi ging sirc.
Mudn hon vé sau tré tim va khé thé thuong xuyén, da hong cau.

+ Giai doan cudi mat bu tré xuit hién suy tim phai, Xuét huyét phéi, ap-xe nao, dot tu.

- Thai do xir tri: Can tién hanh thong tim chup mach phdi két hop véi sinh thiét phdi dé xac
dinh that

chinh xac ap luc PMP, c¢6 3 kha ndng xay ra:

+ Sy dé khang cta phdi chwa cb dinh: mb dong 16 théng(ty 18 tir vong cao).

+ Su dé khang phdi c6 dinh: chong chi dinh mé déng 16 thong.

+ Nghi ngd su dé khang phdi ¢b dinh: mé lam vong dai DPMP va kiém tra lai sau vai nim.

Ghép tim phdi 1a cach duy nhét dé ctru séng bénh nhan da c6 tang ap lyc PMP ¢ dinh.
THONG LIEN NHI (TLN)

Ghi nhé:

+ Chiém khoang 10% cac bénh tim bam sinh.

+ Chan doan trudc sinh can rat than trong

+ Chu yéu gip ¢ nit gip 2 1an nam.

+ Chén doan 1am sang dya vao tiéng thoi tAm thu & 6 van DMP

voi tieng T2 tach doi co dinh.

+ L thong lién nhi c6 thé dong lai sau 2 nam dau.

+ Khong c6 nguy co Osler.
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+ Mo dong 16 TLN t6t nht vao lic 5 tudi véi TLN rong. DOi véi tré gai co thé dong mudn
hon vao tudi sau day thi véi dieu kién ap luc PMP khong qua cao.

Giai phau va sinh 1y bénh:

+ TLN 1a khuyét vach lién nhi, thuong gip nhit nim & trén vach lién nhi thir phat, tai vi tri 16
bau duc goi 1a TLN 15 thtr phat. Ciing ¢ the gap 0 vi tri rat cao, gitra tinh mach phoi phai trén
va tinh mach chu trén d6 vao nhi, hodc rat thip gan chd
tinh mach cha duéi d6 vao nhi (TLN ¢ xoang tinh mach).
Hiém gap nhat 1a TLN ¢ xoang vanh, tai cho d6 vao nhi
phai cua xoang vanh. TLN nam & véch lién nhi tién phat

mach phoi

‘ SO, < - Xoang t/mach
goi la TLN 10 tién phat, dugc trinh bay trong phan thong i N L thir phat
san nhi-that. % <Yach lién nhi

A A A re 5. ’ P4 , ~ % C o
+ TLN tao nén ludng thong trai-phdi co khi rat 16n gay —% “TLN gin

tang ap luc PMP. Ting ganh tim truong nhi phai va that
phai, danh gia dya trén su gidn cta nhi phai, that phai trén
siéu am. Hau qua cua tang ganh tdm truong nhi phai va ,P
that phai lam ting tudn hoan phdi, lau ngay dan dén ting /

ap luc DMP.

C“ .t[mach chu dudi

Chén doan:
TLN 16 nhé:

- Lam sang: Khong ¢ triéu chimg co nang. Nghe tim thuong khong phat hién dugce tiéng thoi,
tiengT2 gan nhu binh thuong.

- Can lam sang:
+ X.quang va dién tim d0 binh thuong.

+ Siéu am-Doppler tim thdy 156 TLN nho véi ludng thong nho, ty 16 duong kinh that phai/that
trai trong gidi han: 1/2-2/3.

- Thai d6 xt tri: Theo ddi bang siéu 4m hang nam.
TLN 16 vira:

- Lam sang: Khong c6 triéu chimg co nang. Nghe tim thuong phat hién duoc tiéng thoi thm
thu nhe 2/6 kém tiéngT2 manh & 6 van dong mach phoi.

- Can lam sang:

+ X.quang thiy: tim to vira, cung DMP phdng, phdi &t mau vira.

+ Pién tam d0: thiy truc phai, bloc nhanh phai khong hoan toan, mudn hon c6 thé day nhi
phai.

+ Siéu am-Doppler tim thay: 16 TLN rong vira, gian that phai v6i ty 1& duong kinh that phai
/that trai trong gidi han 2/3-1, vach lién that di dong nghich thuong.

- Thai @0 xr tri:

+ Theo ddi bang siéu 4m hang nim

+ Pong 16 thong bang thong tim can thiép

+ O tré trai, m6 dong 15 thong lac 5 tudi.

+ O tré gai, mod déng 16 thong tot nhat sau tudi thiéu nién.

Théng lién nhi 16 lon:



Bénh tim bam sinh

- Lam sang: Tré c6 thé hoi cham 16n, mét khi ging sirc, viém phdi tai di tai lai. Nghe tim thy
1 tiéng thoi tam thu nhe khoang 2/6 kém voi tiengT2 manh tach doi ¢ 6 van DMP, tiéng T1

manh va rung tam truong do ting luu lugng qua van 3 14.

- Can lam sang:

+ X.quang nguc thay: tim to, cung PMP phdng, ting tuan hoan phdi chu dong.

+ Dién tam dd: truc phai, day nhi phai, day that phai, bloc nhanh phai khong hoan toan.

+ Siéu am-Doppler tim: thay 156 TLN rong, gidn that phai nhiéu véi ty 1& dudong kinh Thét
phai/That trai >1, vach lién that co6 theé di dong nghich thuong, co6 tang ap luc DMP.

- Nguy co tién trién:

+ Bénh thuong tién trién rat cham nén thuong d& bo qua chin doan, bién ching thudng gip 1a
viém phé quan tai di tai lai, suy tim phai, roi loan nhip, tdng ap luc dong mach phdi. + Khong
c6 nguy co bi viém ndi tdm mac nhiém khuan.

Thai do xur tri:
+ Theo dbi bang siéu 4m hang nam.

+ Poéng TLN bang dung cu qua thong tim hodc md ngay néu 1am sang tré dung nap kém hodc
c6 tang ap lyc PMP nang.

+ Tudi md TLN tdt nht 1a sau 5 tudi.
CON ONG PONG MACH (OPM)
Ghi chu:
+ Kha thuong gip chiém 10% cac bénh tim bam sinh.
+ Khong thé chin doan dugc trude sinh.
+ Rét hay gap OPM co6 kich thudc nhé, véi nguy co chinh 1a Osler.

+ OPM c6 kich thudc 16n thuong cé biéu hién triéu chimg tai phoi
trong nam dau va co thé gay tang ap luc DPMP c6 dinh luc 6-9 thang.

+ Hiém hoidc khong khi nao tuy dong lai ngoai trur dé non.
+ C6 thé déng lai bang Indomethacine trong thoi ky so sinh.

+ MO tim kin cit dong dng rat don gian, hau nhu khong c6 tir vong.

+ hién nay c6 thé dong 6ng bang thong tim can thiép.

Giai phau va sinh 1y bénh:

+ OPM c6 1 dau ndi v6i than DMP tai vi tri chia nhanh va dau kia ndi voi DPMC ngay dudi
cho bat ngudn cia dong mach dudi don tréi.

+ OPM la su té)n tai thong thuong sinh ly bao thai gitra DPMC va DMP thuong dong lai ngay
sau khi sinh. Néu sau sinh khong dong lai dugc s€ gay ra bénh.

+ Ludng thong trai-phai qua 6ng dong mach gay ting ganh phdi, nhi trai, tht trai, gy ra cac
triéu chimg ho hap, tdng tuan hoan phoi, gian DPMP, nhi trai va that trai.

Chén doan:

- Con OPM nhé véi ap lyc PMP binh thudng:
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Bénh tim bam sinh

- Lam sang: Khong c6 triéu chimg co ning, tré phat trién binh thudng, nghe tim thay 1 tiéng
thoi lién tuc & dudi xuong don trai, cac tiéng tim khac binh thuong.

- Can l1am sang:
+ X.quang va dién tdm d6 binh thudng.

+ Siéu am-Doppler tim thdy: ng nho véi ludng théng nho trén Doppler mau. Chénh ap t6i da
qua OPM rat 16n. khong tang &p luc DPMP, hinh dang, chirc nang that va nhi van binh thuong.

- Nguy co tién trién: it kha ning ty dong, nguy co duy nhat viém noi tim mac nhiém khuén.
- Thai do xir tri: dong bang dung cu qua théng tim hodc mo cit dng sau 1 tudi.
Con OPM [6n véi ting dp lywc DMP:

- Lam sang: Tré thuong suy dinh dudng, kho thd khi géng strc, hay bi viém phdi tai di tai lai,
bién dang léng nguc, dién tim to, tim dap rong va manh. Nghe tim tuy theo muc do ting ap
luc DPMP ma tiéng thoi lién tuc s& giam dan trong ky tam truong hogc chu yéu chi con 1a tiéng
thdi tim thu & dudi xuong don trai, tiéng T2 manh ¢ 6 van dong mach ph01 rung tam truong
nhe va T1 manh 6 mom do tang luu luong qua van 2 la. Ngoai ra con thiy cac dau hi¢u khac
nhu mach ndy manh chim sau (mach Corrigan), huyét ap ti da ting va huyét ap t6i thiéu ha
(do thét thoat 1 phan lugng mau qua OPM ¢ thi tAm truong).

- Can lam sang:
+ X.quang thdy: tim to ting tudn hoan phdi chu dong.
+ Pién tam do: thy day 2 thit.

+ Siéu am-Doppler tim thay: OPM c6 kich thudc 16n véi ludng thong 16n, Chénh ap téi da
qua OBPM thap, ap luc PMP tang cao.

- Nguy co tién trién: suy tim, viém phéi tai di tai lai, viém noi tim mac nhidm khuin, ho van
chu, ho van 2 14, tang ap luc PMP ¢6 dinh.

- Thai do xtr tri:

+ Néu trong thoi ky so sinh c6 thé dong dng bang indomethacine tiém tinh mach 0,2 mg/kg c6
thé 1ap lai thém 1 lan sau 8 gio.

+ Ngoai thoi ky so sinh ¢6 thé dong éng bang dung cu qua théng tim hoic md cit éng ngay
sau khi chan doan vi day la phau thuat tim kin.

Con éng dong mach I6n véi ting dp lwc dpng mach phéi cé dinh:

- Lam sang: Tré cham lon, 16ng nguce trai 20, gi61 han hoat dong khi ging strc, do dic diém
gial phau nén khi ddo shunt s& xuat hién tim chu yéu tir than tré xudng, nang hon tim ¢6 thé &
tay trai, con tay phai va dau mat c6 khong tim. Nghe tim khong con tiéng thdi lién tuc dudi
xuong don trai, chi nghe tiéng thdi tim truong & 6 van PMP do gidn vong van, thoi tim thu &
mui ¢ do hd van 3 14, tiéng T2 manh tach doi & 6 van DPMP.

- Can lam sang:
+ X.quang thiy tim nho lai, xuat hién dau day that phai, giam tuan hoan & ngoai vi phoi.
+ DTD cho thdy day that phai la chu yéu.

+ Siéu am-Doppler thdy OPM c¢6 kich thudc 16n v6i ludng théng 2 chiéu yéu trén Doppler
mau.

- Thai d0 xtr tri:
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Bénh tim bam sinh

Chéng chi dinh md, chi ¢6 co may duy nhét 1a doi ghép tim-phdi.
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Bénh tim bam sinh

THONG SAN NHI THAT (TSNT)
Ghi nhé:

+ Trudc ddy hay goi 1a 6ng nhi that, gip khoang 4%
trong cac bénh tim bam sinh.

+ C6 thé chan doan duogc trude sinh. / TLT a
+ Pay chinh 13 bénh tim bam sinh thuong gip nhét & "

hoi chung L.Down. TSNT hoan toan

X
< A A A \ EYA < R [N 5 A MONANT T A LA
+ Bi€u hién 1am sang va tién tri€n ty nhién cua bénh e

tuy thudc vao muc do ning cua thong lién that(TLT) hodc théng lién nhi (TLN).

+ Bénh duoc chia thanh 2 thé: TSNT toan phan c6 1am sang gidng véi TLT, TSNT mét phan
co lam sang giong TLN.

+ Truc dién tim huéng 1én “trAn nha”(a=-900 % 300) 1a d4u hiéu dic trung dé chan doan bénh
nay.

+ Chén doan x4c dinh dva vao siéu am.

+ Can chan doan va md sém trudc 6 thang tudi dé tranh ting ap lyc PMP ¢d dinh.

+ Két qua md tuy thudc vao thanh cong cia tai tao van 2 14.

1. Giai phau va sinh 1y bénh:

+ Thong san nhi that toan phan bao gdm
cac di tat: TLN 10 tién phat, mét van nhi
that chung, khe h¢ cua 14 van 2 14, TLT phan
budng nhén ma kich thudc ctia n6 quyét dinh
muc do tang ap luc DMP.

+ Thong san nhi that mot phan bao gdm cac di
tat: TLN 10 tién phat phoi hgp voi khe ho ¢ 14
van 2 la.

Ludng thong trai-phai ¢ tang that giy tang  TSNT toan phan ganh PN T@@gl’ilfm
nhi trai, that trai. Ludng thong trai-phai ¢ tang nhi gdy gian nhi
phai, that phai va gian BPMP.

Khe ho ¢ 14 van 2 la gdy ho van 2 1a voi mue d tuy thude vao khe ho. Ho 2 la nay s¢ gay
tang ganh nhi trai va that trai dong thoi cling lam tang ludng thong & nhi.

Chin do4n:
Théng san nhi thit toan phan:

- Lam sang: Cac triéu ching chiic ning thudng xuat hién rat sém, thuong khoang tir ngay thir
15 sau sinh v6i nhung triéu ching ho hip nhu thé nhanh, hay bi viém phdi, mét khi bu hoic
an, cham ting can. Kham l1am sang thiy 1 tiéng thoi tim thu gidng nhu trong thong lién that,
tiéng T1 va T2 déu manh, c6 tiéng rung tim truong nhe & mom do ting luu lugng qua van 2
la. Gan 16n.

- Can lam sang:

+ X.quang ngyc thiy: tim rat to, ting tuan hoan phdi chu dong nang.
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Bénh tim bam sinh

+ Dién tam dd: théy dAu hiéu rat dic trung cho bénh Ia truc dién tim hudng 1&én tran nha, goc
a:-90° + 30°két hop vai day 2 that.

+ Siéu am-Doppler tim: cho phép khang dinh chan doan khi thdy rd cac di tat ké trén va gitip
danh gia muc do nang cua bénh.

- Nguy co tién trién:

+ Trude 6 thang tudi thuong gip cac bién ching nhu suy tim, suy ho hip, hay bj viém phdi.
+ Sau 6 thang thuong gay ting ap luc DMP ¢6 dinh va thuong khong thé mo duoc nira.

+ Nguy co chung cho moi Itra tudi 14 viém ndi tim mac nhiém khuén.

- Thai d xr tri: Chi dinh m6 tim hé sta chira toan bd céac di tat < 6 thang tudi, khi ap luc
DMP chua tang c¢6 dinh. Ty I¢ t&r vong trong mo kha cao 10%.

Théng san nhi thit mgt phan:

- Lam sang: Triéu chimg chuc niang thuong rat kin dao, diéu nay giai thich cho viéc bénh
thuong dugc chan doan kha mudn vao lic 1-2 tudi. Tré hay bi viém phé quan kéo dai, va kho
thd khi gang sirc. Nghe tim thdy biéu hién giong TLN véi tiéng thoi tim thu nhe 2/6 & 6 van
DMP, tiéng T2 manh tach d6i, ph6i hop véi tiéng thoi tim thu & mom do hé 2 14. Trong
truong hop ludng thong nhi 16n c6 thé nghe duoc tiéng T1 manh va rung tim truong do ting
luu luong qua van 3 14.

- Can lam sang:
+ X.quang nguc: thay tim 16n vira, tang tudn hoan phdi va cung gita trai phong.

+ Pién tam d6: thdy ddu hiéu dic trung cho bénh 1a truc dién tim hudng 18n “trAn nha”, ngoai
ra co thé thay day nhi phai va bloc nhanh phai khong hoan toan.

+ Siéu am-Doppler tim cho phép chan doan xac dinh khi thay thong lién nhi 18 tién phat két
hop voi khe hé van 2 14.

- Nguy co tién trién:
+ Tién trién thuong nhanh hon TLN 15 thtr phat do hd 2 14 1am ting ludng thong nhi.

+ Céc bién chtng thudng gip 1a suy tim, réi loan nhip, viém nodi tim mac nhiém khuén do ton
thuong van 2 14, tdng 4p luc dong mach phoi c6 dinh & tudi truong thanh.

- Thai do xtr tri: M6 tim ho stra chita toan bd di tat trong tim, ty 1é tir vong sau mo rat thap
<1%, h¢ 2 14 sau md van con nhung thuong rat nhe.

TU CHUNG FALLOT
Ghi nh¢:
+ Khé thuong gip khoang 10-15% cac bénh tim bam sinh néi chung.
+ C6 thé chan doan duoc trudc sinh bang siéu am.
+ Tién trién theo huéng tim dan va doi khi kém véi con thiéu oxy cép.

+ Chan doan 1am sang dya vao phdl hop tridu ching: tim da niém mac, thoi tim thu manh & 6
van DMP, tim khong to, phoi sang va day that phai.

+ Chan doan xac dinh dua vao si€u am.

+ MO triét dé tot nhat lic 6-9 thang tudi. Ty 1& tr vong sau mo thap, tién luong sau mo tot.
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Bénh tim bam sinh

- Giai ph?lu va sinh 1y bénh: bao gém 4 di tat sau:

® TLT rong thudng 14 phin mang.

@ Hep duong ra that phai.

® PMC cudi ngua 16n véach lién that.

@ Day va gian that phai.

Hep duong ra that phai bao gdm hep bit ¢ vi tri ndo, c6 thé tai

phéu DPMP, van BPMP, than va cac nhanh DPMP. Hep c6 thé tai 1 vi
tri hoac két hop nhiéu noi.

Hep dudng ra that phai lam tré ngai mau lén ph01 gdy ra tiéng thoi tim thu 6 DMP, gay
tang ap luc trong that phai ngang bang véi ap luc that trai va tao ra ludng thong phai-trai giy
triéu ching tim.

- Chéan doan:
- Lam sang:
+ Tim: 1a d4u hiéu chinh, thuong d& thay nhat. Trong nhiing thé ning tim xuét hién som tur lac

sinh hodc trudc 6 thang. trong nhimng thé nhe tim xuit hién mudn hon sau 1 tudi hoic luc bat
dau biét di. Tim d& thdy & moi, mong tay, mong chén.

+ Ngobn tay ngon chan dui trong: thudng xuat hién mudn hon tim vai thang, thiy rd nhat &
ngdn tay cai, ngdn chan cai.

+ Ngdi xom: xdy ra ¢ tré da biét di, day 1a tu thé tré Fallot thuong ding dé chdng lai kho thd
va tim nhiéu khi ging strc. Trong tu thé nay mach mau & ben bi gap goc dong thoi 2 dui de
vao bung lam ting ap luc trong DMC, 1am ting ap luc trong that trai, lam han ché ludng thong
phai-trai qua 16 TLT, do d6 lam ting lvong mau 1én phdi, nho vy mau duoc oxy hoa nhiéu
hon gitp tré d& mét

+ Con thiéu oxy cap: thudng xay ra & lra tudi bu me. Trong nhiing thé ning né co thé xay ra
bat ky liic nao trong ngay, nhung thuong 1a budl sang lac mél thirc day hodc khi ging stc.
Trong con tré co biéu hién tim tang I€n, tho nhanh, hét hoang, tiéng th01 tam thu cua hep
PMP giam hoic bién mat do giam dong mau qua phdi. Con thiéu oxy cip c6 thé dan t6i ngit,
co giat, hon mé, tham chi tir vong néu khong xir tri kip thoi.

+ Nghe tim: thiy c6 tleng thdi tim thu dang téng mau manh > 3/6 ¢ gian sudn 2-3 canh tc
trai. Tiéng T2 md hodc mat trong truong hop hep van DMP. Co thé nghe thay thdi lién tuc &
phia trudc hodc sau lung do con OPM hoic tudn hoan bang hé phé quan.

- Can lam sang:

+ Xét nghiém mau: da hong cau, tang ndng do Hb, ting Hématocrite. Téc do mau lang giam.
+ Phan tich khi mau: do bao hoa oxy (Sa02) va phan ap oxy méau dong mach (PaO2)luén thap
hon binh thuong.

+ X.quang ngyc: cho thdy tim khong 16n, c¢6 dang “hinh hia” do day that phai lam mom tim
héch 1én cao khdi vom hoanh, cung gitra trai 1dm xuong tao nén hinh “nhat riu” do PMP nho
va duong ra that phai bi hep. Phoi sdng do gidm tud1 mau phoi.

+DTD: thay truc phai, day that phai, c6 thé c6 day nhi phai va bloc nhanh phai khéng hoan
toan.

+ Siéu &m-Doppler tim: cho phép chan doan xéac dinh khi thdy ro cac di tat ké trén dong thoi
cho phép phat hién cac di tat kém theo trong tir chung Fallot.
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- Nguy co tién trién: Ty theo mtrc d hep ciia ddng mach phdi, cac bién chimg thuong gip
1a: con thiéu oxy cip c6 thé gay tir vong néu khong xtr tri kip thoi. Viém ndi tim mac nhiém
khuan. Bién chung than kinh (huyet khéi mach néo hodc ap-xe néo thuong gap o tré > 2 tudi).
Xuat huyét do giam tiéu cau. Thiéu mau do thiéu sit.

- Thai d6 xr tri:

- Piéu tri ndi khoa: gom diéu tri con thiéu oxy cip va du phong céc bién chimg.

+ Pibu trj con thiéu oxy cap:

- bat nam tu thé gdi-nguc.

- Tho oxy.

- An than bing morphine tiém dudi da liéu 0,1-0,2 mg/kg.

-Propranolol ti€ém tinh mach 0,05-0,1 mg/kg.

Thudc gy co mach.

+ Dy phong céc bién chimg:

- Dy phong tic mach do da hong cau bang b sung thém sit bang dudng udng.

- Dy phong viém néi tdm mac ban cip nhiém khuan bang sir dung khang sinh sém khi bj
nhiém trung hoac lam thu thuat.

- O bénh nhan Hématocrite > 75% phai lam nghiém phap pha lodng mau hogc chich mau.

- Can thiép bang catheter: Lam gidn ving phéu va van dong mach phdi bang catheter c6 bong

nong thuong ap dung ¢ tré so sinh trong nhiing thé nang khblﬁpddongglrlla[gh phoi naltg khoﬂ%&
thé tién hanh mo triét dé duoc ngay.

- Piéu tri ngoai khoa: 4.— N, A n
. A . . . I"ﬁc __.___,...rf"ﬂ:r

+ Dicu tri tam thoi: La tao ra duong thong thuong gitra _gMCH o ~ T e
dong magh ghﬁ ha}{ cac nhéqh cua quai chu y(’)’i dong pMP ,-"f Bt'MP
mach phoi dé chuyén mot phan dong mau thiéu dudng . -
khi tir d6ng mach chu sang dong mach phdi. Phiu thuat ' ) )

nay duoc xem nhu 13 mot giai doan chuin bj cho my  Blalock-Taussig ong Gore-Tex

diéu tri triét dé. Phiu thuat Blalock-Taussig hién nay van duoc dung nhiéu nhét (néi dong
mach dudi don va dong mach phoi cung bén). Hodc dung 1 6ng nhan tao noi (6ng Gore-Tex).

+ Diéu tri triét dé stra tat ca cac di tat trong tim:

bay la phau thuat tim ho voi tudn hoan ngoai co thé va ha nhiét co thé nhan tao. Phau thuat
nay bao gébm va thong lién thit, loai bo tic nghén phan phéu dong mach phoi va stra chira cac
di tat kém theo. Phiu thuat nay thuong dugc chi dinh ¢ tré em > 2 tudi, ngoai trir mot s trung
tdm chuyén khoa sdu 6 My va chau au c6 thé tién hanh phau thuat triét dé ngay tir tudi so sinh
va trudc 6 thang tuoi.

Tai liéu tham khao
Batisse A (1993): “Cardiologie pédiatrique pratique”. Doin éditeurs-Paris.
Dupuis C, Kachaner J, Payot M, Freedom R.M, (1991): “Cardiologie pédiatrique”. Davignon
A. Ed. Flammarion Médicine-Sciences.
Philippe F (1994): “Cardiopathies congénitales”. In: Cardiologie. ELLIPSES/ AUPELF, p.
416-420.
Moss and Adams (1995): “Heart disease in Infants, Children, and Adolescents including the
Fetus and Young Adult”. 5th Ed. Baltimore Williams and Wilkins.

16



Viém co tim cdp 21

VIEM CO TIM CAP

Muc tiéu

1. Néu dwoc dich té hoc va nguyén nhéan gdy bénh.

2. Trinh dwoc cdc triéu chitng lam sang, cdn lam sang va thé lam sang ciia bénh .
3. Trinh bay nguyén tic va diéu tri cu thé bénh.

1. Dai cwong

Viém co tim cép 12 mot bénh tim méc phai, do viém t6 chirc ké cua co tim, bénh thuong xay
ra sau nhiém virus. Lira tudi mic nhiéu nhat 1a ba me. Bénh khoi phat dot ngdt va co thé gay
tir vong do suy tim cip néu khong diéu tri kip thoi.

2. Dich t&€ hoc -Nguyén nhan

Viém co tim cdp ( VCTC ) thuong gip ¢ Ira tudi 3 thang dén 2 tudi, hiém hon c6 thé gip lta
tudi so sinh hodc tré lén .

Mua xuin va mua ha ty 18 méc bénh cao. Vai tro ctia virus trong tac nhan giy bénh dugc
nhiéu tac gia dé cap, trong d6 virus Coxsackie nhom B chiém da s trudng hop.

Nhirng nguyén nhan chinh gay VCTC theo Wynne va Braunwald:

2.1. Virus :

Coxsackie nhém A, B Echovirus

Adenovirus

Virus cum, thuy dau, quai bi, bai liét, dai, so1

Cytomegalovirus, Arbovirus

Virus gdy viém ndo, sot vang, herpés, SIDA.

2.2. Micro-organismes

Mycoplasma pneumoniae

Ricketties

2.3. Nim

Aspergillose, Actinomycose, candidose

2.4. Protozoaires

Trypanosoma Cruzi ( Bénh Chagas )

3. Giai phiu bénh

3.1. Dai thé : Tim tang vé thé tich, cac buéng tim bi dan, ddc biét 1a tAm that trai. Co tim mém
, nhdo, mau vang nhat hodc xanh tai. N§i tam mac va ngoai tdim mac binh thuong.

3.2. Vi thé : Phan 16n bi tham nhiém té bao lymphocyt, plasmocyt, m6 bao gitta nhimng soi co
tim, dugc ngan cach boi tinh trang phu to chire ke nang. Xen k& gilta nhiing soi co tim la
nhirng ton thuong hoai tir lan toa hodc ting 6.

Trong giai doan mudn, c6 hién tuong phi dai thanh ctia tam that trai.

4. Lam sang

4.1. Khéi dau : VCTC c6 thé khoi dau bang 3 céach

- Vao vién véi nhiing bién ching : nhu liét nira nguoi do tdc mach ndo, rdi loan nhip tim, tu
vong d6t ngdt khong giai thich duogc, rat may 1a truong hop nay hiém gap.

- Khoi phat tur tir, kin dao: Truong hop nay thuong gap hon, nhung nhiing du hiéu 1am sang
khai dau nhu sbt, viém hong hodc viém da day - ruft gdy ndn, ia chay... dé bi nham véi cac
bénh khac. Ho, kho thd thuong xuét hién sém nhung it khi nguoi thdy thudc dya vao do dé
chan doan VCTC.

- Khé1i phat dot ngot véi suy tim toan bd & mot tré trude d6 hoan toan khoe manh.

4.2. Giai dogn toan phdt : Biéu hién bang suy tim cap.
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- Suy tim phai v6i gan 16n, phan hoi gan- tinh mach c6 (+), pht ngoai bién hiém gap, thudng
16 ¢ mat ( ma, mi mit nhu kiéu phu than hu ) va mit ngoai cang chan. Co khi cac du hiéu
trén khong xudt hién rd thi cha y hién tuong tang can do o muoi.

- Suy that trai biéu hién & dong phdi v6i ho, phdi c6 ran, pht phdi, nhat 1a kho thd nhanh véi
phap phong canh miii va co kéo cac co hd hap phy. Tan s6 thd >70 lan/pht.

- Kham tim : Tan s tim nhanh >15014n/ phit. Tiéng tim c6 thé mo, thudng nghe tiéng ngua
phi, thdi tdm thu nhe & mom do gidn that trai nhung dau hiéu nay khong hang dinh. Dau
Harzer (+).

- D4u truy mach ngoai bién : Da xanh t4i hodc mau xam tro. Mach ngoai yéu ca 4 chi, thoi
gian trd lai mau da kéo dai, cac chi lanh va ndi van tim.

5. Can lam sang

5.1. Xquang tim phéi:

- Chup phim 16ng nguc

+Tim to : luén luodn co, véi nhitng mirc d¢ khac nhau, dic biét 1a cung dudi trai gian.

+Trudng phdi : Binh thudng, c¢6 hinh anh @ tré tinh mach phdi, phu ving ngoai bién lan toa.

- Chiéu tim phdi : Tim dép yéu.

5.2. Dién tam dé : Dic trung bdi 3 diu hiéu :

- Phtrc hop thét ¢6 dién thé thap : it hing dinh, thuong xuat hién trong giai doan dau, thiy rd &
chuyén dao ngoai bién va don cuec.

- Bét thuong doan ST : QT kéo dai , ST chénh xudng hodc chénh 1én & D1, aVL,V5, V6, cac
déu hiéu nay c6 thé kéo dai nhiéu tuan.

- Thay d6i séng T: Séng T det hodc dao nguoc & tat ca cac chuyén dao, rd nhit 1a chuyén dao
trude tim.

- Hiém gap: R6i loan dan truyén nhi that, ngoai tam thu trén that hodc ngoai tam thu that don
ddc hoac tung b.

5.3. Siéu am tim: 13 yéu t6 chinh dé chan doan.

- Giam chuyén dong & thanh tAm that trai va vach lién that voi phan suat co hoi (FR) giam ,
day 1a ddu dic trung nhat.

- Giam luu lugng mau qua van hai 14 va van dong mach chu trong khi van khong bj ton
thwong. Siéu 4m c6 thé loai trir viém mang ngoai tim, cac di tat & tim nhu tic nghén duong ra
that trai, bénh co tim voi phi dai vach khong dbi ximg, thuyén tic ving dinh nhi trai hodc that
trai.

5.4. Sinh héa : It d4c hiéu

- Cong thirc méau : BC tang nhe ( 10.000/mm?®)

- VS tang ( 20-30mm)

- Transaminases tang

- Tim vi-rat trong phan, dich hong, dich mang tim .

- Tang khang thé khang virus, ting lugng c¢d dinh bo thé.

5.5. Sinh thiét té bao co tim : 13 xét nghiém dic hiéu dé chan doan xac dinh bénh, thay hinh
anh viém nhu mo va td chtrc k& cua co tim, dong thoi hoai tu té bao co tim lan toa hodc ting
b, nhung it dugc st dung & tré em.

6. Tién trién va tién lwong

Phu thudc nhiéu vao tinh trang khéi phat va diéu tri ban dau. Tu vong co thé xay ra trong 48
gio dau trude khi diéu tri co két qua, do bi suy tim, truy mach va 16i loan nhip trAm trong.
Nhitng trudng hop tir vong sém do diéu tri mudn chiém 10%. Néu qua dugc 48 gioi dau, tién
trién kha quan hon. Néu duoc diéu tri bang digitalis kip thoi, nhitng tai bién nhu thuyén tic
mach va roi loan nhip s€ hiém gap .

Trong trudng hop diéu tri khong du thudc va khong du licu trinh, bénh sé tai phat trong 20-
25%, nhat 1a néu ngung diéu tri s6m sau giai doan bénh chi méi cai thién 1am sang ma ECG
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va X quang tim con ton tai ddu bénh 1y. Thoi gian diéu tri va theo ddi can kéo dai tir 6 thang
dén 2 nam.
7. Cac thé 1am sang
7.1. VCTC é tré so sinh: Theo cb dién, bénh hiém xay ra ¢ tré so sinh. Néu c6, dic trung bdi
nhirng t6n thuwong hoai tir co tim tirng mang hodc thiéu mau co tim co ning. Hién nay, nho sy
phan tich cac men huyét thanh, nghién ctru nhitng dau dién tir va chup nhép nhay co tim bang
Thallium 201 cho phep chan doan giita VCT va thiéu mau co tim co ning. Nhung sy phan
biét nay it co hiéu qua vé diéu tri va giy nguy hiém tuyen giap.
7.2. VCTC 6 tré lén : c6 thé co cung triéu chimg va tién trién nhu thé ba me. Thinh thoang
trong mdt vai truong hop, sau tién trién khoi phat thuan l¢1, nguoi ta nhan thay bénh van tai
phat du dang diéu tri va xét nghiém giai phu hoc, thiy co sy hity hoai co tim nghiém trong.
Hién nay, kho nhan biét duoc su tién trién nay 1a do muc do tram trong cua tén thuong mé
hoc ban dau hay 1a do mot yéu td nguyén nhan dic biét khac. Trudng hop kho, ngudi ta c6
thé nghién ctru tinh trang mo hoc cua co tim bang viéc sinh thiét ndi mac co tim, dung thude
trc ché mién dich va chd co hoi dé ghép tim. Nhung hién nay, nhitng phuong phap nay van
con hiém.
7.3. Thé lam sang theo nguyén nhan :
- Truong hop nhiém virus Coxsackie, viém co tim thudng ning ngay tir dau, thuong kém
viém mang ngoai tim va s6t , khi lanh khong dé lai di chimg.
- Néu viém co tim do Arbovirus hiém khi lanh hoan toan.
8. Chan doan
8.1. Giai doan khdéi phdt : thuong nham v6i nhitng bénh khac. Cac déu hiéu goi y1a  sot +
kho thé + gan lén.
8.2. Giai dogn todn phdt : Cén loai trir cac bénh sau dé khang dinh viém co tim :
- Di tat tim bao gdm : nhiing bénh 1y gy tic nghén ciia duong ra that trai (hep van DPMC
hodc hep eo PMC ) thuong d& chan doan bang siéu 4m tim va c6 thé loai trir viém mang
ngoai tim.
- Lam sang c6 thé phan biét vi nhdi mau co tim & tré bt me do bénh Kawasaki hodc do bat
thuong ctia dong mach vanh trai.
- Lam sang ciing c6 thé phan biét vi 2 bénh hiém gap nhu :
+ Bénh canxi hoa dong mach lan toa : rdi loan chuyén hoa gay ton thuong dén dong mach cua
cac co quan: dong mach than gay ting huyét ap, dong mach vanh, suy tim voi tim to. Chan
doan xéc dinh khi thdy hinh anh canxi hoa nhung mach mau o cd.
+ Bénh @ dong glycogen & tim : 1a bénh di truyén, do rdi loan chuyén hoa trong té bao ( thiéu
a glucosidase trong lysosomes). Su r dong cua glycogene trong té bao co tim gdy ra tim lon
va suy tim dan dan, giam truong luc co, ludi to. Trén ECG c6 hinh anh day that trai va doan
PR ngan. Chan doan x4c dinh bang sinh thiét co tim véi viéc nghién ctru mo6 hoc va men hoc.
9. Chan do4n gian biét
9.1. Bénh co tim do mucoviscidose : 1am sang twong ty v4i viém co tim cdp ning do bat san
cac soi co tim gdy xo hoa co tim tirng mang, bénh thuong xay ra ¢ tré bu me.
9.2. Xo' chun I6p dwéi néi tam mac : khoi phat voi suy tim nhung xay ra tham ling hon. Trén
X-quang tim phoi va ECG thay phi dai thét trai. Siéu am tim : day nhing soi ndi tim mac.

10. Piéu tri
10.1. Xk tri cép civu :
- Digitalis.
- Loi tiéu ¢o tac dung nhanh, dic biét trong thé nang véi truy mach va phu phoi.
- Piéu chinh nhidm toan chuyén hoa.
- Lam giam phu phdi trong truong hop truy tudn hoan - hé hip bang thd may voi ap luc
duong, nhung khong dugc kéo dai qué 48 gio.
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- Diéu tri suy tim : Dopamin 2- 4 pg/ kg/phut, truyén tinh mach qua bom tiém dién .

- Lam gidn mach mau than : 1oi niéu két hop Dobutamin 10 pg/kg/phut truyén tinh mach qua
bom ti€m dién.

10.2. Loi tiéu :

- Han ché mudi

- Furosémide : 2mg/kg, lap lai 2-3 1an trong 24 gio.

Liéu duy tri : udng 2mg/kg trong 24 gid. Can chu y : ding loi tiéu gdy giam natri mau va
giam kali mau. Theo dbi bang dién giai dd.

- C6 thé két hop Furosémide véi Spironolactone ubng 3mg/kg/ngay.

10.3. Digitalis :

- Digoxine : hap thu tot va dao thai nhanh. Liéu dung bang 1/2 lidu diéu tri suy tim vi do ton
thuong viém nén co tim rat nhay véi thudc.

10.4. Corticoides : con nhiéu ban cii.

10.5. Chéng déng : dugc sir dung khi siéu 4m tim xac dinh c6 thuyén tac trong tim.

- Aspirine liéu thap ding vai ngay.

- Héparine.

10.6. Thuéc giin mach

- Trinitrine : gidm t1en ganh, rat tot trong trudng hop phu phéi. Mic khac nd khéng c6 tac
dung tryc tiép 1én tuan hoan vanh, 1am gidm cung cip mau trong ving thiéu mau dudi ndi tim
mac.

- Captopril : 1a thudc trc ché men chuyén, c6 thé dung két hop véi Trinitrine.

Tai liéu tham khdo

1. F. Roault, C. Dupuis, 1996, Myocardites aigues primitives, Cardiologie Pidiatrique, p. 560
-564

2. Nelson's Textbook of Pediatrics 2000- Disease of the Myocardium, p.1207- 1216.

3. Alain Batisse, 1995- Myocardite aigue, Cardiologie Pidiatrique Pratique, Doin Editeur
Paris, p. 210 - 214
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VIEM NOI TAM MAC NHIEM KHUAN

Muc tiéu

1.Néu dwoc nhirng nét chinh vé dich té ciia bénh.

2.Van dung duoc tiéu chudn Dukevdo chan dodn bénh.
3.8 dung cdc bién phdp diéu tri va dw phong bénh cé hiéu qua.

1. Dai cwong

1.1. Pinh nghia: Viém nodi tdm mac nhiém khuan(VNTMNK) 1a tinh trang nhiém
khuén trén bé mat ndi mac cua tim. Ton thuong dac trung la nhirng ndt sui ¢ hinh
dang va kich thuéc khong nhat dinh.

1.2. Dich té

- Tudi va giéi: VNTMNK c6 thé gip & moi Ira tudi, nhung & tré em thuong gip O
tudi thiéu nién. Tré trai gip nhiéu hon gai.

- Tan suat: & tré em khoang 0,22 - 0,78 trudng hop/1000 tré vao vién.

- Yéu té nguy co cia VNTMNK: VNTMNK thuong xdy ra nhit ¢ tré c¢6 bénh tim
bam sinh, bénh tim do thap. Bénh 1y hay gip 12 hé van 2 14, hé van dong mach chi,
thong lién that, tir chirmg Fallot. Ngoai ra co dia giam sirc dé khang, tiém chich ma
tay, suy than, viém gan, chiéu xa....cling tao diéu kién thuan lgi cho VNTMNK xay
ra.

- Pudng vao cua vi khuan gdy VNTMNK : Vi khuédn c6 thé tir cac 6 nhiém trung &
rang miéng, duong hd hap trén, dudng niéu - sinh duc.

- Vi khuan: Nhiéu vi khuan c¢6 thé gdy VNTMNK nhu: Lién cdu, Ty cau vang, vi
khuin gram (), nam. Trong d6 cac cau khuan gram (+) chiém khoang 90% vi khudn duoc tim
thdy. Lién cau khuan tan mau (Streptococcus Viridans) 1a tac nhan gay bénh pho bién nhat
trong VNTMNK & tré em gip trong 80% truong hop, tiép theo 1a tu cdu vang. Cac vi khuan
khac nhu: entérobactérie, cac vi khuan ctia nhom HACCEK (Haemophilus, Actinobacillus,
Capnocytophaga, Cardiobacterium, Eikenella, Kingella), ndm, cic tdc nhdn Chlamydia,
Coxiella va Bartonella...it gap hon

2. Sinh ly bénh

Hai yéu t6 can thiét cho sy hinh thanh VNTMNK la: Sy bat thuong vé huyét dong va
vang khuan huyét

- Bét thuong vé huyét dong: Khi dong mau di qua mot chd hep véi tde do cao hodc tir
mot budng tim ¢6 ap luyc cao sang mot budng tim co6 ap luc thap qua mot 15 thong s&
tao ra mot dong chay xody. Dong chdy xoay nay s€ gay ra nhiing sang chan dai dang
lam ton thwong 16p ndi mac & ngay sau chd hep hodc noi dong chay dap truc tiép
vao.

- Viang khuan huyét: khi c¢6 vang khuan huyét cac vi khudn xdm nhap vao mau, s&
bam dinh vao khdi tiéu cau-Fibrin hodc vao té bao bi€u md ndi tdm mac bi ton
thuong do dong mau gay ra dé hinh thanh VNTMNK.

3. Lam sang

- Biéu hién toan than : S6t 1a triéu ching thudng gip, sbt dao dong va kéo dai. Cac
triéu chirng khac c6 thé gap: mét moi, chan an sut can, vi mod hoi vé dém, thiéu mau,
dau co dau khop.

- Tiéng thoi & tim: thuong co6, d6 1a tiéng théi méi xuét hién hodc su thay do6i

tiéng thoéi cii rat c6 gia tri dé chan doan bénh.

- D4u hiéu than kinh: hay gap do tu cdu, xuat hién khi c6 tic mach ndo.

- Lach to: c6 thé kém gan to. P6i khi gip nhdi mau lach hoidc ap xe lach.
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- Biéu hién da: biéu hién da it gip ¢ tré em, bao gdm:

+ Ngbn tay dui tréng.

+ Xuat huyét thiang: d6 1a nhitng vét thing do hodc nau dudi méng.

+ Nét Osler: 1a nhiing cuc nhé 1-2mm, d6 tim, dau & dau ngodn tay, chan.

+ Tén thuong Janeway: 1a nhitng mang dat mau hong khong dau, thiy & gan ban chan
ban tay.

+ Chdm Roth: Xuat huyét & vong mac voi diém nhat mau & gitra.

- Biéu hién khac: c6 thé gap O than, ¢ ti€u hoa va céc tai bién nghén mach.

4. Can lam sang

4.1.Xét nghiém mau

- Tang bach cdu chu yéu 1a da nhan trung tinh, ciing c6 khi giam bach cau.

- Téc d6 mau lang ting cao: thudng gip trong 80-90% trudng hgp VNTMNK.

- Protein-C phan rng tang cao ¢ giai doan dau cua bénh.

- Yéu tb dang thap duong tinh: gap ¢ ¢ bénh nhan bi lau ngay.

4.2. Xét nghi¢m nwéc tiéu: c6 hong ciu va Protein niéu.

4.3. Ciy mdu

Gitp chan doan xac dinh. Can phai ciy trong cd moi truong ky khi va ai khi. Ciy mau 4-6
lan/ngay c6 thé thay vi khuén trén 95% truong hop néu bénh nhan chua dung khang sinh.
Thoi gian nudi cay phai kéo dai trén 2-4 tudn. CAy méau 4m tinh thuong gip & bénh nhan da
dung khang sinh trudc.

4.4. Siéu am tim

Siéu am 2D cho phép xac dinh chinh x4ac vi tri, kich thudc va tinh chét di dong cua sui. Hién
nay siéu am qua dudng thuc quan c6 thé phat hién sui trong 75-95% cac truong hop

5. Chan do4n

Nam 1994, Durack va cong su dua ra mot tdp hop nhitng tiéu chuin chian doan mdi
goi 1a tiéu chuan Duke.

5.1. Cdc tiéu chudn chin doin VNTMNK

5.1.1. Tiéu chudn chinh

- Cdy mau dwong tinh: Trong 2 1an cdy mau riéng biét, phan 1ap duoc vi khuan dién
hinh trong VNTMNK nhu: Streptococcus Viridans, Streptococcus Bovis, nhém
HACCEK?*, hodc (trong truong hop khong thidy 6 nhidm khuin khoi diém) phan lap
duogc tu cdu vang hodc Enterococcus.

- C6 bang chung cua ton thuong ndi tim mac trén siéu 4m tim

+ Hinh anh manh sui di dong 1at phat trén van tim, cin van, hodc

+ Hinh anh 6 ap-xe (6 trong tim) hodc

+ Su bong rdi ctia mot phan van nhan tao, hoic

+ Ho van tim mdi xay ra.

5.1.2. Tiéu chudn phu

- Tién sir: ¢6 bénh tim tir trude hodc ¢ tiém chich ma tay.

- S6t: > 380C.

- Biéu hién mach mau: C6 Itrong cac dau:tic mach, nhoi mau phéi phinh mach

nam, chdy mau nio, xuat huyét vong mac, ton thuong Janeway.

- Hién tugng mién dich: C6 mét trong cac biéu hién nhu: viém cau than, ndt Osler,
du hiéu Roth, yéu t6 dang thp (+).

- Bang ching vi khuan: Ciy mau (+) nhung khong dap ung ding tiéu chuan chinh da
ndi ¢ trén, hodc co bang chiung huyét thanh vé mot nhiém khuan dang

tién trién do mot vi khuan thuong gip cia VNTMNK.

- Siéu am tim: Nghi nhiéu dén hinh anh cia VNTMNK nhung khong dap ung di nhu phan
tiéu chuén chinh di néu trén.

5.2. Tiéu chuén Duke chan doan VNTMNK
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5.2.1. VNTMNK chac chdn

- Tiéu chuin mo bénh hoc

+ Vi khudn: tim thay vi khuan gy bénh tur viéc nudi cay hodc xét nghiém khéi sui ¢ trong
tim, khoi sui lam tic mach, hay tir 6 ap-xe trong tim.

+ Tén thuong giai phau bénh: c6 khdi sui hay 6 ap xe trong tim.

- Tiéu chuén 1am sang (theo sy xac dinh & muc 5.1): Néu c6 2 tiéu chuén chinh, hoic
1 tiéu chuén chinh va 3 tiéu chuin phy, hoac 5 tiéu chuin phu.

5.2.2. VNTMNK c¢é thé: Co6 nhitng d4u hiéu phu hop véi VNTMNK tuy chua du chan
doan xac dinh nhung cling khong “loai tru” duoc.

5.2.3. Tiéu chudn logi trir VNTMNK :Khi

- Pi tim dwgc mot chin doan chic chin khac giai thich dwgce cac triéu chung (ma
trudc day nghi la do VNTMNK), hodc

- Méi diéu tri khang sinh < 4 ngay cac triéu chirng da bién mat, hoic

- Khong tim thdy bang ching ton thwong cua viém ndi tAm mac khi phau thuat hay
mo tir thi sau khi diéu tri khang sinh < 4 ngay.

6. Tién trién va bién ching
6.1. Tién trién: Ty 18 tir vong tai bénh vién rat cao tir 12-20% VNTMNK trén van tu nhién va
dén 50% trén van nhan tao. Tién trién theo 3 kha ning sau
- Lanh hoan toan khong c6 ton thwong chirc ning van tim,
- Téi phat,
- Suy tim ning khong hdi phuc lién quan dén tén thuong néng cua van tim.
6.2. Bién chirng: cic bién ching cia VNTMNK rat thuong gip va thuong rat nang.
- Céc bién chung tai tim: Suy tim tién trién, tic mach vanh, ap xe trong tim...
- Bién chimg ngoai tim: thuong do cac cuc mau doéng hodc mang sui bong ra gy tic mach &
cac tang: tai bién mach ndo, nhoi mau than, viém xuong viém khép...

7. Piéu tri
7.1. Piéu tri nji khoa
7.1.1. Nguyén tac ding khdng sinh
+ Dung sém ngay sau khi cdy mau.
+ Phai dung khang sinh diét khuan.
+ Dung liéu cao dé dat ndng d6 hiru hiéu bén trong manh sui.
+ Nén dung dudng tinh mach, chia nhiéu lan trong ngay.
+ Lya chon khang sinh c6 tic dung tdi wu trén co sé nhiing két qua xét nghiém
(néu c6) vé:cdy mau, khang sinh d5(KSP), nong d6 @c ché téi thiéu va nong do
diét khuan tbi thiéu cua mdi khang sinh dé diéu chinh liéu phu hop.
+ C6 thé phdi hop khang sinh.
+ Thoi gian dung khang sinh kéo dai it nhat 4-6 tuan dé dam bao tiét tring sui va
ngin tai phat. Riéng vdi nhom Aminoside, thoi gian diéu tri néi chung khong nén qua
2 tuan.
+ Néu cay mau (+) kéo dai phai thay khang sinh hoac thém khang sinh khac.
7.1.2. Piéu tri cu thé
-biéu tri theo KSP, néu chua c6 KSP hoic cdy mau (-) can chon khang sinh theo
tung co dia cu thé. o

Bang tom tat dicu tri khang sinh trong VNTMNK (Nelson 2000)

Nguyén nhan Khang sinh Li¢u lrgng Tiém ;;::
Streptococcus 1. Penicillin G 200.000-300.000dv/kg/ngay ™ 4-6 tuan
viridans, S.bovis chia 4 lan(khéng vuot qua 20
MIC < 0,1pg/ml Hodc triéu dv/ngay) .

2. Penicillin G Nhu 1 ™ 2-4 tudn
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+ Gentamicin 3-7,5 mg/kg/ngay chia 3 lan ™ 2 tudn
S.viridans,bovis | 3. Penicillin G 4-6 tuan
MIC > 0,1pg/ml + Gentamicin Nhu 2 ™ 2 tuan
S viri 4. Penicillin G Nhu 1 ™ 4-6 tuan
.viridans o
Enterococcus(S.b Hoag e . 3 3
. . 5. Ampicillin 300 mg/kg/ngay chia 4-6 lan ™ 4-6 tuan
ovis, S.fecalis) A . \
MIC >0,5 pg/ml o (khong qué 12g/ngay) .
’ + Gentamicin Nhu 2 ™ 4-6 tuan
S.viridans, 6.Vancomycin 40;60 mig/kg/ngéy chie} 2-3 ™ 4-6 tuin
L, lan(khong qua 2g/ngay)
S.bovis (di tng ..
v6i Penicillin) | Foentamicin Nhu 2 T™ | 4-6 tudn
néu d¢ khang
7. Nafcilin 200 mg/kg/ngay chia 4-6 1an ™™ | 6-8 tuan
Tu cdu vang hoac Oxacillin (khoéng qua 12 g/ngay)
+ Gentamicin Nhu 2 ™ 2 tuin
8.Vancom T 6-
Tu cdu vang ycin Nhu 6 M 8 tuan
khang Methicillin +Cotrimo 50mg/kg/ngay chia 3
, di ung Penicillin xazole (khong qué 2 g/ngay) T 4-
M,U| 8tuin
Tu cau vang(van | 9. Nafcilin Nhu 7 ™ 6-8 tuin
nhén tao) nhay + Gentamicin Nhu 2 ™ 2 tuan
cam Methicillin | 10. Rifampin 10-20 mg/kg/ngay chia 2 lan U 6 tuan
(khéng qué 600 mg/ngay)
Tu cau vang (van | 11.Vancomycin Nhu 6 ™ 6-8 tuan
nhan tao) khang + Gentamicin Nhu 2 ™ 2 tuan
Methicillin + Rifampin Nhu 10 U 6-8 tuin
Tu cu tring 12. Vgncomycin Nhu 6 ™ 6-8 tu::?m
j + Rifampin Nhu 10 U 6-8 tudn
Hemophilus 13. Ampicillin Nhu 5 ™ 4-6 tue:”m
+ Gentamicin Nhu 2 ™ 2-4 tuan
Cay mau am tinh | 14. Vancomycin Nhu 6 ™ 6-8 tuan
sau phau thuat + gentamicin Nhu 2 ™ 2-4 tudn
15. Nafcilin hoic Nhu 7 TM | 6-8 tudn
Cay méau am tinh Vancomycin Nhu 6 ™ 6-8 tuan
khong phau thuat + Gentamicin Nhu 2 ™ 2-4 tuin
+ Ampicillin Nhu 5 T™ | 6-8 tuan
MIC: ndng d6 tc ché tdi thiéu; TM: tinh mach; U: udng

VNTMNK do ndm: ding Amphotericin B 1liéu 0, 5-1,2 mg/kg/ngay, tong lidu

khoang 20-50mg/kg. nhung ty 1¢ thanh cong rat thip vi vay cén phai phéi hop voi
phiu thuat thay van thi méi hy vong viéc diéu tri c6 thé c6 két qua duoc.

7.2. Piéu tri ngoai khoa

Khi nhiém tring khong kiém soat dugc, VNTMNK do nim, tinh trang huyét dong
x4u(suy tim khoéng hoi phuc) do pha huy van, bong van nhan tao.

7.3. Diéu tri khdc

Diéu trj triéu chﬁng(diéu tri sot, suy tim, thiéu mau) diéu tri 6 nhiém trung, loai bo
dudng vao cua vi khuén.

7.4. Piéu tri dw phong

Thubc dugc khuyén cao hién nay 1a Amoxicillin nho sy hap thu tét bang duong udng,
c6 ndng d6 trong huyét thanh cao va duy tri 1au hon Penicilline V. Amoxicillin dwoc
cho 1 gid trude khi lam tha thuat va 1dp lai 6 gio sau 1am thu thuat, néu khong udng
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duoc c6 thé dung duong tiém. Khi di Gng véi Penicillin c6 thé thay bang
Eyrthromycin hodc Vancomycin.

- Céc dbi twong can dung khang sinh du phong: ngudi mang van nhén tao, cic bénh
tim bam sinh (trtr thong lién nhi), cdc phau thudt tim tam thoi, bénh van tim do thép,
Tién st VNTMNK.

- Céc thu thuat can du phong: thu thudt & ring miéng gdy chay mau, thu thuat gay tén
thuong niém mac hé hap, niéu-sinh duc va dudng tiéu héa...
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VIEM KHOP DANG THAP THIEU NIEN

Muc tiéu

1. Trinh bay dich té hoc, nguyén nhdn va yéu té nguy co ciia bénh
2. Phdn biét cdc thé lam sang va nhitng bién chitng.

3. Néu dwoc nguyén tic diéu tri va cach phong bénh .

4. Huwong dan céc ba me cach cham séc tré bénh.

1. Dai cwong
Sau hoi nghi qudc t& Nhi khoa 1977, viém khép dang thap thiéu nién ( VKDTTN) 1a danh tir
duogc thong nhat dung dé chi tat ca nhitng bénh viém khép man tinh & tré em dudi 16 tudi.
Day 1a bénh viém bao hoat dich khong sinh mii man tinh, két hop v61 mét s6 biéu hién ngoai
khép . Bénh con dugc goi 14 viém khop man tinh thiéu nién, bénh Still, Chauffard -Still, viém
khop thiéu nién.
Vé ban chat, VKDTTN gidéng VKDT ngudi 16n nhung khac & kleu phan ung lam sang.
- VKDTTN thudng d¢é lai di chting teo co ctimg khdp, viém mdng mat gy tan tat sudt doi cho
tré, 1a ganh néng cho gia dinh va xa hoi .
- Trong diéu tri : vi bénh kéo dai man tinh nén can nang do vé mit tinh than d6i v&i bénh nhi.
Can quan tam dén viéc hoc hanh, phuc hdi chire nang, tai gido duc va chinh hinh.
2.Dich té hoc :
-VKDTTN it gip hon bénh thap khop cap.
- Lira tudi : 2 - 15 tudi
- Gi6i : nit nhiéu hon nam.
- Tan sudt mac bénh : 0,2 °/oo ( Anne - Marie Prieur, 1994 )

0,16 - 0,43 °/oo ( Pachman va Poznanski , 1993 )
- Mua : quanh nam
- Ty 1& bénh méi méc : Michigan : 65 /100.000
Mayo Clinic : 13,9 / 100.000
Phan lan : 8 - 19/ 100.000 ( Theo James T. Cassidy 1995 )
- Ty 18 méc bénh giita cac thé 1am sang
Phép : Thé da khép : 30 %, Thé it khop : 50 % ,Thé hé thong 20 % ( Theo Isabelle Koné -
Paut , 1994 )
My : Ty 1€ 35-45-20 % ( Nelson, 2000 )
3. Nguyén nhan va yéu té nguy co
3.1. Nguyén nhan
Hién nay, van chua r6 nguyén nhén gay bénh VKDTTN . Thuong khoi phat 1am sang sau mét
nhiém trung cap hodc sau mot chan thuong thyc thé & khop. C6 hai gia thuyet
- Bénh do nhiém Mycoplasma : Chua duoc cong nhan mic du da tim thdy Mycoplasma trong
mau mot sd bénh nhi.
- Bénh do phan tng qua man hoic phan ing ty mién dich ddi vOi mot tac nhan gy bénh
khong rd . Thuyét nay dugc nhiéu nguoi chap nhan vi nho nhimg tién bo vé mién dich hoc da
gitip nguoi ta giai thich duoc co ché ty mién cta bénh du chua day du:
+ Yéu t6 dang thap co6 thé do duoc trong mau bénh nhi.
+ Phirc hop mién dich ( Yéu t6 dang thép + Ig ) 1am kéo dai tinh trang viém mang hoat dich
man tinh.
+ Luong b6 thé trong mau bénh nhi giam trong giai doan viém cap.
3.2. Yéu t6 nguy co
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- Suy giam mién dich .

- Yéu t gia dinh : VKDTTN thé it khép type I thuong xay ra & anh em rudt

- Yéu t6 di truyén : Bénh co lién quan dén nhitng tré c6 nhom mau hé HLA -DR4, HLA
-DRS, HLA -B27...

4. Giai phiu bénh

VKDTTN dic trung bdi viém bao hoat dich khéng sinh ma méan tinh V& mat vi thé, ¢6 hién
tugng phi, xung huyét va thim nhidm bach ciu, tuong bao trong to chirc ctia bao hoat dich .
Nhiing chd phong ctia bao hoat dich day 1én, hinh thanh cic mao trang 1an vao cic khoang
khép, lugng dich khép ting. Bao hoat dich 14n mai vao khoang khdp giy nén cac sun khop bi
gim mon va pha hity dan . T6 chirc bao hoat dich cudi cing 1an diy vao khoang khép, 1am
hep khoang khép, xo cliing va dinh khép.

Nhimng thay d6i som nhat gom phii quanh khép va tran dich kh6p nhe, viém bao hoat dich,

loang xuong va hinh thanh xwong méi quanh xuwong co thé xdy ra ngay sau khi cac khop bi
viém. Cac gin, bao gin, va co ciing bi viém. Cac ndt dang thip gdm chit to huyét va cac té
bao viém man tinh bao quanh, it gap ¢ tre¢ em. Mang phoi, mang tim, mang bung ¢ thé bi
viém to huyét khong déc hiéu. Cac ban dang thip xudt hién do mot s té bao viém bao quanh
cac mach méau nho cia to chirc dudi biéu mo .

5. Cac thé 1am sang

C6 ba thé 1am sang :

5.1.VKDTTN thé hé thong : Con goi 1a thé bit dau cap, co biéu hién ndi tang, bénh Chauffard
Still.

5.1.1. Lam sang : Gap & la tudi 5 - 7 tudi, thyc té 1 - 2 tudi, khoi phat cap tinh

- Toan than :

+ Sbt cao dao dong kéo dai

+ Mét moi kém an , géy sut nhanh

+ Da xanh, hdc hac

- Tai khoép :

+ Céc khép bi viém : co tay, co chan, gbi, khiiyu, khop ngon, it thay viém khép hang va
khong cé biéu hién & cot séng.

+ Cac khop sung, nong, dau, it d6. da bén ngoai phii né, c¢6 thé co tran dich khép .

- Biéu hién ngoai khép :

+ Da : ban do, thuong gap, c6 tinh chat dic hiéu. Do la nhing ndt, cham mau hong trén mat
da, khong dau, khong ngtra, xuat hién nhiéu luc sdt cao trong ngay rdi mat dan sau vai gio,

ban thuong xuat hién ¢ than minh, t& chi nhat 13 1ong ban tay, ban chén.

+ Gan, lach, hach : Gan hoi to, it r6i loan chirc nang gan . Lach mép mé bd suon. Hach to, noi
O néch, ben, to vira, khong dau.

+ Viém mang ngoai tim voi dau ngyc, tim to, lugng nude it trén siéu am. Dién bién da sb lanh
tinh. Viém co tim hiém gip va khong viém noi tim mac.

+ Viém mang bung, mang phdi : c6 thé gip, siéu am c6 lugng nudc it.

5.1.2. Can lam sang :

- CTM : HC giam nhe, BC tang hodc giam.

- VSS tang, fibrinogene tang.

- Xét nghiém mién dich 4m tinh .

- X-quang xuong khop binh thuong

5.1.3. Tlen trlen bién chu’ng, tién liwong :

Bénh tién trién tung dot, moi dot vai tuan dén vai thang, theo ba cach

- Sau vai dot roi khoi khong dé lai di chung.

- Kéo dai vai nam, thua dan roi khoi, ¢6 thé dé lai di chimg & khop.



Viém khop dang thap thiéu nién 32

- Mot s6 truong hop ning dan roi tir vong vi cac bién ching ( suy tim, suy than do nhidm tinh
bot ).

5.2. VKDTTN thé da khop

5.2.1. Lam sang :

- Toan than : S6t nhe kéo dai, mét moéi kém an gay sut

- Tai khép : da s6 bat dau tir mot khép, sau d6 phat trién sang khop khéac, ddi ximg, sung dau,
phii né, c6 thé c6 tran dich khép gbi, hay gap khép cd tay, co chan, gdi, khuyu. C6 ba vi tri
viém dua dén dau hiéu dic biét :

+ Viém khop hang : Bénh nhi khong di lai duoc

+ Viém khép thai duong - ham : Ham dudi kém phat trién tao nén vé mat nhu "mit chim
"( cam lem vao, ham dudi tut ra sau ).

+ Viém cac dot séng c6 gay di ching dinh cac dbt sdng ¢ tu thé dwa ra phia trude .

- VKDTTN thé da khdp co6 hai phan nhom :

+ Thé da khép voi yéu t6 dang thap 4m tinh: Chiém ty 1& 20-25 %. gip ¢ moi lira tudi, nix
nhiéu hon nam. N6t dang thap hiém gip, tién luong nhe

+ Thé da khép o yéu té dang thap duong tinh chiém ty 1& 5-10 %. Thuong gip & tré 16n > 8
tudi, nit nhiéu hon nam. Khoi bénh cham, viém khép nang, kém viém mach méu va cé ndt
dang thap

5.2.2. Can lam sang :

- CTM : HC giam, BC tang hoac giam .

- VSS tang

- Fibrinogene ting.

- Dién di protéin : Albumin giam, Globulin tang

- Xét nghiém mién dich :

+ Waaler -Rose : duong tinh >1/32, gap 10 % truong hop .

+ Khang thé khang nhan : duong t1nh 0:

75 % VKDTTN thé da khép co yeu to dang thap duong tinh.

25 % VKDTTN thé da kh0’p c6 yéu tb dang thép 4m tinh.

- X quang : giai doan dau c6 hinh anh mat voi & ddu xuong va can quang & phan dau quanh
khép. Sau mot thoi gian xudt hién hinh anh khuyet nhé hoac bao mon xuong & phan tiép xuc
giita sun khép va dau xwong, hep khe khép. Cudi ciing, hity hoai phan sun khép va dau xwong

5 .2.3. Tién trién : Lau dai , ting dan dua dén dinh va bién dang cac khép, teo co nhiéu

5.2.4. Bién chung : Co thé kém phat trién, nhiém amyloid ¢ cac ndi tang, it bi viém méng mat,
nhiém khuén.

5.3. VKDTTN thé it khép : Toén thuong dudi 4 khép, ¢ 2 type :

5.3.1. Lam sang

- Thé it khop type I: la thé bénh thuong gap nhét, chiém ty 18 35 - 40%. Bénh khoi phat som,
duéi 4 tudi, ni mac nhiéu hon nam. Tén thuong ban dau ¢ cac khép 16n nhu: khop g6i, ¢
chan, khuyu, c6 tay. Rat it khi ton thuong cac khop nho, khop hang va cot song. Néu chi viém
mot khép thi thuong 1a khép goi, khép sung dau nhung van di lai van dong dugc. Chan bén
bénh thuong dai hon chan bén lanh ( do ton thuong viém kich thich sun noi tang hoat dong ).

- Thé it khop type 11 chlem 10 dén 15 % tong s0 VKDTTN , khoi bénh trén 8 tudi, nam mac
bénh nhiéu hon nit, c6 yéu t6 gia dinh, thuong ton thuong cac khép & 2 chan. Cac khép ban
ngodn va khép thai duong - ha hiém gip hon.

5.3.2. Can ldm sang

- Xét nghiém mau va sinh hoa binh thuong, vss c6 thé ting .

- Khang thé khang nhan duong tinh: 90% thé it khop type 1.
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- Dich khop: biéu hién viém khong dac hiéu, van duc d6 sanh giam, dong cuc mucin kém,
chtra nhiéu protein, té bao > 5000 BC/mm?, da s 1a da nhan trung tinh. luong dudng va luong
b6 thé binh thuong hodc thip.

- Té bao hat nho ( Ragocyte ): do phirc hgp KN - KT bi BC da nhan thuc bao. Néu trén 10%
tong sb té bao trong dich khop thi nghi nhiéu dén VKDTTN .

- X-quang: dau Xuong mét chat voi, khe khép hep, sun khép bi an mon , dién khép mo.

5.3.3. Tién trién

80% trudng hop tu gidi han, du ton thuong & khdp c6 bi tai phat va viém man tinh ciing it khi
bi huy hoai khop, chi bi di ching nhe ¢ khop: han ché cur dong, chan dai chan ngan, nhung
thé it khép thuong bi bién chung ¢ mat. Khoi dau vai do mat, dau, s¢ anh sang, giam thi luc,
c6 thé dé lai di ching nang né nhu viém dinh mong mat, xo hoa duc gidc mac, duc nhan mat,
glaucome. Nhiing bi¢u hién & mat cé thé kin d4o, dé bi bo qua.

6. Chan doan :

VKDTTN duge chan doan khi c6 :

- Viém khép kéo dai trén 6 tuan.

- Sau khi da loai trir cac bénh khop khac.

7. Chan do4n gian biét

7.1. Viém khép nhiém triing : c6 hoi chimg nhiém tring va tiéu diém nhiém tring.

- Hemophilus - Influenzae: dudi 4 tudi

- Gonococcus: trén 10 tudi

- Tu céu : Moi ltra tudi.

7. 2. Thép khép cdp: Chan doan dya vao tiéu chuin caa Jones.

7.3. Lao khdp:Dua vao tién st tiép xtic nguodn lao, dich khop, x quang khop

7.4. Viém khop do siéu vi: Dua vao 1am sang, dich khéop

7.5. Pau khép trong cdc bénh mdu : Leucémie cap, Scholein Henoch, Hémophilie. ..

8. Diéu tri

Bénh tién trién kéo dai khong nhét dinh, khong co diéu tri dic hiéu.

8.1. Nguyén tic diéu tri

- Giir gin t6t chirc ning van dong cua khép, duy tri stc co bang cach lam giam viém tai khop,
diéu tri bang 1y liéu phap.

- Ngin ngira va xu tri cac bién ching toan than.

- Kich thich tang truéng va phat trién binh thuong.

- Chu ¥ tac dung phu cia thudc chdng viém

- Nang d& tinh than bénh nhi, gido duc gia dinh tré biét cach chdm soc, dinh dudng va luyén
tap.

- Can c6 su phoi hop chic ch& nhiéu chuyén nganh : Béc si chuyén vé khép, BS nhin khoa,
BS phau thuit chinh hinh , BSdinh dudng, BS tdm 1y, chuyén vién vat 1y tri liéu, nhom cong
tac xa hdi va quan trong nhat 14 bénh nhi va gia dinh tré. Qua trinh diéu tri 1au dai, doi hoi su
hop tac tich cuc cta bénh nhi va gia dinh méi c6 két qua kha quan.

8.2. Thuéc

Céc nhém thude duoc dung trong VKDTTN :

8.2.1. Khang viém khong phai steroid ( AINS ) :
- Aspirin
La thudc duge chon dau tién vi kha ning giam sbt, chong viém, an toan khi st dung lau dai,
dé kiém va ré tién nhat.

+ Liéu ding : 100mg/kg/ngay du dé duy tri ddm do6 trong méau tir 20-30mg/100ml d6i véi tré
dudi 25kg. Tré 16n trén 25kg : 2,5 - 3,6g/ngay.

+ Cdch ding : Chia 4 -6 1an, udng trong hoic bira an.
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+ Két qua diéu tri : Phai vai tuan dén vai thang. Nhit 13 tridu ching s6t chi dap ung sau 3-4
tudn diéu tri.
Aspirin : thoi gian diéu tri, liéu tdn cong X 2 tuan
Néu 1am sang giam, giam liu > 60mg/kgP/ngiy X 2 tuin
- 30mg/kgP/ngiy X 2 tuin
- 10mg/kgP/ngay X 2 tuan.
+ Ngé déc : giy toan chuyén héa ting Aceton mau & tré nho hodc gay kiém ho hip ¢ tré 16n
do tac dung cua Aspirin 1én vung dudi ddi, biéu hién: sbt, dau bung, non, mét nudc, kich
thich, n6i nham, mat dinh hudng, U tai, diéc, co giat, hon mé.
+ Tac dung phu :
Hoi chung Reye : Bénh ndo cép voi tang ap luc so ndo va thoai hoa gan, biéu hién : ndn, noi
sang, lo mo, gan 16n, rdi loan chirc ning gan, NH; mau tang, dudng mau giam
Viém loét da day, xuat huyét tiéu hoa .
Réi loan déng mau, TC kéo dai
Viém gan, transaminase/ huyét thanh ting.
+ Chong chi dinh :
Réi loan dong mau : Hémophilie, Von Willebrand, dang ding thubc khang déng.
Huyét tan .
- Tolmétin sodium
+ Liéu déu tién 15 mg/ kg/ ngay, tang Smg /kg /ngay mdi tuan t6i khi ¢6 hiéu qua, licu t6i da
30 mg/ kg/ ngay, chla 3 1an udng lc no .
+ Phan Gmg phu : ri loan tiéu héa, ting transaminase, viém loét da day, huyét tan.
- Naproxeéne
+ Liéu khoi dau : 10 mg/ kg/ ngay
+ Liéu tbi da : 1 g/ 24 gio, udng lic no.
+ Phan mg phu : ndi mén, viém da day.
- Ibuprofene
+ Liéu 30 mg/ kg/ ngay
+ Liéu ti da : 70 mg/ kg/ ngay udng lic no.
+ Phan Gmg phu : giam bach cau, huyét tan
8.2.2. Céc thuéc khdc :
Néu bénh nhi khong dap ung véi dicu tri bang Aspirine, hodc cic thudc khang viém khong
phai steroide ( AINS ) (3 - 6 thang ), can cho cac loai thudc khac. Viéc chon lua thude tiy
thudc cac trung tam diéu tri, cac diéu tri thr co kiém tra chua dugc thyc hién & tré em. Céc
thudc nay gay phan tng hon Aspirine, gdm c6
- Hop chit cta vang
+ Auraofin : 0,1 - 0,2 mg/ kg/ ngay, t6i da 9 mg/ kg/ ngay X 6 thang .
Tac dung phu : tiéu ra protéine, viém miéng, viém da.
+ Aurothioglucose va Sodium Aurothimalate :0,75-1 mg/ kg/tudn TB X 6 thang. Sau d6 2
tuan X 3 thang
Va 3 tudn X 4 thang.
Tac dung phu : nglra, viém mi¢ng, tiéu ra protéine, viém cau than, giam bach cau, giam tiéu
cau, dong mau rai rac ndi mach
- Hydroxychloroquine
Liéu 6 mg /kg /ngay chia 3 lan, udng lic no.
Tac dung phu :Viém da, viém da day, lo au, mat ngu, 16i loan thi giac, ton thuong vong mac
khong hoi phuc, mu.
- D-Pénicillamine
Liéu 5 - 10 mg/ kg/ ngdy X 12 thang
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Tac dung phu : viém da, giam bach cau, giam tiéu cau, rdi loan thi giac, viém than.

- Méthotrexate ( gdy doc té bao )

Liéu 10 -15 mg / m2 da /tuan, ubng 1 1an mdi tudn X 3 - 6 thang

C6 thé phdi hop véi Prednisone luc bét dau diéu tri, sau d6 giam va ngung Prednisone.

Khong nén phdi hop véi AINS

Tac dung phu doc cho than kinh, than wc ché tuy, viém da day, Xuét huyét ti€u hoa, viém da,
viém gan .

8.2.3. Gluco - corticoides

Khong c6 chi dinh trong diéu tri 1au dai vi :

- Thudc khong ngan can dugc su tién trién viém khép, khong lam lui bénh han.

- Néu giam lidu thi céc triéu chung xuét hién lai .

- V6i liéu diéu tri, thude 1am giam hoat dong cua thuong than 1am cham 16n va giy cac bién
chimg nhu : hoi chimg Cushing, xuong mat chét voi, hity hoai sun khép, xuat huyét tiéu hoa .
Gluco - corticoides chi dugc dung trong truong hop :

+ VKDTTN thé hé thong khong dap tmg diéu tri voi Aspirine

+ Viém mong mat thé mi khong lanh véi diéu tri stéroides tai chd.

Nén dung Prednisone 13 loai Gluco - corticoides c6 nira doi séng trung binh, ¢ tinh khang
viém cao, it trc ché tuyén yén, it gitt mudi va nudc .

Lidu dung : 1 - 2 mg/ kg / ngdy.

Vién dé dung Gluco - corticoides tai chd : truéc day nhiéu y kién chuyén khoa khong nhét tri
khi diéu tri Gluco - corticoides tai chd nhu tiém vao 6 khép va vao phan mém quanh khop vi
cho rang chi c6 hi¢u qua tam thoi, dé gdy nhiém tring khép, dinh khép, teo co va hoai tir vo
khuan tai 6 khép .

Hién nay, theo James T. Cassidy , néu sau khi diéu tri toan than ma van con vai khoép bi viém,
dau nhiéu anh huéng dén chirc ning van dong ciia khép thi co thé dung Triamcinolone hay
Dexaméthasone tiém vao 6 khép hodc ving co quanh khép véi lidu 20 - 40 mg mdi khép .
Chu ¥, phai bao dam vo trung tuyét d6i, mdi khdp khong duoc tiém qua 3 lan .

8.3. Vat Iy tri liéu

Rét can thiét dé duy tri va ting thém van dong, truong luc co & gan cac khép bénh, phong
ngira teo co. Can huéng dan cha me va bénh nhi theo ddi viée tap luyén nay dé co thé thuc
hién tai nha .

Tranh nam nhiéu & givong, tranh hoat dong qua mét va gay dau khop.

8.4. Phdu thugt chinh hinh

Dbi voi cac khép bi bién dang, dinh khép, khép mat chic nang van dong..

8.5 Kham miit

Goi tré dén bac si chuyén khoa mat kham dinh ky . Huéng dan cha me bénh nhi theo dbi va
bao cdo céc tri€u ching vé mat dé kip thoi diéu tri .
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BENH BACH CAU CAP TRE EM

Muc tiéu

1 Néu duwgc dic diém dich té hoc lam sang, nguyén nhan va phdan logi bénh bach cau cdrp o
tré em.

2 Trinh bay vé ddc diém ldm sang va cdn lam sang, tién trién va bién chitng ciia bénh bach
cau cdp

3 Néu dwoe nguyén tic va phac do diéu tri bénh Bach cau cdp.

1. Dich té hoc

Bach cau cép ( Leucemi cip : LA ) 1a bénh ung thu thuong gap ¢ tré em, chiém khodng 33%

cua bénh ly dc tinh trée em . Leucemi cap dong lymphé ( Acute lymphoblastic leukemia :

ALL) chiém 77 % truong hop voi tudi hay gip 1a 4 tu01 Leucemi cép dong tuy (Acute

myeloid leukemia :AML ) chiém 20 % cua leucemi , tn xudt khong thay ddi tir khi sinh dén

10 tudi, gia ting mot it trong thoi ky tré 16n hon 10 tudi . Leucemi man hau hét 1a dong tuy,

con leucemi mén dong lymphd rat hiém gip & tré em. Tan xuat hang nim cia leucemi & My

14 42,1/ 1 triéu tré da tring va 24,3/ 1 triéu tré da den . Tai khoa Nhi Bénh vién TW Hué hing

nam c6 khodng 20 dén 30 truong hop méi duoc chan doan.

2. Sinh 1y hoc ciia sinh san té bao

Bénh Leucemi cap 1a mot bénh "khéi u nude" vi té bao 4c tinh nam réi rac khap co thé: trong

mau, tuy xuong, hach, lach, gan, than (tém nhuan bach cﬁu).

Sy lan tran té bao ac tinh leucoblats dan dén 2 hau qua :

- Ching ta phat hién dé dang bang xét nghiém mau va ty.

- Chan doan thudng mudn : qua nhiéu t& bao leucoblast : 109 té bao # 1gr (1012 té bao = 1
kg).

3. Pong hoc té bao

3.1 Bang déng vi phong xa, méi té bao khi phén chia déu qua 4 giai doan
- Giai doan G1 (ler grap) : ky nghi hau phén chia.

- Giai doan S (synthese) : tor 2 NST (4 NST.

- Giai doan G2 (2er grap) : ky nghi trude phan chia nhan.
- Giai doan M (mitose) : phén bao .

3.2 Thoi gian mét chu ky phén chia thay déi tiy loai té bao va logi té chikc
-T¢ bao mau : té bao rat hoat dong c6 chu ky phan chia 24 - 48 gio. Trong co thé, & mot thoi
diém nhét dinh, cac té bao khong & trong cung mdt giai doan cua chu ky : G1, S, G2, M
- Céc té bao Leucoblats c6 chu ky hoat dong manh hon va ty 1¢ t& bao giai doan G1 nhiéu.
Trong cac bénh ac tinh, nguoi ta thuong tinh thoi gian tang do6i cua khéi u : thoi gian nay phu
thudc vao hoat dong chu ky té bao. Tuy vay con nhidu yéu t6 anh hudng dén su phét trién
khéi u : thiéu oxy (that dong mach gan) lam keo6 dai thoi gian tang do1, phan ing cua co thé .
3.3 Nhw viy Leucemi cép la bénh khoi u lan tran nhanh, thoi gian tang doi ngin, do dé
- Chi ¢6 hoa hoc diéu tri méi c6 kha nang lam giam té bao 4c tinh.
- Phai dung da hoa hoc diéu tri dé cho mét loai thudc tac dung vao mdi giai doan té bao ac
tinh.
- Bénh nhan dé b bién ching suy tuy khi diéu tri tan cong.

4. Phan loai bénh Leucemi cip
Dua vao tinh chat hinh thai hoc va hoa hoc té bao, nhom hop tac Phép, Anh, My (FAB) chia
ra 2 thé chinh d6 14 : Leucemi cap dong tiy va Leucemi cip dong lympho
4.1 Leucemi cip dong tiiy

L.A dong tuy | Hinh thai hoc Héa hoc té bdo

Ml Nguyén tuy bao khéng cé su trudng thanh POX (Peroxidase)
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M2 Nguyén tiy bao cung voi su truéng thanh POX
M3 Tién tuy bao POX
M3T Tién tay bao trong tay, bach cau don nhan khong dién | POX

(thay d6i) hinh trong méu

POX, NASDA

M4 Tay bao + bach cau don nhan (ester aphthol
ASD)

M4Eo Vi taing BC eosine POX, NASDA

M5a Nguyén bach ciu NASDA (POX)

M5b Tién bach cau don nhén NASDA (POX)

M6 Nguyén hdng ciu trong tuy xwong > 30% cua té bao non | PAS (Acid
periodic Schiff)

M7 Nguyén té bao khong 16 > 30%. NASDA

4.2 Leucemi cdp dong lympho : FAB 1976
- L1 : kich thu6c nho, nhan déu dan, hat nhan khong rd, nguyén sinh chét it. Tré em hay gip
nhat .
- L2 : kich thuéc to, phan bb khong dong déu, gip nhiéu hat nhan 16n. Ty 1¢ nhan / nguyén
sinh chat khong dong déu. Thé da dang gip ¢ nguoi 16n.
- L3 : Té bao kich thudc to va dong déu. Nhan déu din. Nguyén sinh chét wa base manh. Thé
té bao kiéu Burkitt.
5. Nguyén nhén ciia Leucemi cip
Nguyén nhan hién nay van con chua ro , 6 nhitng gia thiét :
5.1. Do siéu vi trung
- Phén 1ap dugc si€u vi trung gay K ¢ stc vat.
- Cac ton thuong té bao giong nhu t6n thuong do siéu vi trung gay ra.
- Cuing mot thoi diém c6 nhidu bénh nhan vao.
Thay céac thang Pong - Xuan nhiéu.
5.2. Do phong xa
- Hai thanh phé Hiroshima va Nagasaki gp 10 lan thé gi6i.
- Ngu dan vung Thai Binh Duong viung thu bom nguyén tir .
5.3.Cdc héa chit
Cong nhan nha may hoa chat nhu nha may Benzen c6 ty 18 ung thu mau cao .
5.4.Co dia
Leucemi cip dong lymph6 thuong xay ra ¢ bénh nhén suy giam mién dich ( gidm
gammaglobulin mau bam sinh ) va véi ton thuong nhidm sic thé bam sinh ( trisomi 21).
6.Biéu hién 1am sang
Bach cau cép 1a bénh ting sinh 4c tinh nhiing t& bao gdc goi 1a leucoblast : non, chua biét hoa
hoic biét hoa rat it. Sy ting sinh niy & tily xwong thé hién bang 2 hoi chimg :
Hoi chiing ting sinh u : ting leucoblast ( thAm nhiém phu tang)
Ho1 chimg suy tay : e ché sy truong thanh cta té bao mau binh thuong.
Pic diém 1am sang trong thoi ky toan phat :
6.1. S6t nhe va hi chirng nhiém trung
- S6t cao hay dao dong. Co thé tim thiy hodc khong tim thiy cac 6 nhiém khuan.
- Trong LA sdt c6 thé khong do nhidm khuan : ndm 1975 & Nhat 1y nude tiéu bénh nhén tiém
cho thé 1am thé sét.
- C6 tinh trang suy nhugc toan than.
6.2. Hpi chirng thiéu mdu
Triéu chimg c6 sém voi ddc diém 1a khong hoi phuc.
6.3. Héi chirng xudt huyét
- Nguyén nhan xuat huyét 1a do giam tiéu ciu nén c6 cac hinh thai xuat huyét nhu : cham,
mang xuat huyét. Doi khi xuit huyét mang nio, vong mac.
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- Xuat huyét c6 thé timg dot hodc kéo dai gay tir vong.
6.4. Hpi chirng thdm nhiém
Gan, lach, hach to. Hach to thuong & ¢ va dudi ham |, hoi ching tham nhiém giam ro trong
thoi gian lui bénh .
6.5. Dau xwong va khop
Dau doc than xuong dai , dau lién tyc. Khop co thé sung, nong, dau nén can phan biét voi
thap khéop cap , viém xuong
Dé chan doan sém phai cha ¥ triéu ching thiéu mau va sbt. Néu giai doan toan phat thi chan
doan de hon. Nhimng triéu ching cua thoi ky nay duoc tom tic nhu sau
Tom tic : Pung trude mot bénh nhan co tricu chimg suy sup toan théan, thiéu mau, sét kéo dai,
xuit huyét, gan - lach - hach to thi phai nghi dén Leucemi cap
7. Can lam sang
7.1. Xét nghigm mdu ngogi vi: Huyét do
- Hong ciu giam nhiéu, giam nhanh, binh sic.
- S6 lugng bach cau thay doi : tang, giam.
- Cong thtc bach ciu c6 2 kha ning :
- Nhiéu Leucoblat c¢6 khoang tréng bach cau.
-S6 luong bach cau giam, khong thiy Leucoblat nhung trong tuy phai co te bao Leucoblat.
- Tiéu cau giam < 100.000/ ml . Cac xét nghiém dong mau cam mau r6i loan tuy thudc sd
lwong tiéu cau giam .
7.2. Tiy dé
Khi nghi ngo ching ta phai cho lam xét nghiém tuy do :
- Tuy giau té bao va leucoblast ch1em 50 - 90%.
- Mot s6 it truong hop tiy ngheo té bao va leucoblast < 50% : thé oligoblastique : 2 - 3% d6i
v6i thé nay thuong chan doan rat kho do d6 phai theo doi va cho lam lai huyét tiy do sau 1
thang de. chan doan .
- Pic diém leucoblast : té bao rat non, ty 1¢ nhan / nguyén sinh chat I6n. Nhan to, nguyén sinh
chit kiém bit mau xanh ddm . C6 mét hodc nhiéu hat nhan .
- Cac dong té bao mau binh thudng nhu té bao dong hong cau, dong bach ciu trung tinh ,
dong mau tiéu cau ... giam sinh ning dwa dén 2 bénh canh : Sy ting sinh cac té bao 4c tinh va
suy tiy ning cac té bao binh thudng.
7.3. Cdc xét nghiém khdac
- bong mau toan bd.
- Pinh luong acide urique mau : ting. Do nhan bach cau thoai hoa 1am phong thich a. urique.
Vé diéu tri can két hop allopurinol dé ngin ngira soi than urat.
- Theo ddi chtrc niang gan - than vi thude doc.
- Theo ddi tinh trang nhidm tring : cdy mau tim 6 nhidm tring.
- Choc do nudce néo tuy dé phat hién tinh trang tham nhiéém cac té bao leucoblat vao mang
ndo truong hop nay chiing ta goi 1 viém mang nio do bach cau .
8. Tién trién
Trong qué trinh diéu tri bénh c6 thé lui bénh nhung diéu tri tn cong manh s¢€ dé giy bién
chtng suy tity, nhiém tring va xuat huyét vi giam 3 dong té biao mau binh thudng. Sau mot
thoi gian lui bénh, bénh tai phat tré lai voi thoi gian ngan dai tiy trudng hop. Co thé tai phat
biéu hién & mang ndo, do d6 nén choc do niroc nio tiry dé phat hién sém.
9. Bién chirng va tir vong
9.1 Chdy mau
Nao, mang ndo, co tim ...
9.2 Thiéu mdu ning
Gay thiéu khi ndo, suy tim cap, phu phoi cap.
9.3 Nhiém triing
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Nhiém tring phdi rat ning.

10. Chén doan phén biét

10.1. Vé lam sang

- Nhiém tring : Viém ni tim mac nhiém khuan, thuong han, lao...

- Xuat huyét: Werlhoff, nhlem trung huyet ndo mo cau .

- Dau xuong : Thap khép cép, viém cdt tuy xuong...

10.2. Ve huyét hoc

- Bach cau kinh : it gap, lach to, sd luong bach cdu ting cao, khong co6 khoang trong bach cau.
- Bénh ting bach cau don nhan nhidm khuin va ting bach cau trong cac bénh nhidm siéu vi
trung.

- Tang Lympho ¢ tré bi bénh ho ga.

- Phan tng gia Leucemi cap ¢ ngudi bi lao.

- Suy tuy xwong : dic biét thé giam bach cdu do d6 can lam tiry dd nhiéu 1an dic biét phai lam
sinh thiét tiy xuong .

11. Nguyén tic diéu tri
11.1. Piéu tri tén cong

Muc dich dat duoc su lui bénh hoan toan.
Tiéu chuan lui bénh hoan toan :

- Té bao non leucoblast > 5% tay xuong.

- Tang bach cau trung tinh & méau ngoai vi >1.5 x 109/1.

- Tang tiéu cau > 100 x 109/
11.2. Piéu tri ciing cé
Nhim giam hon nita s6 lugng té bao leucoblat : trong mot vai tudn.
11.3. Piéu tri duy tri
Pugc tién hanh hang thang giup cho giam té bao 4c tinh theo hinh béc thang dé tranh lam t&
liét tuy xuong va thuong kéo dai 2 - 3 nam. Cing gidng nhu cac bénh ung thu khac néu diéu
tri va song trén 5 nam thi dugc xem la diéu tri khoi bénh.
11.4. Piéu tri hé tro
- Truyén mau. Phai chuyén méu tuoi toan phan dé dem lai daiy du cac thanh phan té bao mau.
- Ghép tuy. Phu hop HLA ( khang nguyén hoa hop t6 chirc ).
- Chéng nhiém trung.

11.5. Phdc do diéu tri
11.5.1 Piéu tri BCC dong lympho (Hgi nghi Quédc té chong K) : tan cong, ciing cé, duy tri.
- Piéu tri tan cong : dung da hoéa chat voi : Vincristin, Prednosolone, L. asparaginase va
Daunorubicine.

- Piéu tri ciing ¢ : 6 M.P, Cytosin - arabinoside, Cyclophosphamide.
- Piéu trj duy tri : 6 M.P va Methotrexate trong 2 nam.
11.5.2 Diéu tri khdc
- Piéu tri dy phong cho hé than kinh trung wong dé phong céc leucoblast vao mang nio
+ Tia xa vao hdp so.
+ Bom Methotrexate, Hydrocortisone , Cytosin - arabinoside vao NNT.
- Tia xa trung that néu bénh nhan c6 u trung that.
- Ghép tiry cia anh chi em rudt qua xac dinh HLA : 15 - 20% s6ng trén 3 nam. Ghép tiy trong
lan lui bénh tht nhat séng trén 3 nam : 30 - 35%.
- Truyén méu va chdng nhiém khuan trong giai doan tin cong
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HOQI CHUNG XUAT HUYET TRE EM

Muc tiéu

1. Trinh bay duwoc cac sinh ly hoc qua trinh cam mdu, sinh ly bénh, dich té hoc cua héi chung
xudt huyét tré em .

2. Phan logi dwoc hoi chirng xud't huyét theo co ché bénh sinh va nguyén nhan

3. Mo ta dwoc cac hinh thai xuat huyét va phan tich duoc cdc xét nghiém dong mdu toan bo.
4. Chan dodn va xir tri. mgt s6 truong hop bénh xudt huyét tré em.

5. Tuw vén vé cach phong xudt huyét cho bénh nhi bi wa chdy mdu.

1. Dai cuong
Xuat huyét 1a mot triéu chimg phd bién trong nhiéu bénh do rdi loan qué trinh cAm mau. Chan
doan xuat huyét thuong dé nhung chan doan nguyén nhan xuat huyét kha phirc tap doi hoi
phai khdm 1am sang ti mi va can k§ thuat xét nghiém tham do qua trinh cAm mau day du.

2. Sinh ly hoc qua trinh cAm mau déng mau

Co ché cAm mau phtc tap. Co thé chia ra hai cach nhu sau :

Céch:

1-Giai doan thanh mach.

2-Giai doan tiéu cau.

3-Giai doan dong mau hay giai doan huyét twong :

- giai doan sinh thromboplastin

- giai doan sinh thrombin

- giai doan sinh fibrin.

Céch Il :

1-Giai doan cam mau ky dau : thanh mach va tiéu cau.

2-Giai doan dong mau.

3-Giai doan ti€u soi huyét.

2.1. Giai doan thanh mach

Khi ¢6 t6n thuong mach mau, mach mau phan xa co lai, hién tuong phan xa nay du dé lam
ngimg sy chay mau trong cac truong hop mach mau nho, nhung d6i véi cac mach mau trung
binh va 16n su co chi giam 30% khau kinh. Ngoai ra con co sy tham gia cua tiéu cau, tiéu cau
giai phong ra serotonin, adrenalin, noradrenalin ma tiéu cau da van chuyen & bé mat giup
thém cho su co mach.

2.2. Giai dogn tiéu ciu

Khi c6 ton thuong ndi mac thanh mach, tiéu cdu dinh vao t& bao ndi md va soi collagen ton
thuong. Sy dinh tiéu cAu di kém véi su bai tiét nhitng hat day cta tiéu cau (ADP, seretonin,
calcium); sy hoat hoa phospholipase mang dan dén su giai phong acide archidonique dugc
bién ddi ngay thanh endoperoxyde prostaglandine va thanh thromboxan A2. Thromboxan A2
gdy co cimg cac mach mau, bai tlet va két tap cac tiéu cau luu thong. Cung mot luc tiép xtic
véi collagen cac yéu td dong tiéu cau co hoat tinh nhu yéu to dong huyét tuong hoat héa dan
dén tao thrombine, chat nay lai lam bai tiét va két tap nhitng tiéu cu luu thong. Nhu vy tao
thanh "dinh cAm mau" hay "cuc mau trang".

2.3. Giai doan huyét twong hay dong mdu

So d6 dong méu cb dién néu 1én birc tranh déng mau gdm 3 pha :

Trong pha thir nht mot chat gia dinh goi 1a thromboplastin dugc tao thanh do phan tng giita
huyét twong, tiéu cau va chit dich cia mo.

Trong pha thit hai prothrombin chuyén thanh thrombin véi sy c6 mat cua

thromboplastin va calcium.
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Trong pha thr ba thrombin chuyén fibrinogen hoa tan thanh fibrin trong thay duoc.

So do don gian nay chi 6 yéu tb nay da phat trién rong ra dén 12 yéu té nhung quan niém vé
phan img ba pha co ban néi trén van co gid tri lon :
Pha 1: cung voi sy gia tang mot S0 yéu té ddng mdu, nguoi ta thira nhan 1 hé thdng nodi sinh
va mot hé thdng ngoai sinh.

Co ché noi sinh bao gdbm su chuyén bién men lién tiép cac dang bat hoat cua cac yéu té XII,
X1, va IX thanh dang hoat hoéa. Yéu t6 IX hoat hoéa tac dong véi yéu t6 VIIIL, yéu td 111 tiéu
cdu va canxi dé hoat hoa yéu t6 X. Yéu t6 X hoat hoa tac dong véi yéu td V tao ra chat hoat
dong goi la prothombinase, chit nay s& chuyen prothombine thanh thrombine. Co ché ngoai
sinh bao gom sy chuyen bién dang bat hoat yéu t6 VII thanh dang hoat hoa do chat
thromboplastin din xuét tir dich mo. Trong hé théng ngoai sinh yéu té VII truc tiép hoat hoa
yéu t6 X.

Pha 2 : Pha thir 2 ciia qud trinh dong mdu cé lién quan dén sw phdn tach men cia
prothrombine bét hoat thanh thrombine hoat dong. Budc ndy doi hoi yéu t II lam chét nén
cling nhu cac yéu t6 hoat hoa X, V va canxi.

Pha 3 : Thrombin tach phan tw fibrinogen thanh 4 peptide nho, boc 1o cac vi tri phan Gng
trong monomer fibrin ra. Nhitng monomer lic ndy s& ty polymer héa ca bén-bén va tan-tan dé
tao thanh fibrin. Yéu t& XIII tao thuan loi cho viéc ghép bén-bén gitra 2 thanh phz:in fibrin dé
tao cyc déng 3 mit bén viing.

Co ché dong mau tuong tac v6i cac hé thong khac nhu Kallikrein va hé thong tiéu soi huyét
(xem so do co ché déng mau).

3. Sinh 1y bénh hdi chirng xuat huyét

Xuat huyét cip co thé dan dén thiéu mau cap va suy tuan hoan cap.

Xuat huyét kinh dién bénh nhi c6 thé chiu dung t6t hon xut huyét cap.

4. Dwgc ly ciia mot s6 thude caAm mau dong mau : (xem thém phin dwoe Iy hoc)

- Vitamin K.( tao phttc hop Prothrombin )

-Vitamin PP, C ( nhiing vitamin ting cuong sirc bén viing thanh mach)

-Héparin ( antithrombin )

-Profilate * SD ( yéu t6 VIII ); Profilnine* SD ( biét duoc yéu t6 IX ).

5.TAn suat bénh xuat huyét tré em

O tré em hay gap nhat 13 xuat huyet giam phtre hop prothrombin do thiéu vitamin K 40%, tiép
dén 1a bénh xuat huyét giam tiéu cau vo can 30% va bénh uva chay mau A, B khoang 5%;
trong khi d6 & nguoi 16n hay gip bénh xuat huyét giam tiéu cau man tinh, bénh dong mau rai
rac trong 10ng mach va hoi chtng tiéu soi huyét cap.
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So d6 co ché dong mau :

Tén thuong mach mau

e

Tbn thuong noi a1 S SN
Phan xa co rtach Collagen tach mo £ e Gidi phong yéu t6 mo
trén XII — Xlla
Két dinh XI ¥, XIa
ADP  Ngung tap IX 5 IXa
Serotonine = 4 Phan ﬁl*g gidi phe VIl a— VI
Xlala v
v Phospholipide
Cuc tiéu cau X - Xa < X
A%
Phospholipid
Thrombosthenin ospﬂo Pt
(co cuc mau)
Prothromlgine — Trombin
Fibrinogen — ﬁibrin
~ Fibrin
Xm v o
—»>
Hoat hoa -—>

Plasminoge

X » Plasmin —®yc soi &t tidu ¢cau bén Vi
¢ ché 1c so1 huyét tiu iau bén ving

San pham thoai giang fribrin

6. Phan loai nguyén nhan

6.1- Nguyén nhdn do thanh mach

- Tang tinh thim thanh mach : thiéu oxy mau, suy hé hép so sinh.

- Thanh mach yéu : thiéu vitamin C ( bénh Scorbut ), thiéu vitamin PP.
- Viém mao mach di ing.

- Di dang mach : bénh Rendu Osler, bénh Von Willebrand.

6.2- Nguyén nhén do tiéu ciu

- Réi loan vé sb luong tiéu cau : bénh Werlhop.

- Réi loan vé chét luong tiéu cau : bénh Glanzzman, bénh Bernard Soulier.
6.3-Nguyén nhén do roi logn qud trinh dong mdu

- Réi loan sinh thromboplastin hoat dong

+ Bénh va chay mau A, B .

+ Bénh Rosenthal.

+ Bénh Hageman.

- Réi loan sinh thrombin

+ Bénh giam phtrc hop prothrombin

-Rbi loan sinh Fibrin

+Bénh khong c6 Fibrinogen bam sinh
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+Bénh thiéu yéu t6 XIIL

+Bénh dong mau rai rac trong long mach

+Bénh tiéu soi huyét nguyén phat cip

7. Kham xét 1am sang xuit huyét

Kham xét ti mi 1am sang, dua vao hinh thai xuat huyét trén da, xuat huyét noi tang dong thoi
dua vao vj tri va tinh chét xuat hién ching ta c6 thé so bod nghi dén nguyén nhan cua bénh.
7.1.  Cdc hinh thdi xudt huyét trén da

Néu chi xuit huyét dang cham, ndt trén da phat hién tu nhién thudng 1a xuét huyét do nguyén
nhan thanh mach.

Néu xuét huyét nhiéu dang khac nhau, chém , ndt, mang bam mau ndéng trén da, chiay mau
cam, méu rang thuong 1a do nguyén nhan tiéu cau.

Néu chi ming bam mau 16n hodc tu mau 16n & co sau chan thuong nhe thi nghi dén nguyén
nhan thiéu yéu t6 F.VIIL, F.IX, F.XI.

Néu xuét huyét trén da tai cic diém chich 1& kéo dai, ¢ tré nho hon 3 thang tudi phai nghi
ngay dén bénh ly xuat huyet giam phirc hop Prothrombin.

7.2 Cdc vi tri xudt huyét ni tang thuwong gap la xudt huyét ndo, mang ndo.

Day 1a vi tri hay xay ra trong bénh xuét huyét giam phirc hop Prothrombin.

Xuat huyet tiéu hoa, xuat huyét tiét niéu gy tiéu mau thuong gip trong bénh 1y tiéu cau.

Xuat huyét khop thudng hay xay ra & bénh ua chay mau A, B.

8.Cac xét nghiém dinh huwéng va xac dinh nguyén nhan xuit huyét

8.1.Thoi gian mau chay ( TS )

-Xét nghiém khao sat toan thé cam méu ky dau

-Khao sat thanh mach , tiéu cau va hai yéu t6 ciia huyét twong : Fibrinogen va F. Willebrand
Thyc hién : Phuong phap Duke : > 5 phut : dai , phuong phap Ivy sau 8 phut : dai

Nguyén nhén dai TS:

- Nhirng truong hop giam tleu cau

- Bénh xuat huyét giam tleu cau tién phat.

- Bénh roi loan chirc nang tiéu cau

-Do tiéu cAu: bénh suy nhuoc tiéu cau Glanzmann, bénh tiéu cu ré)ng, bénh Jean-Bernard va
Soulier

-Do huyét tuong : bénh Willebrand, bénh vo soi huyét bam sinh.

-Kéo dai bat thuong do ding Aspirin : ¢6 thé kéo dai TS trong tam ngay sau khi dung aspirin.
-Trong c4dc bénh mau : H)i chung tang sinh tuy, bénh myeloma, xo gan, suy than man.

8.2. Thoi gian Quick

Khdo sat dong mau theo duong ngoai sinh g@)m . F. VII, yéu td than chung, X, ILLV. Nhiing
bat thuong Fibrinogen hay c6 chdng dong Iuu hanh ¢6 thé 1am dai thoi gian Quick.

Nguyén nhan

- Thoi gian Quick tang va thoi gian Cephalin- Kaolin binh thuong : Thiéu F.VII

- Thoi gian Quick tang va thoi gian Cephalin- Kaolin ting : Rdi loan dong mau ndi va ngoai
sinh.

- Hodc ¢6 chdng dong luu hanh loai Anti- prothrombinase.

8.3. Thoi gian Cephalin-kaolin

Khao sat dong mau dudng ndi sinh bao gdm cac yéu t6 : XII, XI, IX, VIII, X,V, II, 1.

Nguyén nhén :

- Thoi gian Cephalin Kaolin tdng + Quick binh thudong:

+ Hemophili A

+ Hemophili B

+ Thiéu hyt bam sinh nhiing yéu té khéc.

+ C6 chéng dong luu hanh

9.Pinh hwéng chan doan:

45



Hogi chitng xudt huyét tré em 46

9.1 Nhiing xét nghiém trén binh thuwong

- Khong c6 rdi loan cAm mau.

- C6 kha ning thanh mach dé vé.

- Thiéu yéu t6 XIIL

9.2 Thoi gian mdu chay: TS kéo dai véi so lwong tiéu cau binh thuwong.
- Bénh Iy tiéu cau.

- Bénh Willebrand.

9.3 86 lwong TC giam < 100.000 TC/ mm3

- Bénh giam TC.

9.4 Fibrinogen giam don doc hay khong

- Bénh giam Fibrinogen mau bam sinh hay méc phai

- Bénh d6ng mau rii rac trong 1ong mach bénh tiéu soi huyét cip nguyén phat
9.5 Thoi gian CK dai don djc.

- Bénh Ua chay mau A hay B.

- Bénh thiéu yéu t6 XI

- C6 hién dién chéng yéu t6 F.VIIic, IX, XI méc phai.

9.6 Tg Quick tang don djc

- Bénh thiéu yéu t6 VII

9.7 Thoi gian CK va thoi gian Quick ting

- Bénh thiéu yéu & X,V,II, VII (co r6i loan dong mau ndi va ngoai sinh)
9.8 Thoi gian Thrombin kéo dai

- Pang diéu trj bang heparin

- Bit thuong polyme hoa cua Fibrin

CAC BENH GAY XUAT HUYET THUONG GAP
BENH UA CHAY MAU A, B

1. Dai cwong

Bénh ua chdy méu 1a bénh cta sinh thromboplastine ndi sinh c6 déc tinh 1a bénh chay mau
bam sinh, di truyén, chi gip & con trai. Nguyén nhan 1a do thiéu hut mot sé yéu td sinh
thromboplastine ndi sinh. D6 13 yéu t& VIII hodc yéu t6 IX. Bénh thiéu yéu t6 XI, goi la
bénh Rosental, trudc day goi 13 wa chay mau C, bay gio khong duoc xép vao ua chay mau vi
khong cung co ché di truyén nhu ua chay méau A,B.

2. Bénh sinh

Bénh chii yéu 1a do réi loan qua trinh déng mau vi thiéu yéu t6 chéng ua chay mau nén sinh
thromboplastine hoat dong kém lam prothrombine tiéu thy khong hét, lam thoi gian dong
mau kéo dai dé gdy chay mau va chay mau lau cam. Day 1a bénh di truyén lan, gen bénh
nam trén nhiém sic thé gidi tinh X. O con géi, gen bénh duoc trung hoa bdi mot nhiém sic
thé gidi tinh X khac binh thuong. Con & con trai, thi khong duoc trung hoa vi chi ¢é 1 nhiém
sdc thé gioi tinh X con nhidm sic thé gidi tinh khac 1a Y . Diéu nay giai thich tai sao chi co
con trai bi bénh.
Khoéang 80% la do thiéu yéu t& VIII va 15% 1a do thiéu yéu t6 IX Phan tir F. VIII ¢ 2 thanh
phan: mot c6 trong luong phan tir cao F. VIllag chia yéu t6 Willebrand va mot cé trong
luong phan tir thép F. VIIIc c6 hoat tinh dong mau. O nguoi bi bénh va chdy méu A niang,
muc do F. VIllag trong mau binh thuong nhung mtc d F. VIllc giam tir 0 - 5% so véi binh
thuong. Me mang mam bénh khéng co triéu ching. Nguoi me ¢ dic diém 1a muc do F.
VlIllag binh thuong, trong khi do F. VIllc giam tir 50 — 60%.

Khoang 80% c6 tién sir gia dinh 15 rang.

3. Tri¢éu chirng 1am sang

Triéu ching chinh 13 xuét huyét. R4t it xuat hién luc méi dé, tuy vay c6 thé xay ra som do F.
VIIIc khong qua dugc mang nhau nén co thé xdy ra sém & thoi ky ndy va nhiéu nhat 13 tudi
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tap di. Xudt huyét, mau tu sau khi tiém, va chay mau sau khi cét bao qui du 1a thuong gip.
Xuét huyét thuong xdy ra sau mdt san chin du rat nho nhu va cham nhe, nhd rang, van dong
manh. Hinh thai cha yéu la mang bam maéu, ddm tu méu 16n dudi da, trong co. Mot vét
thuong rach nho & ludi, moi ¢ thé gay chay mau dai dang nhiéu gio hay nhiéu ngay. bay la
dir kién dan den phat hién bénh. Dac diém cua ua chay mau la chay mau ¢ khop, nhit 13 cac
khép 16n: gbi, khuyu tay, c6 chan. Xuat huyét tai phat nhiéu lan gdy ctmg khép, nhe hon 1a
lodng xuong, teo co.Nhiing ngudi ¢ yéu to VIII hon 6% c6 thé khong co tridu chimg chay
mau tu nhién. Nhitng thé bénh nhe nay chi thdy chay méau kéo dai sau khi nhé ring, phdu
thuat hay chan thuong.
4. Xét nghiém
4. 1. Thoi gian dong mdu kéo dai > 15 phut.
4. 2. Thoi gian Howell kéo dai > 1 phut so voi ching.
4. 3. Thoi gian Cephaline - Kaolin : thoi gian ndy kéo dai > 120 gidy.
4. 4. Nghiém phap sinh Thromboplastine theo Biggs-Douglas bi roi loan :
- Néu nghiém phép sinh thromboplastine v&i huyet tuong bi roi loan: ua chay mau A.
- Néu nghiém phap sinh thromboplastine v6i huyét thanh bj rdi loan : wa chay mau B.

4. 5. Dinh lwong yéu t6 dong mdu :

- Trudong hop nang : 0-1%.
- Trudng hop trung binh : 2-5%
- Truong hop nhe : 6 -30%

5. Piéu tri

5.1. Dé phong san chén 1a diéu quan trong nhat ddi v6i viée cham soc dira tré bi bénh ua
chay mau. Gilr gin cho tré tranh cic san chan du nho. Tranh lao dong ndng, van dong co
nhiéu, khong cho chay nhay.

5.2. Khi cé dot chdy mdu xdy ra, can didu tri cAm mau. Myc dich diéu tri nham ting yéu t6
VIII trong huyét tuong dé cam mau. Bién phép tot nhét 13 truyén mau tuoi hodc huyét trong
tuoi vi 1/2 doi séng cua F. VIII 1a 8 - 12 gid va 1/2 doi song cua F. IX 1a 24 gio. Biét dugc
yéu td VIII 1a Profilate * SD; biét duoc yéu té IX 1a Profilnine* SD day 1a phuc hop yéu td
IX gdm yéu t6 IX, F.II, F.X va F.VIL.

6.Chiim séc sirc khée ban dau

Bénh va chay mau tré em, Xuét huyét thuong do sang chan, chiém 82,7% do d6 can gido duc
vé sinh hoat cho bénh nhan va than nhan, tranh nhing trd choi va thé thao c6 tinh va cham.
Hau nhu tré ua chday mau déu c¢6 chuyén mau, nén to chutc tiém phong bénh lay qua dudng
mau nhu viém gan siéu vi.

Trong chan doan cin chu y phdi hop 1am sang, xet nghiém va tién sir gia dinh dé tranh sai
1am vi noi khoa lai chuyén qua ngoai khoa x¢ cac 6 tu mau.

Tang cudng quan ly bénh nhan bang kham ngoai tri.

Tham van di truyén cho cac gia dinh dé han ché sinh con mic bénh, trong twong lai véi
phuong phap choc hut nuée s& giup chon lya thai nhi khong méc bénh.

HOQI CHUNG PONG MAU RAI RAC TRONG LONG MACH
V& nguyén nhan va 1am sang c¢6 nhiéu diém rat giéng voi hoi ching tiéu soi huyét nguyén
phat.
1.Nguyén nhan
1.1. Mt s6 nguyén nhén cé thé khéi phat PMRRTLM
Thiéu oxy;Toan mau; Hoai tr t chirc; Choang, truy mach.
Ton thuong ndi mac mach méu.
1.2. Mét s6 bénh dwoc ghi nhén cé thé két hop véi PMRRTLM
Truyén sai nhém mau. Tim bam sinh c6 tim.
Nhiém tring huyét gram (-).Nhiém Rickettsia.
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Ban xuit huyét kich phat.
Bénh u mach mau giam tiéu cau.
Bénh leucémie cip thé tién tiy bao.
Céc bénh ung thu khéc.
Rin doc cin.
2. Co ché bénh sinh
H4u qua cia cac nguyén nhan trén gy tén thuong ndi mac huyét quan, lién vong ndéi méd
déng thdi 1am toan mau, ¢d dic mau, tdc d0 méau cham lai gay hoat hoa hinh thanh
thromboplastin rdi tiép theo thanh thrombin va fibrin.
C6 3 giai doan nbi tiép nhau :
Giai doan 1 : ¢6 hién tuong tang sy dong mau. Giai doan nay xay ra nhanh va ngan.
Giai doan 2 : ¢6 hién tuong giam déng mau do tiéu thu mét nhiéu yéu t6 dong mau trong giai
doan 1 d6 1a cac yeu t6 I, I, V, VIL, VIIL tiéu cau.
Giai doan 3 : C6 hién tuong tiéu soi huyét thir phat dé chdng lai hién trong déng mau trong
huyét quan bang co ché hoat hoa plasminogen thanh plasmin. Diéu nay lam cho su chay mau
cang tram trong thém.
3. Lam sang
Ngoai cac trigu ching lam sang cua bénh chinh. Bénh nhi xudt hién triéu chimg chay mau do
giam tiéu cdu, giam fibrinogen va cac yéu t6 déong mau : - Chay mau & da, niém mac; néu c6
mot nguyén nhan chay mau trudc nhu chan thuong, san khoa thi chiay mau s& nhiéu va kéo
dai. Chay mau tai chd tiém chich.
3. Xét nghiém
Ngoai cac xét nghiém dé chan doan nguyén nhan bénh 1y chinh, chung ta cho lam xét
nghiém dong mau toan by bao gdm nhiing xét nghiém va bién d6i nhur sau :
-TS tang, TC tang.
-Thoi gian Howell ting.
-Fibrinogen giam.
-S4 lugng tleu cau giam.
- Cac yéu tb dong mau I1, V, VII, VIII gidm.
- San pham thoai giang fibrinogen ting.
- Nghiém phéap ruou (test ethanol) (+) do cac monome fibrin + fibrin tao thanh cac phuc hé
hoa tan : phat hién dugc bang nghiém phap ethanol.
4. Chan don
Chdn dodn (+) khi c6 3 trong 4 tiéu chudn sau :
- S6 luong tiéu cau giam < 100.000/mm3.
- Giam céc yéu t6 dong mau I, V, VIIL.
- Gia ting cac san pham thoai giang fibrin.
- Hién dién phutc hop hoa tan (nghiém phap ruou +)
Trong d6 tiéu chuan giam sd luong tiéu cau 1a bat budc ludn ludn co.
5. Piéu tri
Diéu tri nguyén nhan 13 quan trong nhat : giai quyét tinh trang nhiém tring, choang, thiéu khi,
toan mau.
Truyén huyét twong twoi 14 diéu tri thay thé thiéu hut cac yéu t6 dong mau.
Liéu phap Heparin : di gdy ban cai nhiéu trong nhitng thap nién 70.
“Piéu tri heparin da tré nén han ché vi khéng lam thay doi ty 1é tir vong ciing nhuw tién lwong
bénh. “
Néu dung thi st dung liéu 1 mg/kg/TM mdi 4 - 6 gid va phai theo ddi chit ché bang thoi gian
Howell hoac thoi gian Cephaline - Kaolin.
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HOQI CHUNG TIEU SQOIL HUYET NGUYEN PHAT CAP
1. Dai cuong :
Pay 1a hoi chimg mat soi huyét co thé 1a nguyén phat do luu hanh trong méu yéu té hoat hoa
plasminogen thanh plasmin hay thir phat xdy ra sau DPMRRTLM.
Su phong thich t6 chirc nhu phdi, tién liét tuyén, tuy, tir cung hoat hoa chuyén plasminogen
thanh plasmin gay nén :
Phan huy fibrin, fibrinogen va nhing yéu t6 V, VIII.
Nguyén nhan tién phat :
Giai phau, dic biét phéi, tién liét tuyén, tr cung.
Ung thu di can (tién liét tuyén, tuy).
Bénh ung thu mau.
Suy gan.
2. Lam sang :
Chay mau nhiéu & diém chich hay vét thwong giai phau.
Mau bam trén da hinh ban do.
Chay mau ¢ niém mac va cac co quan.
3. Xét nghiém :
- Cam méau ky dau binh thuong : TS binh thuong
- S6 lugng tiéu cau binh thudng.
- Giam luong fibrinogen va plasminogen.
- Rut ngén thoi gian tiéu Euglobulin.
- Gia tang lugng PDF (san pham thoai giang fibrin).
- Giam yéu t6 V, VIII.
- Thoi gian Cephaline-Kaolin kéo dai
- Thoi gian Quick kéo dai .
- Thoti gian thrombin kéo dai.
4. Diéu tri
4.1 - Bzéu tri nguyén nhdn bénh chinh.
4.2 - Truyén mdu twoi trong nhimng truong hop xuét huyét, thiéu mau nhiéu.
4.3 - Cho thuéc chéng tiéu soi huyét :

- Ban cap : - Acide amino caproique (Hemocaprol).
) - Acide tranexamique (Exacyl).
- Cap : - Dung Antiplasmin : Aprotine, Iniprol.

Chan doan phan biét gitta PMRRTLM va Tiéu soi huyét nguyén phat cip :

Xét nghiém DMRRTLM TSH
TS tang tang
TC tang tang
Thoi gian Howell tang tang
Thoi gian Quick tang tang
V, VIII, VII, X giam nhiéu giam
Von - Kaula binh thuong néu khong co | (+)

tiéu sgi huyet thir phat
Phtrc hop hoa tan () ()
(Nghiém phép ruou)
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S6 lugng tiéu cau

giam

binh thuong

PDF

()

(+++)

Tai liéu tham khao

1.
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THIEU MAU O TRE EM

Muc tiéu

1 Néu dwoe dic diém sinh 1y mdu, co quan tao mdu, chuyén héa Hb , sat va dinh nghia thiéu
mdu theo Té chirc Y té thé gidi.

2. Néu dwoc dich té hoc thiéu mau tré em va phdn loai thiéu mdu

3.Chan dodn va xit tri duoc cdc bénh thiéu méu thleu sdt tré em va thiéu mdu huyet tan

4.Tw vén cho gia dinh vé phong thiéu mdu thiéu sat, thiéu mau huyét tan di truyén.

1. Dai cwong
1.1 Dinh nghia
Thiéu mau 1a tinh trang giam ndng do huyét sic t6 trong mot don vi thé tich mau giy nén tinh
trang thiéu oxy.
Theo OMS : Thiéu mau khi Hb gidm :
Tré 6 thang - 6 tudi :Hb < 110 g/L.Tré 6 tudi - 14 tudi:  Hb <120 g/L.
1.2. Dich té hoc
Theo Vién Bao Vé Suc Khoe Tré Em Ha Noi thi tin xut tré bi thiéu mau 1a 32% trong céc
bénh vé mau. Tudi co tan xuét cao la 0-5 tudi : 53,73% so voi nhom 6-10 tudi 1a 24,92% va
11-15 tudi 12:21,33%.
Bénh thiéu mau thuong gip theo thir tu 1a thiéu mau huyét tan 62%, thiéu mau dinh dudng
nhiém khuan 21% , thiéu mau suy tiy 16,4%.
Theo bao cao cua Bénh Vién Nhi Déng 1 thi tAn xuét thiéu mau 35,08% cac bénh mau. Tré
dudi 5 tudi co ty 18 53,09% so véi tré trén 5 dén 15 tudi. Gidi nam co ty 1& 63,84% so véi nit
gidi 36.15%. Loai thiéu mau thuong gip 1a thiéu mau huyét tan 58.30% , thiéu mau suy tiy
23,77% va thiéu mau thiéu sét 1a14%.
2. Phan loai
2.1 Phan logi theo nguyén nhdin
2.1.1 Thiéu mau do giam sinh

- Thiéu mau do thiéu yéu t6 tao mau
+ Thiéu méu thiéu sit.
+Thiéu mau do thiéu acid folic, vitamin B12.
+Thiéu mau do thiéu protein.
- Thiéu mau giam san va bt san tiy :

+ Suy tly xurong mac phai va bam sinh, bénh Fanconi.

+ Giam sinh nguyén hong cau don thuan.

+Tham nhiém tiy, bénh Leucémie va cac di cin khac vao tiy.

+ Mot s6 nguyén nhan khic : suy than man, thiéu ning tuyén giap, bénh collagen, nhiém
khuén man.
2.1.2. Thiéu mau do mdt méu
- Chay mau cip
+ Chan thuong.
+ Gian tinh mach thuc quén.
+ Réi loan qua trinh cdm méu : giam tiéu cau, hémophilie, giam ty prothrombin, xuat huyét
tiéu hoa, xuat huyét nio - mang nio.
- Chay méau man tinh :
+ Giun moc, loét da day - ta trang.
+ Tri, sa tryc truc trang, polype truc trang, thoat vi co hoanh.
2.1.3.Thiéu mau do tan mdu
- Tan mau do nguyén nhén tai hong cau

51



Thiéu mau o tré em 52

+ Bénh vé Hb : a, B Thalassémie, HbE, HbS, HbC, HbD...

+ Bat thuong mang hong cau : bénh hong cau hinh cau.

+ Bénh vé enzyme hdng ciu : thiéu G6PD, thiéu Glutathion reductase, Pyruvate kinase...

- Tan mau do nguyén nhan ngoai hong cau

+ Tan mau mién dich : bat déng nhom mau me - con ABO, Rh ; ty mién.

+ Nhiém khuén : sdt rét, nhiém khuin mau.

+ Nhiém d6c thudc : Phenylhydrazin, thude sot rét, hoa chét, noc ran...

+ Cuong lach.

+ Hoi chimg huyét tan ting uré mau.

2.2 Phén logi thiéu mdu theo kich thuéc hong ciu

2.2.1 Thiéu mdau hong cau nho

- Thiéu mau dinh dudng, thiéu mau do mat mau man tinh

- Thiéu mau hdng cau non sat ( sideroblastic )

- Thalassemia, ngd doc chi, viém nhiém man tinh, mot s6 tan mau bam sinh do huyét cau to
khong 6n dinh.

2.2.2 Thiéu mdu héng cau to

- C6 nguyén hong cau khong 16 & tiy

+Thiéu vitamin B12, thiéu acid folic, Acid orotic niéu di truyén, thiéu mau dap tng véi
thiamin

- Khong c6 nguyén hdng cau khong 16 & tiy

+ Thiéu mau bat san tuy, hoi chimg Diamond-Blackfan, thiéu nang giap, bénh gan, tham
nhiém tiy, thiéu mau loan sinh hong cau.

2.2.3 Thiéu mdau hong cdu binh thirong

- Thiéu mau tan mau bam sinh : Hong ciu t6 bt thuong, Thiéu hut enzym hdng cau , Réi loan
mang hong cau .

- Thleu mau tan mau mac phai : Mién dich, Thiéu mau tan mau mao mach, Do nhiém khuan
cap.

- Suy tuy, bénh leucemia, bénh ung thu di can.

- Mt méau cép.

- Cuong lach.

- Bénh than man tinh.

2.3.Phén loai thiéu mdu theo khoing phéin boé hong cdu (RDW) va thé tich hong ciu
(MCYV)

RDW = SD( d6 1éch chuan ) X 100% / MCV . Binh thuong 11,5 — 15 % ( Bessman )

RDW : Khodng phan bd hong cau ( Red blood cell distribution width )

Duya vao thé tich hong cau va RDW, Bessman da dua ra cach phan loai thiéu mau nhu sau:

RDW MCV nho MCYV binh thuong MCV to
Binh Alpha hay beta Suy tuy
thuong Thalassemia, di hop tu
Cao Thiéu sit Bénh man tinh Thiéu folat
Hemoglobin H Bénh gan Thiéu vitamin B12
S-beta Thalassemia Nhidm dboc tiay do hoa | Thiéu mau tan méu
chét trj lidu mién dich
Bach cau kinh
Thiéu nhiéu yéu t6 tao
mau
Bénh Hb SS, SC
Xo hoa tuy
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MOT SO THIEU MAU THUONG GAP

THIEU MAU THIEU SAT

1.Dai cwong
1.1 : Dinh nghia
Tré bi thiéu mau thiéu sit vi khong tong hop du Hémoglobin do thiéu sit day 14 loai thiéu
mau dinh dudng.
1.2. Dich t¢ hoc
Thuong gip ¢ tré dudi 5 tudi, dinh cao nhat 14 & tré nhé 6 thang - 2 tudi. Theo TCYTTG nam
1989 ¢o gan 1/3 s6 nhan loai bi thiéu mau trong do khoang 700 triéu nguoi thiéu mau thiéu
sat, tinh trang bénh ly nay gap ¢ cac nudc dang phat trién nhiéu hon nudc phat trién.
Tan suit méc bénh ¢ tré 5 tudi, toan qudc Viét Nam 13 45,3%, tai Binh Phudc nim 2000 1a
63%, tai Binh Dinh nam 1994 1a 36,98%, tai Thai Binh nam 1994 1a 55%, tai Huong Thuy,
Thtra Thién-Hué 1 nam 2001 khoang 60%.
1.3. Chuyén héa Hemoglobin va sit
Sat 1a yéu t6 vi lugng quan trong cho cudc séng. Sat chi chiém mot lugng nho trong co thé
bang 0,005% trong luong co thé. Sit 1a thanh phan ciia Hem. Hem 1a thanh phan ciia cua
huyét sic t6 : Hb= globin + Hem.
Nhu vay néu thiéu sét s& khong tao dugc Hem, do d6 khong tao dugc globin nén dan dén
thiéu mau.Thoi gian dau néu thiéu sat thi luong sit dy trit bu dap vao. Néu tiép tuc thiéu ma
khong dugc bu st, _thi sat s& can dan. Luc dau sat huyét thanh giam, réi loan sinh hong cau,
cac nguyén hdng cau doi hoi ndong d6 Hb nhung khong dép tmg s& ting phan bao, tao nén
hong cau nho .
Hong cau la nguon cung cap sat chinh cho co thé. Trong 100ml mau c6 15g Hb chira 50mg
sat. Vi tong s0 khoang 5 lit mau ¢ nguoi 1on thi c6 d6 2500mg sit trong hong cau. Poi séng
trung binh héng cau 1a 100 ngay, thi mo6i ngay c6 khoéng 1% Hb bi pha huy va twong g voi
25mg sat dugc gidi phong ra. S6 nay dua vao du trir va diii dé tai tao hong cau . Ngoai ra co
thé con hap thu sat tir thire An tai niém mac ta trang d6 1mg mot ngay , dii dé thai ra 0,4mg
theo nudc tiéu va 0.6mg theo mat.
2.Nguyén nhan
2.1. Cung cdp sdt thiéu : Luong sit trong sitra me 1 mg/1 trong stra bo 1a 0,5 mg/l. Su hép thu
sat dbi véi sita me cao hon stra bo. Khau phan dinh dudng thiéu sat.
2.2. Hdp thu sdt kém : giam do toan da day, ia chay kéo dai, di dang tiéu hoa gy kém hap
thu.
2.3. Nhu céu sdt cao. Nhu cau theo khuyén nghi ctua Vién dinh dudng-Bo Y té nam 1997 ddi
v6i tré em nhu sau: Tré tir 3 thang dén dudi 6 thang can 10 mg sit /ngay; tir 6 dén 12 thang :
11mg sat/ngay; tré em tir 1 dén 3 tudi : 6mg sit / ngdy.
2.4. Mit sit nhiéu do chdy mdu: Thudng gip do nhiém giun moéc kéo dai.
3. LaAm sang
Bénh xdy ra vao thang tho 6 cé thé sém hon néu dé non, dé doi. Da xanh, niém mac nhot
nhat, 1ong ban tay nhat mau . Kém &n. Cham phat trién tinh than van dong. Nhip tim
nhanh.Ngoai ra c6 triéu chimng rdi loan tiéu hoa dic biét do nguyén nhan giun moc cé tridu
ching an go.
4. Xét nghiém
- Thiéu mau nhuoc sic hong cau nho.
-Tay d6 co hién twong giam sinh, riéng nguyén nhan giun méc tiy co hién tuong tang sinh.
- Sat huyét thanh giam dudi 50( /ml c6 khi du6i 10( /ml. Dinh luong Ferritin néu dudi 12 (/lit
ching t6 thiéu sit trong to chirc nang. Kha ning gin tiém tang trong huyét thanh ting. Bao
hoa sit huyét thanh giam dudi 16% binh thuong 14 30%.

5. Diéu tri
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- Sulfat sat gluconat sit liéu lwong : 6mg / kg sit nguyén t6 . Mudi sulfat sit chtra 20% st
nguyén to hay dung nhat vi hiéu qua , ré tién dung liéu 30 mg/Kg/ngay .

Thoi gian diéu tri 1-2 thang sau khi Hb tré lai binh thuong.

Thém Vitamin C dé d& hap thu sit.

Diéu tri nguyén nhan thiéu sét : diéu chinh ché d6 an thich hop , chita nguyén nhan kém hép
thu va chay mau.

6. Phong thiéu mau thiéu sat

-Phong bénh tir sém, tdng cuong dinh dudng cho cac ba me c6 thai va cho con bu.

-Nudi dudng tré ding, bang sita me , in sam dung, thic an bd sung thich hop.

-Tré d¢ non, dé doi cho thém sit bo sung: 20 mg/ ngay tir thang thit hai.

-Phong va chita cac bénh giun san, ia chay, cac bénh chdy mau man tinh.

THIEU MAU HUYET TAN TRE EM

Huyét tan 1a tinh trang v& hdong cau qua nhanh va qua nhiéu hon tinh trang v& hong cau sinh
ly.

Thiéu méau huyét tan cap Thiéu mau huyét tin min
Vang da + +
Lach to +/- 4t
Bién dang xuong so () +++
Hong cau ludi tang nhicu tang khong dang ké
Hb giam

XN Bilirubin :¥ing bilirubin ty do

Strc bén hpng cau
Giam / T;ng \Binh thuong

Hl}yét &6 cho Aiadn di HL“OQ'Obi" Dinh lugng Eilen HC : G6PD
théy HCHC \ l
Chan doan H HbF HbH gia
HCHC rI

Chden doain badnh Chden doain huyaut
huyaut saéc tda HbE, tain do thiduu men :

1HiLr 1iL11 rrznn

So do chan doan nguyén nhan thieu mau huyét tan man tré em
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BENH THALASEMI

1. Dai cuong

1.1. Dinh nghia

Bénh Thalassemi 1a bénh huyét sic t6 c6 tinh chit gia dinh va di truyén troi hay gap nht caa
bénh thiéu méau huyét tan tré em.

1.2. Dich té hoc

Thalassemi chiém 3% dan s6 thé giéi khoang 100 triéu. Thalassemi chiém ty 1& cao & céac
nudc Dong Nam A nhu Thai Lan, Indonesia, Lao, Campuchia; cac nudc Tay Phi hodc nguoi
My da den, nguoi gbe Y, Hy Lap.

Theo Bénh Vién Nhi TW Ha Noéi trong nhém bénh h@)ng cau va huyét sac o, phé bién nhit 1a
thiéu mau huyét tan roi dén thiéu mau dinh dudng va thiéu méau suy tiy. Bénh thiéu mau
huyét tan chii 1a bénh huyét cau té : Thalassemi thé dong hop tir 30,81%, Thalassemi / HbE
58.3%, HbH 10,65% va HbD (1 truong hop ).

Theo bénh vién Nhi dé)ng 1, ndm 1996, nhém bénh thiéu mau huyét tan 58,3%, thiéu mau suy
tiy 23,77% va thiéu mau thiéu sit chiém 14%. Bénh thiéu mau huyét tan tan sut cao nhét 1a
Thalassemi 91,62%, thiéu mau tu mién chi c6 8,37%.

Tai Khoa Nhi Bénh Vién TW Hué hang niam c6 khodng 20 trudong hop thiéu mau huyét tan do
Thalassemi vao vién.

1.3. Nhitng gen ciia Hb.

- Gen 0 globulin : 4 gen do nhiém séic thé 16 mang.

- Gen non O globulin : 4 geny, 2 gen B , 2 gen & do nhiém séc thé 11 mang.

Nhiing cong thirc phan tur ctia Hb :

HbF (Hb foetal) : a,y-.

Hb nguoi 16n : HbF : 0-1%
HbA Gsz : 97 - 98%
HbAz(azéz) : 2-3%

Nguoi ta goi :

- o Thalassémie khi chudi o bi ton thuwong, giam.

- B Thalassémie khi chudi B bi ton thuong, giam.

2. Bénh d Thalassémie

2.1. Sinh ly bénh

Vi c6 4 gen o globulin nén chung ta thiy duoc 4 loai a Thalassémie tuy theo 1, 2, 3 hay 4
gen bi t6n thuong.

- 1 gen giam : huyét d6 va dién di Hb binh thudng.

- 2 gen giam : hong cau nho, khong cé thiéu mau, HbA2 giam.

- 3 gen giam : thiéu mau huyét tan hong cau nho, chudi B thira con tich lai trong hong cau.
bién di Hb : HbH (4 P).

- 4 gen giam : thiéu mau nang & thoi ky bao thai, Hb Bart (4 y).

2.2.Lam sang

- 1 -2 gen gidm : khong c6 tri€u ching.

-3 gen giam : thiéu méau huyét tan kinh nién voi xanh, vang da, lach to, bién dang xuong.

- 4 gen gidm : phu thai nhi.

3. Bénh 3 Thalassémie

3.1.Thé dj hop tir

3.1.1.8inh hoc

- Giam tong hop chudi B gdy giam luong Hb trong hong cau (hdng cau nho).
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- Kich thuéc hong ciu nhé dugc bu biang gia ting sé lwong : gida da hong cau
(pseudopolyglobulie) : 6 - 7 tri¢u/mm3.

- Gia ting tuong d6i chudi & trong hong cau : tang luong HbA2 hon 4%.

3.1.2. Lam sang

Khong c6 triéu ching nhung quan trong 1a cho 10i khuyén vé di truyén va chan doan trudc
sinh dbi véi cdp di hop tu.

3.1.3 Cdn lam sang : Huyét d6, Dién di Hb.

3.2. Thé dong hop tir (Cooley )

3.2.1. Sinh hoc

Tuy theo giam sut chudi B ting phan hay toan phan ta c6 B+ Thalassémie hay B0
Thalassémie. C6 hién tugng ting bu chudi d.

Gia tang HbF : déu hiéu chinh 1a dién di Hb :

Luong gan 100% trong nhitng trudng hop B0 Thalassémie, 98 - 30% trong nhitng trudng hop
3+ Thalassémie.

Thira twong d6i chudi o trong nguyén hdng cau, két tua trong hdng cau va pha hay trong tiy
Xuong : ri loan tao mau manh voi chét non trong tily xwong .

Thiéu méu nang gay tang tiét erythropoictine kich thich sinh nguyén hdéng cau : phi dai
nguyén hong cau va ting nguyén hong cau mau ngoai vi .

Két qua : thiéu mau nang hong cau nho : 2 - 7 g%, hdi phuc kém véi hinh giot nuéc, hinh
nhén, ting nguyén hong cdu mau ngoai vi, ting lugng HHF ; luong HbA2 binh thudng.

So d sinh Iy bénh cia thiéu mau

trong B Thalassémie dong hop tir (J. Bernard) :
Chudi B giam hay khong co

Gia ting chudi 3 / Chudha_du

Gia tang HbA2 va/hoac HbF o 4 tha
@ Nguzé)/hf)g cau : hong cau
Erythropoictite V& trong tuy xuong
Vo hfng cau
* ngoai vi

Thiéu khi Thiéu mau
|

3.2.2. Lam sang

Thiéu mau ndng tir nhirg thang dau cua doi song, thiéu mau nang thuong khong thich hop
véi doi sdng néu khong diéu tri. Tré mét moi, rdi loan phat trién, bién dang xuwong (do tang
sinh nguyén hong cau lam bién dang nhiing xuong dang phat trién). Gan lach 16n. Khong sbt
va khong xuit huyét trén da.

3.2.3. Can lam sang

Xét nghiém ching minh thiéu méau : Cong thirc méau, Hb, Huyét d6 : cho thiy c6 tinh trang
thiéu mau hoi phuc, ¢6 hong ciu ludi ting.

Xet nghiém ching minh c6 huyét tan : Bilirubin ting toan phan va gian tiép ting; xét nghiém
st huyét thanh tang.
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Xét nghiém tim nguyén nhén : Dién di huyét sic t6: ting HbF; Sirc bén hong ciu ting

3..2.4 .Chdn dodn : Lam sang c6 4 tiéu chuan huyét tan c6 dién tré em. Can 1am sang c6 thiéu
méu, c6 xét nghiém ching minh huyét tan va xét nghiém ting HbF.

3.2.5. Diéu tri

- Truyén méu déu din duy tri luong Hb 10 g% dé giam rdi loan sinh hong cau. Truyén hong
cau khéi lidu luong 10 - 20 ml/kg/lan.

- Nguy co U sit ¢ tim, gan, cac tuyén ndi tiét du c6 diéu trj thai sat bang Desferal.Liéu luong
50mg/ ngay, tiém dudi da hoac tinh mach.

- Ghép tuy xuong.

- Cit lach.

3.2.4. Phong ngira

- Phét hién nhitng di hop tir dé c6 nhitng 161 khuyén vé di truyén hoc.

- Chan doan trudce sinh nhitng cip di hop tir :

+ Béng cach sinh thiét vao tuan tht 7.

+ Bang sinh tong hop nhing chudi globulin dwa vao choc hut mau thai vao tuan thi 20.

3.3. Di hop tir kép - HbE/BThalassémie

Khi HbE va HbF déu cao, mdt trong hai bd me c6 HbE con nguodi kia mang bénh B
Thalassémie. Qua 45 truong hgp HbE/3 Thalassémie vao diéu tri tai Vién Bao Vé Strc Khoe

Tré Em cho thay :

HbA : 0-66%
HbE : 14.4 - 69.5%
HbF 10.0 - 73.0%

Lam sang cua thé di hop tir kép rat ning va triéu ching gidng thé Cooley.
Diéu tri twong ty thé Cooley.

4.Chiim séc strc khée ban dau
Bénh Thalassemi chiém ty 1¢ déng ké trong cic bénh vé mau ctia nudc ta. Do hau qua thiéu
mau tré thuong bi cham phat trién thé chat tinh than. Pay 1a bénh di truyén hoan toan c6 thé
phong ngira duoc vi vy vai trd nguoi thay thude rat quan trong trong van dé quéan ly, gido
duc phong bénh cho gia dinh va xa hoi.
D¢ quan 1y bénh Thalassemi theo quan niém méi hién nay 1a phai gitp cho cic chau truong
thanh nhu mot ngudi binh thuong .Vi thé can c6 sy hop tac giira gia dinh va bénh vién. Can
gidi thich cho gia dinh cac dién tién ctia bénh, tai kham dinh ky diéu tri sém dé giir cho Hb >
10g/dl, duy tri khong cho Ferritin > 1000ng/ml, chi dinh cit lach khi c6 hién tuong cuong
lach ( khi lwong hong ciu kh01 chuyén cho bénh nhéan > 240ml/nam ).
Theo ddi cac phy nir c6 tién cin gia dinh va phan tich huyét sic td bao thai dé phat hién bénh
som va gy sdy thai.
T6 chirc tu van va tuyén truyén vé cac bénh di truyén. Nén kiém tra huyét sic t trudc khi két
hon nhét 1a nhimg gia dinh c6 con méc bénh.
Tai liéu tham khdo
1. Nhi Khoa tap 2(2000). Nha xuat ban Y Hoc.
2. Bai giang Nhi Khoa(2000). Truong Pai Hoc Y Duge TP HCM.
3. Textbook of pediastric of Nelson(2000).
4. Lam sang Huyét Hoc(1998) . PGS Tran van Bé. Nha xuét ban Y Hoc.
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HOQI CHUNG PAI MAU O TRE EM

Muc tiéu

1. Néu duoc nhitng nguyén nhan dai mau o tré em

2. Phan biét ddi ra mdu véi cdc truong hop nwéce tiéu cé6 mau do

3. Xdc dinh cdc xét nghiém can thiét dé chan dodn va tim nguyén nhdn
4. Trinh bay dvoc thai do xu tri trudc mot truong hop dai mau o tré em

1. Dinh nghia

Pai mau c6 nghia 1a c6 mau ( hong ciu ) trong nude tiéu va duoc goi 1a hong ciu niéu
1.1. Pai mau dai thé

Khi hong cau niéu qua nhiéu va thiy duoc bang mit nudc tiéu c6 mau do twoi hodc do sim
hodc mau cuc

1.2. P4i mau vi thé

Khi phai li tim nuée tiéu 10 — 15 phiit méi thay dugc lang cin hong cau hodc thiy duoc hong
cau niéu qua kinh hién vi

2. Nguyén nhén dai ra mau & tré em

Trong nhiéu nghién ctru cho thay nguyén nhan dai mau dai thé da sb 1a do nhém bénh than -
tiét niéu chiém 92,15% trong d6 chu yéu 1a do bénh viém cau than chiém 84,20%.
Phén bd d4i mau theo tudi va gidi khong thiy khac biét nhiéu .

2.1. Theo bénh ly

2.1.1.Bénh Iy 6 cau thin

- P4i mau dai thé hdi qui trong bénh cau than ling dong IgA ( bénh Berger )

- Pai méu gia dinh c¢6 kém biéu hién diéc va suy than ( Hoi chimg Alport )

- Viém cdu than cap sau nhiém lién cau khuan

- Viém cau than ting sinh mang trong bénh Lupus ban d6 ( Bénh hé thong )

- Viém cau thén tién trién nhanh

- Viém cau than man tinh

- Viém cdu than kém xuat huyét & phdi ( Hoi chimg Goodpasture )

- Hoi chtng huyét tan ting uré mau trong viém mao mach di tmg

2.1.2. Qud trinh nhiém khudn

- Viém than bé than mu

- Lao than

- Viém bang quang chay mau do siéu vi

- Bénh sdn mang ¢ bang quang ( Billarziose — Schistosoma heamatibicum )

2.1.3. Bénh vé mdu va mach mdu thin

- Cac bénh 1y r6i loan dong mau

- Xuét huyét giam tiéu cu

- Bénh té bao hinh liém

- Nghén tinh mach than

- Hep dong mach than

- Thiéu vitamin C

2.1.4. Do sang chain

- Dap than

- Chan thuong & nhu mé than hoic dudong dan nude ticu

- So6i than hay dudng tiét niéu

- Di vat trong duong tiét niéu

- Sau khi sinh thiét
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- Sau khi chgc do bang quang trén xuong mu
2.1.5. Do dj dang thdn - tiét niéu

- Théan da nang

- Than lac chd

- Than niéu quan doi

- Hep ni€u quan

- Niéu quan dai xodn

- Phan héi bang quang - niéu quan
- Hep ni¢u dao

- Van niéu dao sau

2.1.6. Khoéi u

- U nguyén bao than ( U Wilm )

- U nhu

- U sarcom tuyén

- U thén gan

- U mach mau than

- U hach bach huyét than

- U mach lympho than

2.1.7. Pdi mdu do lao tac, thé duc..

2.1.8. Pdi mdu do thuéc ( cdc chit chong déng dimg qud liéu )

2.1.9. Badi mau vo can ( 10% )

2.2. Theo lira tuéi

2.2.1. Tre so sinh

- Di dang théan - tiét niéu

+ Than da nang

+ Than ni¢u quan doi

+ Than lac chd

+ Trao ngugc bang quang - niéu quan
- Réi loan tudn hoan & than va ngoai than
+ Nghén tinh mach than

+ Hoal tir vo than

- Nhiém khuén dudng tiét niéu

+ Nhiém tring huyét

+ Di dang than - tiét niéu

2.2.2. Tré bu me

- Khéiu

+ U nguyén bao than

+ U mach mau than

- Bénh huyét sic td

- Bénh tiéu ciu

- Bénh nhiém khuan dudng tiét niéu
- Hoai tir vo than

+ Sbc giam thé tich

+ Sbc nhiém tring

+ Sbc do dong méau ndl quan rai rac
2.2.3. Tré lon

- Céc bénh Iy cau than

- Ngo doc

- S6i than tiét nigu

- Chén thuong than - tiét niéu
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- Viém bang quang chay mau

- Sau sinh thiét than

3. Phan biét ddi mau

3.1.Ddi mdu dgi thé véi cdc trwong hop nwéc tiéu c6 mau dé

3.1.1. Chay mau bén ngoai miéng sao

3.1.2. Lan mdu hanh kinh & bé gdi tuél ddy thi

3.1.3. Dai ra hemoglobin

3.1.4. Dai ra myoglobin

3.1.5. Do thuéc va hod chit

- Rifampicine, Metronidazole, Pyramidon, Santonin, Sulfonal, Aminophenazon....

- Chloramin cao trong nudc chay than nhan tao, Amphotericin gin vao mang hdng ciu giy
tan mau, noc ddc cta ran. ...

3.1.6. Thirc an

- Cu cai duong do ( betterave rouge), trai cay chin....

3.1.7. Ddi mau dai thé

- Nudc tiéu c6 mau hong thi s6 lwong hdng cau di c6 thé ting trén 300.000 HC/ml .

- Nghiém phap 3 cbc :

+ Dai ra mau doan dau la nguon goc ni¢u dao, tién liét tuyén

+ Pai ra mau doan cubi 1a ngudn goc ¢ bang quang

+ Pai ra mau toan bii, ca 3 cdc thi khéng cé gia tri khu tra vi ¢6 thé 1a tir than ma cling c6 thé
la ngoai than .

3.2.Ddi mdu vi thé véi cdc truwong hop sau

3.2.1. Khi thw bang bang giay thir nuoc tiéu

C6 thé nham 1an gilta dai ra hong cau voi dai ra hemoglobin hoic dai ra myoblobin

3.2.2. Piéu kién ldy nwéc tiéu khong thich hop

Chéng han ldy lac dang co6 kinh nguyét hodc 14y ngay sau khi sonde bang quang hay vira méi
noi soi duong tiéu, mo tiét ni¢u, sau sinh thiét than. .

3.2.3. Dem 6 lwong hong cdu trén mét vi trurong cé khi nham lan

- Nuée tiéu binh thuong khéng qua 1000 HC/phat hodc khong qua 1000 HC/ml . Néu xem
trén kinh hién vi véi d6 phong dai 400X thi chi thiy 0-1 HC/ vi truong .

- Pai mau vi thé khi nudc tiéu co tir 2000 HC/phat hodc 2000 HC/ml . Xem trén kinh hién vi
v6i do phong dai 400X thi thdy 2 HC trd 18n trén mot vi trudng, trong thuc hanh cé thé biéu
thi bang ky hiéu 1+, 2+, 3+..tuy theo s6 lwong nhiéu it .

3.2.3.Phdn biét hinh dang kich thuéc hong cdu

- Héng cau bi bién dang méo mo, rach vira, nhan nhum thi thuong do ton thuong cau than.
Hong cau Kkhong bi bién dang con nguyén ven thi thuong do t6n thuong ngoai cau than .

- Nuge tiéu c6 tru hong ciu hoic dai mau vi thé kém protein niéu tir 1gr/24 gid tro 1én thi
ngudn goc ton thuong nhiéu kha ning 13 cau than .

4. Cac xét nghi¢m cin thiét dé chin doan va tim nguyén nhén

4.1. Nghiém phdp 3 coc

4.2. Xét nghiém nwéc tiéu

4.2.1. Soi tuwoi

- Tim héng cAu niéu dé chan doan xéc dinh dai mau vi thé

4.2.2.T¢ bao vi tring

- Néu c6 kém bach cau niéu nhiéu c6 thé nghi dén nhiém khuén tiét niéu

- Cay nudc tiéu

- Néu c6 té bao la 4c tinh nghi dén u than

4.2.3. Sinh hod

- Néu c6 kém protein niéu nhiéu c6 thé nghi dén bénh 1y cau than

4.3. Soi bang quang
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4.3.1.80i ngay khi dai mau

- Thay duoc tén thuong chay mau ¢ bang quang

- Thiy dugc chay mau trén bang quang :

+ Néu thdy chay mau tir hai bén niéu quan thi thuong tén thuong cau thin
+ Néu thay chay mau mot bén niéu quan thi thuong 13 bénh tiét niéu mot bén
4.3.2. Soi ngoai luc dai mau

- Tim nguyén nhan tai bang quang

4.4. Chup bung khéng chudn bj

4.4.1.Phat hién s6i hé tiét niéu can quang

4.5. Chup UIV

4.5.1.Phat hién soi hé tiét niéu khong can quang

4.5.2.Phat hién séi hé tiét niéu can quang

4.5.3.Phat hién bat thuong hé tiét niéu

4.5.4.Ddnh gid vira chire ndng vira hinh théi hé tiét niéu

4.6. Chup dong mach thin

4.6.1. Di dang mach than

- Hep mach than

- Phong mach

- U mach...

4.7. Xét nghiém chvrc nang dong mau

4.7.1. Phat hién cac réi loan dong mau lién quan bénh than

4.8. Siéu am hé tiét niéu

4.8.1.Ddnh gid vira chirc ndang vica hinh thdi hé tiét niéu

4.9. Chup cit Iép CTscan

5. Thai d§ xir tri trwéc mot trwomg hgp dai mau & tré em

5.1. Kham ldm sang

5.1.1.Kham toan than

- Cha y dén cac co quan tao méau nhu gan, lach, hach, tuy xwong...

- Kham céc co quan khac nhu tudn hoan, ho hép, tiéu hoa....
5.1.2.Kham hé tiét niéu

- Kham than dé phat hién than 16n : ddu cham than-bap bénh than duong tinh
- Kham bang quang dé phat hién diém dau ving ha vi trong nhiém tring duong tiéu
- Kham co quan sinh duc ngoai dé phat hién hep bao qui dau

5.2. Chi dinh lam cdc xét nghiém can thiét

5.2.1. Xét nghiém chung déi véi moi bénh nhéan cé dai mau

- Nudc tiéu: té& bao-vi tring

5.2.2. Xét nghiém chon loc tuy theo dinh hwong nguyén nhan

- Chup X quang hé tiét niéu khi nghi ngd dai mau do séi hé tiét niéu...
5.3. Piéu tri

5.3.1.Cdc bénh & cau thdn

- Diéu tri theo phac dd cua timg bénh twong tmg

- Du phong tai phat

5.3.2. Cac bénh nhiém khudn

- Phéi hop khang sinh néu khéng c6 khang sinh d6

- Dung khang sinh dic hiéu va dam bao nguyén tic str dung khang sinh
5.3.3.Bénh vé mdu va mach mdu than

- Diéu tri tuy theo mbi nguyén nhan

2.1.4. Do sang chan

- Két hop diéu tri ngoai khoa sém

2.1.5. Do di dang thdn - tiét niéu

61
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- Phau thuat chinh hinh cang sém cang tot

2.1.6. Khoi u

- Phau thuat sém

- Chay tia

- Pa hoa tri liéu
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VIEM CAU THAN CAP

Muc tiéu

1. Trinh bay dwoc dal cwong, nguyén nhdan va cac van dé dich té hoc, yéu té nguy co gdy
bénh viém cau thdn cdp o tré em .

2. Phat hién sém cdc biéu hién lam sang cdn lam sang ciia bénh viém cau thdn cdp & tré em
dé chan dodan sém, phan tich duoc tién trién va tién lwong cua bénh .

3. Trinh bay dwoc duoc ly hoc cua thuéc, phac do diéu tri bénh viém cau thin cdp o tré em
va néu ra duoc cdc bién phap du phong cho cong dong.

1. Dai cwong

Hoi ching than viém cip 1a hoi ching véi bénh canh 1am sang thuong giong nhau nhung ton
thwong giai phau bénh tai ciu than lai khac nhau vi do nhiéu nguyén nhan. Thuong khoi bénh
dot ngot voi phu, dai it, dal mau, dai ra dam, cao huyét ap va c6 thé co cac blen ching nhu suy
than, suy t1m phu ph01 cip, phu ndo.... O tré em thuong gap nhit 14 viém cau than cip sau
nhiém lién cau khuan ( VCTC/LCK ) nhung ca hai than déu khong 1am mu ma lai co ton
thuong giai phau bénh 1a ting sinh té bao trong mao quan cau than do mot co ché mién dich
phirc tap, day dugc xem nhu 1a dinh nghia vé VCTC tién phat & tré em. VCTC/LCK thuong
lanh tinh .

2. Nguyén nhan va dich t& hoc

2.1. Nguyén nhdn

Lién cau khuan B tan mau nhom A, ching “gdy viém than” co typ huyét thanh :
1,2,4,12,18,25,49,55,57,60. Thuong gip nhat 1a typ 12 (nhiém tring ¢ hong) hoic typ 49
(nhiém tring da).

2.2. Dich té& hoc

2.2.1. Ty 1é mdc bénh

- Theo Nelson thi VCTC & tré em chiém khoang 0,5% s6 bénh nhi nhap vién .

- Vién Nhi Trung wong ( 1974-1988 ) thi 1,07% s6 bénh nhi nhép vién.

- Khoa Nhi - BV TW Hué ( 1987-1996 ), VCTC ¢ tré em vao diéu tri chiém 61% trong tong
s6 bénh than-tiét niéu, khoang 1,3% s6 bénh nhi vao khoa .

2.2.2. Tuéi mdc bénh

- O tré em Viét Nam 1a 5,8 + 2,5 tudi

- O tré em nuée ngoai la 6,4 2,9tudi

2.2.3. Gioi

- it ¢6 su khéc biét gitra nam nir

2.2.4. Vé thoi tiét

- Mua lanh thi thuong VCTC/LCK sau viém hong

- Muia h¢ thi thudng VCTC/LCK sau nhiém tring da.

- Tai Hué mua dong - xuan co ty 1€ mic bénh cao hon vao mua heé - thu .

- Bénh thuong xay ra rai rac quanh nam

3. Nhic lai so lwge didc diém giai phiu-sinh Iy than - tiét niéu tré em

3.1. Gidi phiu

Pon vi cau tao va chirc phan cta than 14 nephron. S lugng nephron khoang 10° mdi than ké tir
tuan thir 25 cta thai nhi va sau nay khong ting thém s6 luong ma chi ting kich thudc

3.2. Sinh ly

Dién tich loc cua cau than ty 1€ thuan voi dién tich da

Su phan b mau & than khong déng déu : phan vé duge cung cdp nhiéu mau
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Kha ning tu diéu hoa dam bao duoc sy tudn hoan thuong xuyén trong than

Than c6 2 chirc nang chinh 14 tao nudc tiéu va noi tiét

Ttr 2 tudi chirc nang sinh Iy 3 nhu ¢ nguoi 1on

4. Sinh ly bénh

Sau khi bi viém hong (do LCK(A12) hodc nhiém trung da(do LCK(A49), _trong méau s& xudt
hién khang thé khang LCK goi tit 1a ASLO (Ant1 Strepto- Lysine O) V01 nong do ting dan va
hinh thanh phirc hop khang nguyén-khang thé gy ton thwong cho cau than, thuong sau 9-
11ngay néu viém hong, sau 2-3 tudn néu nhlem trung da. Mot nhém nghién ctru ¢ Khoa Nhi-
BVTW Hué nhén thiy gi4 trj trung binh ctia ndong d6 ASLO trong VCTC/LCK thé don thuan
1a 338 UI/ml. Ton thuong khong chi gdy viém cac mao mach cau than ma con gy viém mao
mach toan than l1am co mach va tang tham tinh mao mach dwa dén & mubi va nuée & gian bao (
phu ), thoat protein khong chon loc va thoat hong cau ra trong nudc tiéu ( dai mau ), ting tiét
renin gy cao huyét 4p, ngoai ra con do ting sinh té bao mang day, nhét 1a t& bao ndi mach,
ddng thoi mot phan do ling dong cac ty khang thé IgA,IgG,IgM va bo thé lam giam dién tich
loc gay giam muc loc cau than ( dai it ), ting uré mau dan dén nhiéu bién chimg

5.Triéu chirng 1Am sang (thé dién hinh)

Khéi bénh thuong dot ngdt sau mdt thoi gian viém hong hoac nhiém trung da, xuét hién cac
triéu ching sau

5.1. Phu

Thudng pht nhe & mi mat va hai chi dudi voi dic diém 13 phu tring, mém, 4n 16m (ddu Godet )
khong dau, an nhat s€ giam phu

5.2. Thiéu nigu

Thé tich nude tiéu co thé dudi 180ml/m(/24gio (day 1a lwong nudc tiéu can thai ra nho
nhat)hodc trén 100ml-<300ml/24gid

5.3. Ddi mau

Nudc tiéu sdm mau hodc mau d6 nhu nudc rira thit . Thuong dai mau dai thé xuét hién sém va
bién mat sém trong vong 10 ngay nhung dai mau vi thé co thé kéo dai 3- 6 thang

5.4. Ting huyét dp

Khong bit budc nhung ciing thuong gip trong tuan 1& dau, ting tim thu ldn tim truong. Co
thé khong gay triéu chimg 1am sang hodc d6i khi gdy nhirc dau , non mita,lo mo, co git...nhat
1a khi tang huyét 4p dot ngot dé gay bién chimg

6. Can 1am sang

6.1. Nuéc tiéu

Protein ni¢u vira phai, thuong <1gr/24gio. Hong cau vi thé hinh dang méo mo rach vd, c6 thé
co tru hong ciu chu’ng t6 hong cau tu than. Bach cau niéu c¢6 thé c6 nhung khong nhiéu va
nudc tiéu vo khuan Tru hat do té bao viém tir cau than bi bong ra va di qua ong than. Cin
Addis: Hong cau va bach cau trén 5.000/phit

6.2. Mau: Cong thirc mau: thé hién thiéu mau nhe do dai mau.Néu con tinh trang viém nhiém
thi ting nhe bach cAu da nhan trung tinh. Téc d6 mau ling ting, CRP ting nhe.

Uré méu c6 thé ting trén 1g/l va Creatinin mau c6 thé trén 2mg%( thé hién suy than vira phai
va khong c6 gia tri tién luong). Protit mau giam it va Lipit mau ciing it bién d6i. Dién di
Protein ¢6 hién tuong tang ( globulin. San pham giang hoé ciia Fibrin trong mau ting 1én lam
tang dong trong mao mach cau thén va giam di khi VCTC dugc h01 phuc. Nong do bo thé
C3,C4,CH50...giam (c6 5-10% truong hop C3 khong giam). Tré vé binh thuong sau tuan thi
5.Bang ¢ nhiém LCK dua trén:Phan 1ap LCK trong hong hoic trén da. Tim khang thé khang
LCK nhu AntiStreptoLysine O (ASLO); AntiStreptoKinase (ASK) ; AntiStreptoDornase
(ASD) ; AntiHyaluroNidase (AHN). ASLO thudng ting sém. Sinh thiét than chi dat ra khi
bénh kéo dai trén 6thang hodc suy than dai qua 1 thang
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7. Chan doan va chan doan phan biét
7.1.Chén dodn
Khi 1am sang c6 tam chimg than viém ( phu, ting huyét ap, ddi mau ) sau khi bi viém hong
hodc nhiém tring da 12 bién phap phat hién sém, can 1am sang c6 ASLO ting va bd thé giam
Chén doan xac dinh dua vao sinh thiét than c6 tang sinh té bao trong mao mach cau than, tuy
nhién sinh thiét & tré em chi dit ra trong truong hop dic biét
7.2.Cdc thé lim sang
Pugc dit ra véi cac bénh 1y c6 bicu hién phu; thiéu niéu; dai méau; cao huyét ap... Ngoai ra can
phan biét cac thé 14m sang nhu sau
7.2.1. Thé theo nguyén nhin
VCTC/LCK va VCTC khong do LCK dé c6 thai do diéu tri va tién luong dung. C6 thé co
trueong hop khong ro6 nguyén nhan
7.2.2. Thé theo co dia
VCTC 6 tré bt me rat hiém , c6 nhiéu bién chung xay ra
7.2.3. Thé thé so, thé nhe
Chi c6 mot tri€u chung hodc cac triéu chirng khong 1o
7.2.4. Thé suy thin hay thé thiéu-vé niéu
Pe doa su séng do nhimg bién chimg cua suy than cép, vo niéu kéo dai. Chiém khoang
11,27%
7.2.5. Thé tang huyét dp
Chiém khoang 1,2% Huyét ap ting gdy nhiing tridu chimg va bién ching nhu suy tim, phu
phéi cép, phu nao cip gy co giat...
7.2.6. Thé ddi mdu
NGi bat 1a dai mau dai thé kéo dai nhiéu tuan . Chiém 10,4%
7.2.7. Thé phéi hop thdn viém-thdn hu
Protein ni€u tang nhiéu cung cac tri¢u ching than viém va hoi ching than hu
7.2.8. Thé theo mé hoc va mién dich hupnh quang
Pién hinh véi ting sinh ndi mach va khong dién hinh véi ting sinh lan téa. Ling donglgA
(bénh Berger) biéu hién nhiéu dot d4i mau
8. Tién trién va tién lwong
VCTC/LCK c6 tién lwong tot : 90% - 95%tré lanh hoan toan. Thong thuong trong vong 2-
3tudn sau khi khoi bénh, 1dm sang hau nhu binh thuong. Tién trién dén viém céu than ban cap
hodc man chimg 5-10%.Trong giai doan cip d6i khi co thé xdy ra suy than cap, suy tim-phu
phdi cip, bénh ndo cao 4p...gay tir vong tir 0-5%.C6 thé tranh tir vong dugc néu can thiép kip
thoi cac bién chimg ké trén.

9. Cac thudc diéu tri va du phong
9.1. Duwge Iy hoc ciia thudc
9.1.1. Thudc khang sinh penicillin
Céac Cephalosporin va cac Penicillin déu 1a nhém ( Lactam c6 co ché tac dung néi két voi
enzym transpeptidase va carboxypeptldase ma cac enzym nay lai cAn dé xuc tac n01 két cac
peptldoglycan ctia vach té bao vi khuan Gram dwong va mot s vi khuan Gram am, rét cudc vi
khuan khong tao duoc vach
9.1.2. Thudc ha huyét ap (HA) : Tang huyét ap trong bénh than-tiét niéu 1a ting HA thir phat
do d6 vira chira triéu chimg vira diéu tri nguyén nhan,HA sé& trd lai binh thudng. Thudc c6 riit
nhiéu co ché tac dung nhu thude tic dung trung wong, thude phong toa hach giao cam, thudc
chen (, ( thudc chen kénh calci, thude e ché men chuyén, giam tiét renin.Tuy theo timg thé
bénh dé dung thudc
9.1.3. Thuéc lgi tiéu
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La cac thudc lam ting luong nudc tiéu, ting thai trir natri va anh huéng tryc tiép hodc gian
tiép dén sy bai xuat ctia mot s chat dién giai nhu thude loi tiéu lam giam kali mau qua co ché
phong tod men carbonic anhydrase ( CA ) thuoc loi tiéu giir kali mau qua co ché khang
aldosteron hodc gia khang aldosteron, thudc 1oi tiéu tham thau...
9.1.4. Thuéc tro tim
La cac thudc 1am tang sirc co bop ciia co tim qua co ché e ché ATPase mang lam anh hudng
dén ” bom Natri-Kali “ hodc qua co ché ting AMPv ¢ mang té bao co tim lam mo kénh calci
nén 1am ting co bop tim . Tuy theo biéu hién 1am sang dé chon lya mot cach thin trong
9.2. Phdc dé diéu tri VCTC/LCK ¢ tré em
9.2.1. Truong hop khong co suy thdn
- Piéu tri triéu ching
+ Nghi ngoi tai giuong cho dén khi hét phu va huyét ap tro lai binh thuong
+ Ché do an han ché mudi trong giai doan cdp va an udng binh thudng sau mot tun
+ Loi tiéu chi cho khi ¢6 thiéu niéu, pht nhiéu hodc c6 bién chimg cap tinh do cao HA
- Van dé khang sinh
Penicillin G 100. OOOGV/kg/ngay(hoac Erythromycin 50mg/kg/ngay) udng trong 10 ngay dé han
ché viéc lan truyén cta vi khuan
9.2.2. Truong hop ¢6 suy thin cdp (STC)
- Han ché nuéc
+ V6 niéu han ché hoan toan. Chuyén Glucose 10-30%: 35-45ml/kg/24gio
+ Néu thiéu niéu:Téng nudc vao = Téng nudc mat ra ngoai +(200-500ml/24gid )
- Loi tiéu
+ Furosemide TM 2mg/kg sau vai gio liéu 2: 10mg/kg-20mg/kg
+ Mannitol 0,5g/kg-1g/kg TM trong 30 phut
- Piéu tri ting Kali mau khi >6mEq/I
+ Sodium polyesterene sulfonate resin (Kayexalate): 1g/kg udng hodc thut dai trang. Kém theo
Sorbitol 70%( 2ml/kg)-20%(10ml/kg) giy ia chay tham thau. Resin lam hoan d6i Kali cho Na
+ Khi Kali >7meq/l cho thém lan luot: Gluconate Canxi 10%: 0,5ml/kgTM cham (theo doi
ECG).Bicarbonate Natri 7,5%: 3meq/lkg TM cham ( theo ddi HA, Tetanie ) Glucose 50%:
Iml/kg+Insulin ( 1DV/ 5g Glucose ) chuyén TM trong 1gid ¢6 tac dung lam Kali vao lai noi
bao. Sau vai gid néu khong hiéu qua cho chi dinh tham phan phuc mac
- Chéng toan khi pH mau < 7,15 va HCO3 <8 meq/I
Can néang t6i thiéu pH:7,2 va iHCO3:12meq/l. Cho theo cong thirc

NaHCO3(meq) = 0,3 x Kgcan nang x (12-Bicarbonate mau bénh nhan )
- Chdng ha Canxi mau
Bang cach lam giam phosphore mau, dung Amphogel 3mg/kg/ngay
- Chong ha Natri méu do cho udng nhiéu nudc nhuoc trrong. Khi Na mau < 120meq/1.Cho
theo cong thuc

NacCl (meq) 0,6 x Kg can nang x (125- Na mau bénh nhan)
- biéu tri tang huyet ap.

Han ché nudc va mudi, theo ddi HA 4-6gio/lan. Néu c6 bién chimg thi cho Diazoxide: 5-
10mg/kgTM. Sau 30phut ¢ thé cho lidu 2 hodc Hydralazin 0,2mg/kgTB,TM. Cé thé cho
MethylDopa 5-15mg/kgTM hoic Labetalol o, 1mg/kg/phiit TM.Chua ningcho udng
- Chéng co giat ( bénh ndo cao ap)

Diazepam 0,5-1mg/kg hodc Phenobarbital 3-5mg/kg
- Thim phan phiic mac hodc loc mau ngoai than ( Than nhan tao ) khi
+ Lam sang diéu tri nhu trén ma van vo niéu trén 3ngay; co tinh trang ngd ddc nudc va nhiém
toan trim trong (pHméu < 7,00 )

+ Cén lam sang
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* Uré mau >200mg%
* Creatinin mau >8mg%
* BUN ( Nito phi protein hodc Nito uré mau ) >150mg%
* HCO5 < 8meq/1
* Kali >7,5meq/1
- Ché do an
+ Trong giai doan dang suy than: Cho udng nudc chéo dudng ( U )
+ Sau khi suy than cai thién: Ché d6 an véi cac thanh ph?m dam, md, duong theo ty 1&
0 1 2

Pam (Ogr) Mo (2 Sg/kg) Duong(5g/kg)
+ Pam bao ning lugng can thiét tbi thiéu 1a 50 Kcalo/kg/ngay
9.3.Du phong
Ap dung céc bién phap chim soc stc khoe ban dau (CSSKBD) nhiam ngin ngira khong dé
nhiém LCK nhu
9.3.1. Cdi thién méi truong séng ( van dé cua xi hoi )
9.3.2. Vé sinh thén thé : V& sinh da nhét 1a vao mua nong, gitr Am vung hong vao mua lanh
9.3.3. Néng cao thé trang
9.3.4. Piéu tri khang sinh sém, c6 hé théng vdi tit ca nhiing truong hop nghi nhiém LCK
9.3.5. Tiém chung day du, dic biét 1a ching ngira vaccin LCK
9.3.6.Qudn Iy : Tré bi VCTC can dugc theo ddi quan 1y tai tram x4 dia phuong
9.3.7. Phong STC
- Han ché nhu'ng yéu t6 nguy co dwa dén STC nhu cac chuong trinh: phong chéng tieu chay
cap, phong thap, xir ly an toan dugc...ciing nhu dleu tri som cac di tat bim sinh hé tiét nigu s&
g6p phan lam giam tan sudt mic STC. Ngoai ra can ngan chéan xu hu(mg tién trién ciia STC
thanh ban cip hodc man bang cach phat hién sém va diéu tri som, ké ca chay than nhan tao
som ciing dugc khuyén khich
- Pac bi¢t kh1 tré b1 STC thi nguoi thay thudc can huéng dan cho cac ba me vé cac ché do nghi
ngoi, an udng, theo ddi trong khi ndm vién va sau khi ra vién
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HQI CHUNG THAN HU TIEN PHAT TRE EM
BSCKII Ho Viét Hiéu

Muc tiéu

1. Trinh bay dwoc dinh nghia, tiéu chudn chéan dodn theo quy wéc quoc té va néu dwoc cdc
ddc diém dich té hoc cia héi chirng than hu tién phat tré em

2. Trinh bay dwoc biéu hién lam sang, cdn lam sang va néu dwoc cdc bién chirng chii yéu cia
hoi chung than hu tién phat tré em

3. Trinh bay dwoc phdn loai theo nguyén nhdn, theo thé lam sang, theo tién trién, theo diéu
tri, theo mo bénh hoc chu yéu cua hgi chung than hw tién phat tré em

4. Trinh bay dwoc phac do diéu tri héi chitng than hw tién phat tré em va néu ra dwoc cac
bién phap dw phong .

1. Dai cwong

Hoi chitng than hu tién phét tré em (HCTHTPTE) 1a mot tap hop triéu chimg thé hién bénh 1y
cau than ma nguyén nhan phan 16n 1a v can (90%) du khai niém than hu da dugc Miiller
Friedrich Von néi dén tir nam 1905 véi mot qué trinh bénh 1y ¢ than co tinh chat thoai hod ma
khong phai la do viém .

1913, Munk dua ra thuat ngit “ than hu nhiém m& “ vi nhan thay thoai hod m& & than .

1928, Govert ¢ Bi va 1929, Bell & My cho réng tdn thuong trong bénh than hu chu yéu 1a cau
than. Sau nay quan diém trén dugc khang dinh nho nhiing tién b ki thuat nhu sinh thiét than,
kinh hién vi dién tir, mién dich huynh quang....

2. Dinh nghia vé HCTHTPTE

Dinh nghia vé HCTHTP chi yéu theo sinh hoc-1am sang bao gdm tiéu dam rat nhiéu va phu
toan . Nguyén nhan HCTHTP thudng khong rd rang vi thé con goi 1a HCTH v6 cén .

3. Dich t& hoc

HCTHTPTE la mét hoi chung thé hién bénh ly cau than maén tinh thuong gdp ¢ tré¢ em. Ty 1€
mic bénh thay ddi theo tudi, gidi, chung toc, dia du, co dia...

3.1. Ty I¢ miic bénh

Tai mot s6 khoa nhi hodc bénh vién nhi sé tré em bi HCTH chiém khoang 0,5-1% tong sb
bénh nhi ndi tri va chiém 10-30% téng s6 tré bi bénh than. Tai Khoa Nhi BVTW Hué s6 tré
bi HCTH chiém 0,73% tong s6 bénh nhi noi tr va chiém 30% tong s tré bi bénh than

3.2.T uo?t

Tubi mac bénh trung binh ¢ tre em Viét Nam la 8,7 (3,5 ( tudi di hoc ) trong lac d6 & nude
ngoai tudi mic bénh thap hon thudng gip & tré em trude tudi di hoc.

3.3. Gioi

Tré nam gip nhiéu hon tré nit (ty 18 2:1)

3.4. Chung tjc

Tré em Chau A bi bénh nhiéu hon Chau Au ( ty 18 6:1 ). Tré em Chau Phi it bi HCTHTP,
nhung néu tré em da den bi bénh HCTHTP thi thuong bi khang Steroid.

3.5. Dia dw

O Viét Nam , Vién BVSKTE ty 16 HCTHTPTE 1a 1,78% ( 1974-1988 ); BV Nhi dong I 1a
0,67% ( 1990-1993 ); Khoa Nhi-BVTW Hué 14 0,73% ( 1987-1996).

O My ty 1& mic bénh 13 16/100.000 tré em duéi 16tudi tire 1a 0,016% ( Schlesinger, 1986 ).
3.6.Mpt s6 yéu té thuan loi

Bénh thudng hay xuat hién sau nhiém khuan ho hap cip va trén co dia di tng ( cham, hen..)
nguoi mang HLA (Human Leucocyte Antigen) .

4. Sinh ly bénh
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HCTHTPTE xay ra la do tang tinh thAm mang mao mach cAu than ddi voi protein, mao mach
cau than bi viém va c6 phirc hop khang nguyén - khang thé luu hanh ( bénh tr mién ). Co ché
tang tinh thdm nay c6 thé do mét phan sac dién tich 4m cia mao mach mang day ciu than va
su hién dién mot s chat Lymphokines ¢ day 1am thay déi 16 loc ctia mang day cau than khién
cho céc protein mang dién tich am va c¢6 trong lugng phan tir nhé thoat ra ngoai thanh mach.
4.1.Tiéu dam

MAt protein niéu & day co tinh chon loc, chi dé thoat cac loai protein c¢6 trong lugng phan tir
nhoé nhu Albumin 69.000. Mt albumin qua nudc tiéu giy ra giam Albumin mau, khi Albumin
méu giam xudng dudi 25g/1 thi phui s& xuat hién.

4.2. Phu

Thuong thay ddi va lién quan dén ap luc keo giam ( 1am nudc va mudi thoat vao gian bao );
giam thé tich mau tudi cho than gay cuong Aldosterone thir phat (lam tang tai hép thu Na ¢
ong lugn xa ) va tang tiét ADH bat thuong ( 1am ting tai hap thu H,O & dng gop ).

4.3. Réi logn chuyén héa chit béo tai gan

Gan ting tong hop dam (nham bu trir protide méau giam ) trong d6 ¢6 Lipoprotein va vi vy s&
van chuyén nhiéu Triglyceride, Cholesterol ra mau ngoai vi lam ting Lipide mau, néu nhiéu
s& gay ton thuong thanh mach, tic mach.

4.4. Hién twong ting dong

Tang dong lién quan dén ting tong hop cac yéu to dong mau nhu yéu t6 I, II, V VI, X, tiéu
cau va nhit 1a yéu t6 VIIL, dong thoi giam Antithrombin I11.

4.5. Mt sé chit protein khdc ( ngoai Albumin ) thodt ra trong nuwéc tiéu

4.5.1.Lipoprotein lipase _

Lipoprotein lipase thoat ra trong nudc tiéu lam giam di hoa Lipide. Cac vat thé lipides qua
6ng than tao thanh tru ma.

4.5.2.Globulin két hop Thyroxin

Mit globulin két hop Thyroxin lam réi loan cac test chirc ning tuyén giap.

4.5.3.Protein két hop Cholecalciferol

Mit protein két hgp Cholecalciferol 1am thiéu vitamin D va ha Calci mau.

4.5.4.Transferrin

Mit Transferrin (trong luong phén tir : 80.000) ddn dén thiéu mau nhuoc sic khang sét .
4.5.5.Globulin mién dich

Mit IgG mién dich (trong lwong phan tir : 150.000) va cac bd thé lam giam kha ning opsonin
hoa vi khuan,dé bj nhiém tring.

Nguoi ta st dung chi s6 chon loc IgG/ Transferrin trong nuéc tiéu dé tién luong: Dap tng
corticoide tot néu chi s6 <0,10 va kém néu >0,15 ( bénh ning ).

4.5.6.Cac loagi protein khac

Céc loai protein gén véi thude 1am anh huong dén duoc dong hoc va ddc tinh cua thude.
4.6.Phdn wng viém

Phan tmg viém ctia bénh ty mién hodc c6 kém boi nhiém lam ting téc d6 mau lang lién quan
tang 2globulin. Ngoai ra c6 thé ting bach ciu da nhan va CRP .

5. Biéu hién 1am sang

5.1. Pha: Phu toan than véi cac dic tinh phu tring, mem an 16m ( du godet dwong tinh ),
khong dau. Thuong phu bat dau dot ngot tir mat lan xudng toan than, ngoai ra c¢6 hién tuong
pht da mang nghia 13 c6 phu & mang bung, mang tinh hoan & tré trai, c6 thé & mang phdi,
mang tim, mang ndo vi vay khi kham 1am sang can chii ¥ cic co quan trén.

5.2. Pau bung: Pau bung 13 triéu ching khong thudng xuyén va khong dic hiéu, co thé do
cing mang bung khi dich bang quéa nhiéu giy dau hoic do tic mach mac treo, do rdi loan tiéu
hoa, viém phlic mac tién phat...

6. Bi¢u hién cin 1am sang

6.1. Xét nghiém nuwoc tiéu
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- Sinh hoa: Protein niéu phan nhiéu > 100mg/kg/24 gid, protein niéu c6 tinh chon loc

- Té bao: Hong cau hau nhu khong ¢ hodc chi ¢ dang vi thé nhe va nhét thoi. Tru thiu quang
6.2. Xét nghiém madu

- Protid toan phan giam nhiéu, da sé < 40g/1

- Pién di protid mau thiy: Albumin mau giam nhiéu ( < 25g/l ) alpha2Globulin va béta
Globulin ting, gama Globulin giam nhiéu vao giai doan mudn .

- Pién di mién dich: IgM ting cao va IgG giam nhiéu nhit 14 khi bénh ning .

- Lipid va Cholesterol mau tang .

- Cong thirc mau : Hong cau giam, bach cau va tiéu ciu co thé ting .

- Téc d6 mau lang thudng rat ting trong gid dau > 50mm

- Dién giai d : Natri, Kali, Calci thuong giam

- Ure, Creatinin trong gidi han binh thuong

7. Phan loai h§i chirng than hu tré em

7.1.Theo nguyén nhin

7.1.1. HCTH bam sinh ( hiém gap ).

7.1.2.HCTH tién phat (v6 can) .

7.1.3. HCTH thit phat ( sau cac bénh hé thong, bénh chuyén hoa, nhiém tring-nhiém doc.. ) .
7.2.Theo ldm sang

7.2.1. HCTH tién phdt don thuan .

7.2.2.HCTH tién phdt phéi hop hay khéng don thuan ( thin viém-thdn hi ).

7.3.Theo tién trién

7.3.1.HCTH tién phdt lan dau .

7.3.2.HCTH tién phat tdi phat ( phii va ting protein khi chuyén liéu tdn cong sang liéu duy tri
hoic sau khi ngung liéu duy tri ).

7.4.Theo diéu tri

7.4.1.HCTH “nhay cam corticoid” ( nudc tiéu sach protein trong vong 2tudn )-

7.4.2.HCTH “phu thugc corticoid” ( tai phat khi chuyén liéu hoic ngung thuoc )

7.4.3.HCTH “khang corticoid” (protein ni¢u van tang nhiéu sau diéu tri tin cong)

7.5.Theo gidi phdu bénh Iy

7.5.1. HCTH ton thwong toi thiéu (85%)

7.5.2.HCTH tang sinh mang (5%)

7.5.3. HCTH xo héa tirng diém (10%)

7.6.Sw twong quan giiva gidi phdu bénh va lam sing

Mot sb tac gia nhan thay rang néu

HCTHTP don thuan thuong nhay cam corticoid, dap (mg 90-95% thi t6n thuong 14 tdi thiéu
HCTHTP phdi hop thuong phu thudc corticoid, dap tmg 50-60% thi ton thuong 14 ting sinh
HCTHTP tai phat nhiéu lan, khéang corticoid, c6 suy than thi tén thuong 1a xo hoa cAu than
7.7.Tiéu chudn lanh bénh

Hoi chimg than hu tién phat tré em goi 1a ”lanh” khi ngung diéu tri trén 2 nam ma khong hé
c6 dot tai phat nao ca

8. Chan doan

Pé chan doan sém can dua vao

8.1.Hoan canh phat hi¢n

Dich té hoc, yéu to thuén loi va dau hiéu 1am sang xuat hién sém 13 phu nhanh toan than véi
dic diém tring, mém, an 16m, khong dau

8.2.Xét nghiém sinh hoc

Xét nghiém sinh hoc gitip xac dinh HCTH véi cac tiéu chuan sau

- Protein niéu trén 3g/24gid chiém phan 16n 1a Albumin

hoac trén 50mg/kg/24gio dbi v6i tré em. Protein niéu chon loc (nghia 1a > 80% Albumin bi
mat ra trong nudc tiéu do trong lwong phan tr nhé hon cac globulin)
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- Protide mau dudi 60g/1 va Albumin méu dudi 25g/1
- Phu va ting lipide mau thuong thiy nhung khong phai 14 yéu té can thiét cho chan doan
8.3.Sinh thiét thin
O tré emOinh thiét than khong can thiét vi da so (80-90%) c6 ton thuong tdi thleu va dép tng
tSt v6i corticoid, nht 1a dbi véi tré trude 8 tudi. Chi sinh thiét than trong mot sb it truong hop
nhu HCTH bam sinh ( tré dudi 1tudi ); HCTH phéi hop; HCTH khang corticoid
9. Tién trién va bién chig
9.1.Tién trién
C6 4 céch nhu sau
9.1.1. Chi mot dot
Chi duy nhit mot dot trong vai tudn ( hét phu, protein niéu mat ): day la thé nhay cam
corticoid (25%)
9.1.2.Tdi phdt nhiéu dot
Tai phat nhiéu dot trong nhidu nim nhung cudi cing van lanh hoan toan (25%)
9.1.3.Tdi phat lién tuc
Tai phat lién tuc khi giam lidu hodc ding thudc : day 1a thé phy thudc corticoid (30- 35%)
9.1.4.Thdt bai
( trude d6 dung prednison sau d6 Methyl- prednison ): day 1a thé khang corticoid (15-20%)
9.2. Bién chirng
9.2.1.Bién chitng ciia bénh
- Nhiém trung la blen chung pho bién nhat ( viém phiic mac tién phat, viém phdi, viem mo té
bao, nhiém trung tiét niéu, nhiém trung huyét )
- Hoi ching thiéu hut: Cham phat trién, suy dinh dudng, lodng xuong, co giat do ha calci
(tetanie) thleu mau, budu giap don thuan...
- Thyén tic mach mac treo, & phoi, & cac chi .
- Con dau bung: C6 thé do phu mac treo, phu tuy, viém phuc mac tién phat, loét daday
9.2.2.Bién chirng ciia diéu tri
- Corticoid thudng chi xdy ra bién chimg khi dung liéu manh va kéo dai s& gay rdi loan nudc -
dién giai, 16i loan noi tiét - chuyén hoéa; anh hudng hau hét cac co quan trong co thé...

- Thude e ché mién dich va e ché té bao ung thu : ¢6 thé gy suy tuy, v sinh, ung thu
mau , nhiém trung, viém bang quan chay mau, hoi toc...
- Thudc loi tiéu: khi dung nhiéu dot ngdt c6 thé gy réi loan nude dién giai ( giam Natri méu,
giam Kali méau ) giam thé tich ( truy tim mach, suy than )
10. Piéu tri va du phong
10.1. Diéu tri triéu churng (phu)
10.1.1.Nghi ngoi
10.1.2.Ché dg dn uong
Han ché mubi-nudc va in nhiéu dam, du cac vitamin (mudi 2-3g/ngay; nudc <I5ml/kg/ngiy;
dam 2-4g/kg/ngay)
10.1.3 Giir vé sinh than thé; giir dm
10.1.4.1¢ khi cho loi tiéu va chuyén dam
10.2. Diéu tri bénh sinh (ddc hiéu )
10.2.1.Liéu phap corticoid ( Prednison 5mg )
Corticoid ¢6 tac dung khang viém va trc ché mién dich
- Liéu tin cong: Prednison 2mg/kg/ngay x 4-8 tuan.Udng trong hodc sau an mot 1an budi sang
hodc chia 2-3 lan trong ngdy . Sau d6 tuy theo protein niéu dd 4m tinh hay chua dé chon liéu
duy tri
- Liéu duy tri
+ Néu protein niéu am tinh: 1mg/kg/ngay x 6 tuan lién roi ngimg thude hodc ciing cb thém
véi lidu 0,5mg-0,15mg/kg dung 4/tuan trong 4-6thang
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+ Néu protein niéu con duong tinh : 2mg/kg/cach nhat x 4 tuan lién

+ Néu lidu tin cong thit bai co thé thir cho Methyl-prednison ( Solu-Medron) 30mg/kg
(chuyén tinh mach).x 2-3ngay trong tuan . Sau d6 danh gia lai sy dap ung diéu tri steroid

- Piéu trj trd lai nhu ban dau néu tai phat hoac phu thudc. Néu khang thudc thi doi thude khac
10.2.2.Thudc trc ché mién dich va irc ché phat trién té bao ung thir nhém Alkyl

- Cyclophosphamide 50mg : Liéu dung 3mg/kg/ngay, udng mot lan x 4-8tuan ( tong lidu <
170mg/kg ).Theo ddi cong thirc mau ( chi ¥ bach cau ) .

10.2.3. Mt 56 thuée khdc

- Levamisol

- Indomethacin

- Heparin

- Chlorambucil

- Cyclosporin...

10.3. Diéu tri bién chimg

7.3.1.Khdng sinh trong nhiém tring

- Penicillin 100.000don vi trén kg can ning trong ngay udng hodc tiém bap

7.3.2.Heparin trong tic mach

- Heparin liéu 200-300don vi trén kg can ning trong ngdy tiém bap sau

7.3.3.Bui cdc chat thiéu hut nhw Calci, Kali.. .

10.4. Dw phong

Do bénh thudng tai phat nén can theo doi déu dan trong nhiéu nim ( it nhit 5 nam ) do d6
phai thuyét phuc bénh nhan va bd me tuan tha ché do diéu tri ndi tra va dic biét la ngoai tra
mdt cach nghiém tac, chit ché qua ché d ngoai tri 14p y ba theo dai ...

Ngin chin cac yéu té thuan loi dAn dén HCTHTP tai phat

Theo di c4c tridu chimg 14m sang ( chiéu cao, can ning, huyét 4p ) can 14m sang ( toc do mau
ling, protein niéu ) tic dung phu cta thudc
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NHIEM KHUAN PUONG TIET NIEU TRE EM

Muc tiéu
1. Nhdn biét cdc van dé vé dich té hoc ciia bénh nhiém khuan duong tiét niéu tré em
2. Phan tich dwgc co ché gdy bénh ( sinh 1y bénh )
3. Chan dodn sém dwoc bénh
4. Phén tich dwoc tién trién cia bénh
5. Xdy dung dwoc phéc do diéu tri va néu ra cdc bién phdp chiam séc sire khoé ban ddu

1. Dich t& hoc

1.1. Tan suit

Nhiém khuan duong tiét niéu ( NKDTN ) ¢ tré em ding hang thtr 3 sau nhiém khuan dudng
ho hap va tiéu hoa, & so sinh va bu me trai gai nhu nhau; sau d6 tré gai bi nhiéu hon gip 2-3
1an so tré trai, diéu nay duogc giai thich do niéu dao nit ngan hon va & gan hau mén nén dé bi
nhiém tring hon, ngoai ra trong dich tién liét tuyén c6 chat diét khuan

1.2.Nguyén nhin (Vi khuén hoc)

E.Coli chiém hang dau (88%).Proteus thudng gip ¢ tré trai >Itudi, tré bi soi tiét
ni¢u.Klebsiella pneumoniae va Enterococcus thuong gap ¢ so sinh.Staphylococcus albus;
Pseudomonas aeruginosa; Klebsiella thuong gap ¢ nhiing bénh nhan nam vién vi bénh than-
tiét niéu hodc nhitng bénh c6 dat thong tiéu; sau can thiép ngoai khoa, nhitng nodi ndy thudong
khang nhiéu loai khang sinh. Nim va siéu vi hiém gap

2.Sinh ly bénh

2.1. Co ché gdy bénh

2.1.1.Bang dwong duwedi lén

Thuong gip nhét voi yéu td 1am d& 1a hep bao qui ddu ¢ tré trai va niéu dao ngan, gan hau
mon, giun kim...¢ tré nit

2.1.2Bdang dwong mdu

Rét hiém ,thuong sau nhiém tring mau, hay gip ¢ tré so sinh

2.2. Nhitng yéu té thudn lgi lam tang sinh vi khudn

2.2.1. Vi khuan

Su bam dinh vao biéu mo duong tiéu cua vi khuan va doc luc cua nd

2.2.2. Mién dich

Giam IgA cua niéu dao, giam strc dé khang ciia bang quang

2.2.3. Yéu t6 co hoc

Sy «r tré nudc tiéu; tic nghén dudng tiéu; trao nguoc bang quang-niéu quan; cac thu thudt niéu
khoa

2.24. Co dia

Nguoi bi bénh dai duong, hoi ching than hu, nguoi gia, thai nghén, tré bi suy dinh dudng...
3.Lam sang

Thuong mo ho, ¢6 khi khong co triéu chimg va thay doi tuy theo tudi

3.1. Viém bang quang cip

3.1.1.0 tré nho

Thuong théy s6t,sut can,boé bu,ndn,ia chay,vang da. Cac tri€u chung nay chi goi y mdt nhiém
trung

3.1.2.0tré lom

Thuong gap tiéu rat,tiéu budt rat dau,bi tiéu,tiéu dam...Mot doi khi tiéu mau cudi bai thi co
thé 1a viém bang quang chay mau do E.Coli ( ¢6 chit hemolysine) hoic do Adenovirus typ
11va 21

3.2. Viém thin-bé thén cip
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Thuong phdi hop tridu ching tong quat va triéu chimg thuc thé

3.2.1. Téng qudt

S6t 39- 40°C, rét run

3.2.2. Tai cho

Pau lung, dau hong tu nhién hoac khi kham (mdt hodc hai bén); dau bung. Kham so& théy than
16n. Thuong kém tri€u chiing viém bang quang trudc do

4. Can lam sang

4.1. Té bao-vi triing hoc

bay 1a xét nghiém chinh, 1am  trude khi cho khang sinh

4.1.1. Ldy nuéc tiéu

- Lay gilta dong

Lay nudc tiéu gitra dong vao bubi sang 1a cach tot nhit nhung phai dam bao 14y dung cach

- Hung nude tiéu bang tii dan nho

Dung cho tré nho va so sinh

- Choc do bang quang trén xuong mu

Chi 4p dung trong mot sd it trudng hop

- Dit thong tiéu

It xtr dung vi c6 thé dua Vi trung tir ngoai vao

- Nude tiéu dung trong dng nghiém vo tring va phai dua di xét nghiém ngay. Néu chua dua di
cdy ngay duoc thi phai bao quan ¢ nhiét d6 4°C nham e ché vi khuin

4.1.2. Xét nghiém vi trung hoc

- Soi tuoi truc tiép va nhuom Gram

- Cy nudc tiéu

Céy nudce tiéu trén moi truong thach dé xéc dinh vi khuan va dém khuén lac

- Phén tich két qua

Nhiém khuan duong tiét niéu duoc dinh nghia boi phdi hop vi khuan niéu va ma niéu.

+ Tiéu chuan KASS dé chan doan NKDTN la

* Vi khuan niéu > 105/ml = 100.000vi khudn/ml, thuan mét loai vi khudn (VK)

* Bach céu niéu > 10/mm3 (mot sé tac gia khac thi >20 hodc >50)

+ Mot s6 diéu kién cho két qua gia:

* VKniéu cao gia c6 thé do vay ban, dua xét nghiém tré, bao quan khéng dung nhiét do

* VKni¢u thap gia c6 thé do diéu tri khang sinh trude do, nude tiéu bi vy thudc sat tring

* C0 bach cau ni¢u nhung khoéng co vi khuén niéu

4.2. Test nhanh

Dé phat hién NKDTN ( nhit 13 & cong dong ) bang cach dung gidy thir dé tim bach cu niéu
(+) va nitrite (+) dya trén men leucocyte esterase va men nitrate reductase co trénVK

4.3. Cdy mdu

Trong trudng hop c6 hoi chimg nhiém tring ram ro. Cay 31an / moi 4gio

4.4. Tim khdng thé khdng vi khudan, mién dich huynh quang

4.5. Chén dodn bang hinh dnh

X quang, siéu am, CT Scan, chup nhap nhay déng vi phong xa...nham tim nhiing bat thuong &
bo may tiét niéu

5. Tién trién va bién chirng

5.1. Tién trién

Thong thuong 1a thuan loi, dudi tdc dung khang sinh nudc tiéu s& sach vi khuan. Péi khi
khong thuan loi; tré van bi NKDTN du da diéu tri khang sinh, can xem lai ¢6 khang thudc
khong hoac nguyén nhén chinh la do di dang hé tiét niéu...

5.2. Bién chirng

5.2.1.Toan than
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C6 thé bi nhiém tring mau thuong do vi khuan Gram(-)véi nguy co choang nhiém tring; hoai
ttr Ong than; bénh than ké
5.2.2. Tai than va quanh than
Hoai tr nhu than; abees than; than & mu;viém quanh than
5.2.3. NKPTN tdi lai (tdi phdt hodc tai nhiém)
5.2.4. Viém thén - bé thin man
Viém than - bé than man do xo hoda vo than; viém ké than man; xo teo 6ng than; trao nguogc
bang quang-niéu quan (90%) con goi l1a bénh than trao nguoc

6 . Piéu tri va dw phong
6.1. Nguyén tic diéu tri
Muc dich chi yéu diéu trj 13 v6 khuén héa nuéc tiéu nhanh chong va ngira seo hoa than. Piéu
tri s6m va triét dé ngay sau khi 1dy nudc tiéu xét nghiém vi trung hoc.Chon khang sinh ré
tién, it doc ma van c6 hiéu qua nho phd rong, dic hiéu.Panh gia hiéu qua diéu tri béng cach
xét nghiém té bao-vi trung ngay thtr 3 vangay thtr 15. Tham khao khang sinh d6. Diéu trj du
phong tai phat va diéu tri di tat hé tiét niéu néu co
6.2. Phdc do diéu tri
6.2.1. Viém bang quang cdp (Nhiém tring dwong tiéu thap)
Chi can udng mot loai khang sinh tir 7-10ngay. Chon mdt trong cac loai sau
- Amoxicillin : 50mg/kg/ngay chia 31an
- Bactrim (Sulfamethoxazole:20-30mg/kg/ngayvaTrimethoprim: 4-6mg/kg/ngay)chia 21an
- Cephalosporin IG (Cephalexine): 50mg/kg/ngay chia 31an
- Augmentin (Amoxicillin+Ac.Clavulanique): 50mg/kg/ngay chia 2lan
6.2. 2. Viém than-bé than cap (Nhiém trimg dwong tiéu cao)
Phai kct hop 2 loai khang sinh duong tiém trong 3-5 ngay dau dé dat nong do cao tai
than. Téng thoi gian diéu tri 13 15ngay, téi thiéu 1a 10ngay. Cdy nudc tiéu cr mdi 3 thang / 2
nam
- Khi chwa c6 khang sinh do
C6 thé chon Cephalosporin 3G (Cefotaxime hodc Ceftriaxone) hoic Amoxicillin tiém phdi
hop Aminoside (Gentamycin)
+ Cefotaxime (Claforan): 50-100mg/kg/ngay chia 31an
+ Ceftriaxone(Rocephin): 50mg/kg/ngay chia 3lan
+ Gentamycin: 2mg/kg/ngay chia2lan
- Khi ¢6 khang sinh d6
Tuy theo dién tién trén 1am sang dé co6 thé chuyén thudc tiém sang dudng udng va ciing co thé
dung mét loai khang sinh
- Dén luu nudc tiéu
Din luu trong trudng hop co tac nghén, diéu tri ngay di tat duong tiéu
6.3. Du phong
Néu NKDTN tai phat nhiéu lan thi phai diéu tri du phong bang Bactrim hoac Nitrofurantoin
voi lidu 1/3 lidu binh thuong, ubng mot lan tir 2-4 tuin hogc hang nam néu con hién tuong
trao ngugc bang quang-niéu quan hay tic nghén dudng tiéu. Phai giéi han va dam bao vo
khuan khi 1am tha thuat théng do duong tiéu. Phai theo ddi tic dung phu va doc tinh cua
thube;phai cdy nudc titu mdi 1-2thang/nam dé dé phong VK khang thudc va phat hién
NKDTN tai phat ma khong co triéu ching lam sang.Phai giai quyet ngoai khoa v6i nhimng bt
thuong duong tiéu duoc phat hién.Cac van dé nhu udng nhiéu nuéc, vé sinh ving hoi am
hang ngay, diéu tri tao bon, diéu tri hep bao qui dau, phong chéng suy dinh dudng...ciing co ¥
nghia du phong NKDTN
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SUY THAN CAP O TRE EM

Muc tiéu

1. Néu dwoc dich té hoc va nguyén cia suy than cap ( STC ) & tré em.

2. Trinh bay co ché bénh sinh chinh gdy nén STC

3. Trinh bay triéu chitng ldm sang va cdn lam sang ( chii yéu cdc triéu ching sém nham
chan dodn sémy).

4. Trinh bay cdc bién phdp diéu tri sém va xdy dung bién phdap dw phong STC.

1. Dai cwong

STC x4y ra khi chirc ning than giam t6i mirc ma sy hang dinh ndi moi khong thé duy tri 1au
dai dugc. Mot su gidm dot ngdt muc loc céu than dugc thé hién ¢ 1am sang thong thuong 1a
thiéu-vo niéu. Panh gia chirc nang than la rat quan trong thong qua nhimg xét nghiém sinh
hoc va do luong thé tich nude tiéu. Moi truong hop STC déu phai duoc chuyen dén mot trung
tam chuyén khoa dé c6 diéu kién chan doan tim nguyén nhéan va diéu tri diy du hon méi
mong hdi phuc hoan toan, giam dugc ty 1& tir vong

2. Dich té& hoc

Thong thuong nguoi ta chia STC thanh 3 loai:Suy thén trudc than ( suy than chice nang )do
giam luu lugng mau qua than.Suy thén tai than ( suy than thyuc thé ) ¢6 kém ton thuong nhu
md than. Suy than sau than do tic duong dan nude tiéu. Suy than chirc ning kéo dai s& gay
suy than thuc thé.

STC c6 thé gdp 6 moi ltra tudi va khong co6 su khac biét vé gi6i, mua nhung vé dia du thi ¢6
khac nhau. O tré em , bénh 1y nhu mé than chu yéu thuong gip 1a viém cau than cap, chiém tir
3-5% téng s6 bénh nhi vao diéu tri tai Vién Nhi Ha Noi. Ty 1€ tr vong do suy than trong viém
than 1a 0,5-1%.

3. Nguyén nhan

3.1.8uy thdn trudc than

Bao gom cac nguyén nhan c6 thé dan dén choang

3.1.1. Giam thé tich

Mit nudc qua da day-rudt (tiéu chay, non nhiéu); xuat huyét; bong; giam protide méu; thoat
huyét twong; bénh gan; bénh than...

3.1.2. Gidm huyét dp

Choéng nhiém trung; dong mau rai rac trong 1ong mach; suy tim; ha nhiét

3.1.3. Thiéu oxy

Hoi chiig suy ho hép, viém phéi; hep dong mach chu...

3. 2.Suy thin tgi thin

Bao gom nguyén nhan ¢ chu mo than, mach thén, 6ng than, ké than

3.2.1.Cac bénh vé than

Viém cau than cép; viém than-bé than; bénh tao keo; di tat bam sinh...

3.2.2.Céc bénh tic mach

Thuyén tac mach than; hoai tir vé than; HC huyét tan tang uré mau...

3.2.3.Hoqi tir ng thdn cdp

Ngé doc kim loai nang, hoa chét, thudc; dong Hb,myoglobin....

3.2.4.Viém ké thin cdp

Nhiém tring; phan tmg qua man do thude...

3.2.5.Cdc khéi u & thn va cdc di dang bam sinh, di truyén tai thén...

3.3. Suy thin sau than

Bao goém cac nguyén nhén bam sinh hodc méc phai gay tic 2 bén

3.3.1.Bénh thén do tic nghén
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Hep doan ndi; sa niéu quan; van ni€u dao, u bang quang...

3.3.2.Trdo nguegc bang quang-niéu qudan bam sinh hodc mdc phdi

3.3.3.Chdn thuong; huyét khoi; séi niéu quan hodc soi ni¢u dao...

C6 thé sip xép nguyén nhan STC tuy theo lira tudi nhu

3.4.80 sinh

Céc di dang than-tiét niéu; giam thé tich; thiéu OXY; nhiém trung huyét....

3.5.Bit me

Nguyén nhan mat nude nang; HC huyét tan - uré mau; hoai tr vo than, 6ng than...

3.6.Tré lon

Céc bénh viém cau than; ngd doc; soi h¢ tiét niéu...

4. Co ché bénh sinh

4.1.Suy thin trudc thin

Thén khong bi t6n thuong. Sy giam thé tich tuan hoan chung hodc ¢ than lam tudi méau & vo
than giam va gdy giam muc loc cau than. Suy than dugc phuc hdi hoan toan khi luu luong
méau qua than dugce phuc hoi binh thuong. Néu réi loan tram trong kéo dai c6 thé lam thiéu
mau than rdi gy ton thuong nhu mé than

4.2.8Suy thdn tai than

Theo Toddlers thi HC huyét tan-ting uré mau 1a nguyén nhan phd bién nhat cia STC & tré
nho.Theo Phillipe Barth, bénh sinh cua HC huyét tan-ting uré mau hién nay tap trung nhiéu
vao vai trd clia cac ching colibacilles typ huyét thanh O157 H7 véi doc td Verotoxines. Hoai
tir v6 than thuong gip & tré so sinh. Viém cau than cip tién trién nhanh thi thuong gay STC &
tre lon.

Céc ton thuong chu mé thén lam hoat héa cac yeu t6 dong mau trong than gy hau qua lam
thuyén tdc mach mau nho trong than r0i dwa dén STC. Ngoai ra tic nghén 6ng than, hoai tir
6ng than, viém keé than cip ...déu co thé tham gia gdy nén STC ma hau qua 1a giam muc loc
cau than va @ dong cac chat thai

4.3.Suy than sau thin

Thuong do tac nghén tir bén trong hodc do bén ngoai ép vao, nhung phai tac nghén hai bén
( néu 13 niéu quan ) méi dua dén STC. Néu tinh trang tic co hoc ndy kéo dai s& gy ton
thuong than nhu gay than o nuoc, thiéu méau vo than dé dua dén hoai tir v6 than

5. Lam sang

Truong hop dién hinh STC c6 thé chia lam 4 giai doan

5.1.Giai doan tén thwong

Trigu ching 1am sang thay do6i tuy theo nguyén nhan suy than trudc than, tai thén hay sau
than. Dlen bién suy than xdy ra tir vai gio (truyen nham nhom mau) dén vai ngay ( ngd doc,

viém cau than cdp ). Bénh canh choang nhiém tring- nhiém doc thuong gip trong suy than
trugc than. Bénh canh hoi chiig than viém cép thuong gdp trong suy than tai than. Bénh canh
bi tiéu vl cau bang quang hay bé than & nudc thuong gip trong suy than sau than

5.2.Giai doan thiéu - v6 ni¢u

Xay ra dot ngdt hodc c6 khi tir tir. Nudc tiéu trong 24gid it lai hodc khong co. Theo Metcoff
thi thiéu niéu <300ml/24gio va vo niéu <100ml/gio. Theo Lé Nam Tra thi thiéu niéu khi luu
luong nude tiéu < 1ml/kg/gid ddi véi tré nhé va < 0,5ml/kg/gio ddi véi tré 16n hodc <
300m1/m2/24gi(‘r Can theo ddi sb lwong nudc tiéu ngay khi vao vién dé phat hién sém, khoi
b6 sét ddu hi¢u thleu hodc vo niéu. Phu, thiéu mau sém va ning khi suy than kéo dai, truong
hop viém cau than cip c6 thé co huyet ap tang, suy tim. Trong giai doan nay mot s6 du hiéu
clia ting uré mau, tang kali mau, réi loan nudc-dién giai, nhiém toan chuyén hoa..co thé xiy
ra .Xét nghiém Uré mau va Creatinin mau tang nhanh

5.3.Giai dogn da niéu

C6 thé xay ra dot ngot hay tir tir va kéo dai tir vai tuan dén vai thang. Thé tich nudc tiéu ting
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trén 31it/24gi0 va ty trong giam hodc ddng ty trong. Néu uré mau va creatinin mau giam thi
c6 nghia cai thién, néu uré mau va creatinin mau tang thi c6 thé dan dén tir vong

5.4.Giai doan hoi phuc

Chtrc ning than hoi phuc dan dan tir vai thang dén vai nim tuy theo nguyén nhan. Tinh trang
lam sang duogc cai thi¢n. Thé tich va ty trong nudc tiéu tro lai binh thuong. Uré mau va
creatinin méu, cac chat dién giai trd vé binh thuong

5.5. Dién tién ciia STC

5-10Q%

*1- 5%

Khéng hdi phuc
( Tt vong )

an man

HOi phuc hoan toan  q% STC

So d6 1: Dién bién cta suy than cip
6. Chéan déan
Gom 3 budc
6.1. Chin dodn xdc dinh STC
Xay ra cip tinh véi triéu chimg thiéu-vo niéu
Uré mau >100mg% tuong duong véi > 17mmol/l
Creatinin mau >1,5mg% tuong duong vdi > 130pmol/l
6.2. Chin dodn phan biét ( nguyén nhén )
Can phan biét STC chirc ning hay thyc thé vi lién quan dén thai d6 diéu tri. Dua vao cac xét
nghiém dé phan biét

Bang 1: Chan doan phan biét suy than cép trudce than va tai than

Xét nghiém Suy thin trwéce thin Suy thén tai thin
Mot phin Toan bo
Ti s6 nong d6 tham thiu ni¢u/mau 2:1 19-1,1:1  [<1,1:1
Ti s6 Nitourémau( BUN)/Cr mau >20 20-10 <10
Nong d6 Natri niéu <20mmol/l 20-40mmol/l | >40mmol/l
Nong d6 tham thau niéu >400mosm < 350mosm
Ti s6 bai tiét Na <1 >3
Ti s6 uréniéu/urémau >4() 40-10 <10
Ti s6 Cr niéu/Cr mau >15 15-10 <10
Test Mannitol (+) (-)
6.3. Phén bi¢t STC va dot cip STM
Bang 2 : Chan doan phan biét suy than cép va dot cap cia suy than méan
Cic yéu to STC Dot cap ciia STM
Tién st bénh nhan 0 (+)
Triéu chiing STM 0 (+)
Huyét 4p cao (%) (+)
X-quang hoac siéu am than Binh thuong Thén teo nho

7. Diéu tri

Nguyén tic tit ca cac bénh nhan suy than cap phai dugc didu tri tai mot co sd y té co day du
cac phuong tién hoi strc-cap ctru, nhat la phuong ti¢n loc mau. Phan biét nguyén nhan suy

than dé c6 thai do xir tri thich hop
7.1. Han ché nwoc

Néu v6 niéu han ché nude hoan toan. Chuyén dich Glucose 10-30%: 35-45ml/kg/24gio.
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Néu thiéu niéu:Téng nudc vao=Tdng nudc mat +(200-500ml/24gid ).
7.2. Loi tiéu
Furosemide TM 2mg/kg sau vai gior liéu 2: 10mg/kg-20mg/kg.
Mannitol 0,5g/kg-1g/kg TM trong 30 phut.
7.3. Diéu tri ting Kali mdu
Khi kali mau > 5,5meq/l — 7 meq/l cho Sodium polyesterene sulfonate resin (Kayexalate):
1g/kg/lan ubng hodc thut dai trang. Kém theo Sorbitol 70%( 2ml/kg)-20%(10ml/kg) giy ia
chay tham thdu. Theo ddi ting gio cho dén khi kali mau giam. Resin 1a chat 1am hoan d6i 1
meq kali cho 1 meq Na , do d6 phai theo ddi dé phong ting natri mau .
Khi Kali >7meq/l hodc c6 loan nhip tim hodc c6 bién ddi trén dién tdm do, cho thém lan luot
Gluconate Canxi 10%: 0,5ml/kgTM cham (theo doi ECG).
Bicarbonate Natri 7,5%: 3meq/lkg TM cham ( theo d6i HA, Tetanie ).
Glucose 50%: 1ml/kg + Insulin ( 1DV/ 5g Glucose ) chuyén TM trong 1gid c¢6 tac dung lam
Kali vao lai noi bao. Sau vai gio néu khong hiéu qua cho chi dinh thAm phan phiic mac
7.4. Chéng toan
Khi pH méu < 7,15 va HCO;< 8 meq/l. Can nang t6i thiéu pH : 7,2 va HCO;: 12meq/l
Cho tiém tinh mach theo cong thic
NaHCOs; (meq) = 0,3 x Kg can nang x (12-Bicarbonate mau bénh nhan )
Theo ddi tinh trang ha canxi méau gay co giat
7.5. Chong ha Canxi mdu va ting phospho mdu
Bang cach lam gidm phosphore mau, dung Amphogel ( Aluminum hydroxid ) 3mg/kg/ngay
Canxi tiém tinh mach chi dung khi c6 nguy co co giat do ha canxi mau
7.6. Chong ha Natri mdu
Do cho dung nhiéu dung dich nhugc truong va thude loi tiéu. Khi Na mau < 120meq/l. Can
nang 1én 130 meq/l . Cho dung dich clorua natri 3% theo cong thirc
NaCl (meq) = 0,6 x Kg can nang x (130- Na mau b¢nh nhan)
Theo ddi nguy co ting huyét 4p va suy tim
7.7. Diéu tri cao huyét dp
Han ché nudc va mudi, theo ddi HA 4-6gid/lan. Néu c6 bién ching thi cho Diazoxide: 5-
10mg/kgTM. Sau 30phut c6 thé cho lidu 2 hodc Hydralazin 0,2mg/kgTB,TM. C6 thé cho
MethylDopa 5-15mg/kgTM hodc Labetalol o,1mg/kg/phiit TM.Chua ning cho ubng
7.8. Diéu tri suy tim
Digitalis phai than trong véi liéu thap va cho véo tir tir .
7.9. Chéng co gidt ( bénh ndo cao dp)
Diazepam 0,5-1mg/kg hodc Phenobarbital 3-5mg/kg.
7.10. Tham phén phiic mac hodc loc mdu ngodi thin ( Thin nhén tao )
- Khi 1am sang diéu tri nhu trén ma van v6 niéu trén 3ngay; co tinh trang ning nhu ngd doc
nude, nhiém toan tram trong ( pHmau < 7,00 ), ting huyét ap, suy tim
- Can lam sang
+ Uré mau >200mg%, dac biét mirc do tdng nhanh trong ngay ( > 0,5g/1/ngay )
+ Creatinin mau >8mg%
+ BUN ( Nito phi protein hodc Nito uré mau ) >150mg%
+ HCO; < 8 meq/l
+ Kali >7,5 meq/I
Két hop nhiéu ddu hiéu 1am sang va can lam sang dé c6 chi dinh loc mau
7.11. Ché d¢ din
- Trong giai doan dang suy than: Cho udng nudc chao duong (Up)
- Sau khi suy than cai thi¢n: Theo ty 1€
0 1 2
Pam (0gr) Mo (2,5g/kg) Puong(5g/kg)
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Phai dam bao tbi thiéu ; 50Kcalo/kg/ngay

8. Phong suy thin cap

Han che nhimng yéu to nguy co dua dén STC nhu trong phong chéng tiéu chay cap phai theo
ddi sb lwong nudc tiéu hang ngay, phat hién tinh trang mat nudc, tinh trang choang dé diéu
chinh kip thoi, trong phong thap phai dé phong bién chimg suy tim, trong xir 1y an toan dugc
phai han ché viéc dung khang sinh nhom aminosid dai ngay, trong cac bénh ly tai than
can hudng dan cho cac ba me vé cac ché d06 nghi ngoi, an udng, theo doi s6 lwong nudc tiéu
hang ngay, theo ddi can ning trong khi ndm vién va sau khi ra vién, viéc diéu tri som céc di
tat bam sinh hé tiét niéu cling s& gop phan 1am giam tan suat méc STC. Ngoai ra can ngin
chin xu hudng tién trién cua STC thanh ban cip hodc man tinh bang cach phat hién sém va
diéu tri s6m, ké ca chay than nhan tao sém cling duoc khuyén khich.
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SUY GIAP BAM SINH

Muc tiéu

1. Trinh bay ddc diém dich té - sinh 1y bénh ciia  suy gidp bdm sinh.

2. Trinh bay tiéu chudn chdn dodn va nguyén tic diéu tri suy giap trang bam sinh
3. Trinh bay cdc phwong phép dw phong bénh suy gidp trang bam sinh .

1. Pic diém ciu tao tuyén giap

1.1. So lwoc vé phoi hoc tuyén gidp

Tuyen giap Xuét phat tir day vi trang nguyén thuy (ong nguyén ndi bi). Mam giap phat trién
tir chd day 1én cua lién bao nén hau( day hong ) vao tuan 1€ thir 3 ctia bao thai, di chuyen qua
trude xuong mong va cac sun thanh quan dé toi vi tri ¢b dinh Y phan dudi trude cia cd. Vao
tuan thr 9 cua bao thai, tuyen giap dd c6 vi tri va hinh dang ¢ dinh. Trong khi di chuyén nuy
mam gidp co thé phat trién bat thuong tao nén cac di tat: mo giap lac chd va u nang giap.
Nhirng vi tri thuong gap cua tuyén giap lac chd 1a dudi ludi  xwong mong, trung that, hiém
hon 1a & budng trimg.

1.2. So lwoc giai i phiiu va mé hoc: Tuyén giap co 2 thuy nbi v6i nhau bang mot 16p mdé mong
nam ngang goi la eo tuyén giap. Mo giap gém nhing tiéu thuy, dugc tao thanh tu 30-40 nang
giap. Mdi _nang giap c6 dang hinh cau, duoc tao nén boi mét 16p té bao duy nhat cd mot
khoang rong & giira, chira day chat keo ma chu yéu 1a thyroglobulin (TG) Cac té bao nang
tuyén san xuat ra Thyroxin . Giita cac boc tuyén 14 cac t& bao C (canh tuyén) san xuit ra
cancitonin c6 vai trd quan trong chuyén hoa canxi.

2. Sinh ly tuyén giap

2.1. Hoat djng cuia tuyén gidp trong thoi ky bao thai

Tuyén giap bat dau hoat dong vao cu01 tuan thtr 10 ctia bao thai khi cac nang giap da biét hoa
v6i cac chat keo. Hoat dong cua tuyén giap trong bao thai chua chiu su diéu hoa cta truc ha
doi-tuyén yén. Nhau thai khong co tinh thim véi TSH ctia me. Nguoc lai hocmén TRH, iod
va mot it hocmon giap cua me di qua nhau thai duge. Do do, sy phat trién cua bao thai phu
thugc chu yeu vao hocmén tuyén giap cua chinh minh.

2.2. Sinh tong hop hocmaon gidp va cic yeu 10 dnh hwong

-Giai doan bat giit iod tai tuyén giap, té bio nang giap bat giit Tod luu hanh trong mau va c6
dic nd bang mot co ché chu dong goi 13 bom iodua. Nong dd iod tai tuyén giap cao gip 40 lan
iod trong huyét tuong.

-Hiru co hoa iod, iodua dugc oxy hoé thanh iod nguyén tur (I-) va dugc sat nhap vao phan tir
TG khi c6 enzym peroxydase va nude oxy gia (H202).

-C6 dinh 1 nguyén tir iod vao TG s& cho Monoiodothyrosin(MIT) va 2 nguyén tir iod vao TG
s& cho Diiodothyrosin (DIT).

-Két d6i cac iodothyrosin (IT), hinh thanh céc iodothyronin (ITRN)

Két d6i 2 DIT sé& cho tetra-iodothyronin (T4), con két doi giita 1 DIT va 1 MIT sg tao ra tri-
iodothyronin (T3), T3 va T4 con goi tén chung la Thyronin hay la (ITRN)

Céc thude khang giap tong hop bang cach tc ché enzym peroxydase sé& trc ché qua trinh oxy
hoa iodua va két doi cac IT.

Gidi phong IT va ITRN, MIT, DIT, T3 va T4 dugc du trit trong cac phan tir TG :

Cac hocmon gidp dugc giai phong nho thuy phan protein TG do xuc tdc cuia enzym
peptitdase. T3 va T4 duogc tiét vao mau, mot phan rat it hocmén gidp dugc giai phong dudi
dang rT3 c6 rat it tic dung sinh Iy.

-Khtr iod hoa cac IT va tai sir dung iodua

IT dugc giai phong s& nhanh chong bi mét iod, do tic dung ciia enzym Desiodase. Iod dugc
giai phong hoa véo iodua luu hanh trong mau, va lai dugc té bao giap bat giir dé tham gia vao
qua trinh sinh tong hop hocmén giap méi.
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3. Nguyén nhan va cac yeu t6 nguy co ciia suy giap ¢ tré em

3.1.1. Réiloan céu tao tuyén gidp (Logn sin tuyén gidp)

Day la nguyén nhén hay gap nhat, chlem 80 - 95% trudng hop suy giap bam sinh. Do sy phat
trién bat thuong trong bao thai cua tuyén giap, nguyén nhan chua rd.

Co6 mot so yeu td lién quan nhu mua, & Nhat bénh mac véi ty I¢ cao hon vao mua cudi xudn
va dau thu. Uc va Quebec(Canada) 1a mua cudi thu, dong.

Gi6i, thuong gap ¢ tré gai.

Chung toc, ngudi da den méc bénh thip hon ngudi da tring.

Gia dinh, ty 1€ mic bénh cao khi gia dinh c¢6 bénh tu mién, hodc méc bénh tuyén giap. HLA
typ AW24 c6 nguy co suy glap cao gap 6-8 lan.

Doc td moi truong, cac chit nhu Cobalt, PAS (Para-Amino-Salicylic acid ), Phenylbutazone,
Lithium.. . ¢6 lién quan t61 bénh suy giap trang. Me mang thai c6 dung thudc khang giap tong
hop dung tia X, phong xa thi nguy co t6n thuong tuyén giap cho tré rat cao

Nhiém tring : Nhlem Toxoplasma, E.Coli, Clos. perfringens ...

-Khong c6 tuyén giap

Hiém gip, chiém khoang 37% trong loan san tuyén gidp, tré co thé chét trudc sinh hay ngay
sau sinh.

- Giam san tuyén giap va lac cho tuyén giap

Tuyén giap chi con 1a mot mam nho hoic lac chd .

3.1.2. Réiloan tong hop va roi loan hoat dong ciia hocmén gidp

Hiém gip, ty 16 méc bénh qua sang loc & cac nude Au, My 1a 1/40000. Bénh di truyén gen
1an, nhiém sic thé thudng.

-Réi loan tap trung iod

Tuyén giap khong co kha nang bét gitr iod, do thiéu co ché gin iod tai tuyén giap. Bénh hiém
gap, co thé xut hién som trong vai thing dau hoic mudn hon sau mot vai nim, iod niéu cao .
-R&i loan hitu co hod iodur

Thiéu enzym peroxydase, triéu ching suy giap 6 hodc chi c6 budu cd, doi khi kém theo diée
( hoi chung Pendred )

-Rbi loan ghép d6i MIT, DIT

Rat hiém gip, chua rd nguyén nhan. C6 thé do thiéu enzym peroxydase, hay h¢ thong san
xuit Oxy gia trong khau trung hop, ciing c6 thé do céu trac cua TG. T3, T4 rat thap hodc
khong co6, MIT va DIT tang cao.

-Réi loan téng hop Thyroglobulin

Do thiéu cac enzym phan giai TG, peptidase va protease, khong giai phong hocmén giap duoc
T3, T4 thap.

-.Réiloan khi Iod

Khi thiéu enzym desiodase khir iod, dan dén thiéu iod .

-Thiéu hocmén kich thich tuyén giap (TSH)

Thiéu don doc TSH hoac két hop thiéu cac hocmén tuyén yén khac. Bénh tan phat c6 thé co
tinh chat gia dinh do rdi loan phat trién tuyén yén, hay méc phai do thuong ton do u, chan
thuong, nhidm tring, tia xa , phdu thuat. C6 khi do ton thuong ving dudi d6i dan dén thiéu
TRH.

-Do khong dap ung hocmoén giap

T3, T4, TSH ting cao. Do khong thé kiém soat ngugc. TSH ting cao kich thich tuyén giap
phat trién. Do thy thé khong dap mg voi hocmén giap nhat 1a T3, bao gdm ca cac thy thé &
tuyén yén d6i véi hocmon giap.

3.1.3. Nguyén nhin do thuoc khing gidp tong hop va lodua

Thudc khang giap qua nhau thai giy budu cb va suy giap thoang qua trong vai thang sau d¢.
Qué tai iod trong thirc an, thudc, d6 iod tap trung cao tai tuyén giap, giy ra giam hiru co hoa
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iod, giam tong hop hocmoén giap, TSH ting cao. Thudc iod phong xa pha huy tuyén giap giy
suy giap vinh vién.

3.1.4.Bénh dan dia phwong

Bénh lién quan t6i ving budu c6 dia phuong va xay ra ¢ ving thiéu iod ning va co cac yéu
t6 gdy budu, c6 2 thé 1am sang (Xem bai budu giap tré em)

-Pan dia phuong, thiéu iod trong thoi ky bao thai gay pha huy hé than kinh trong 5 thang dau
hinh thanh ndo bd. Tré chim phat trién tinh than diéc cam, ton thuong tiéu ndo, co clng co.
-Thé phu niém, tré cham 16n, cham phat trién tinh than, chdm day thi, khong diéc, phu niém.
bénh c6 thé két hop v6i bt thuong mot phan trong tong hgp hocmén giap, c6 tinh chat gia
dinh.

4. Sinh ly bénh suy giap bam sinh:

4.1. Tic dung lén sw phdt trién ciia co thé va hé thin kinh

Hocmoén giap va hocmdén GH ting biét hoa té bao, tang tbc do phat trién ciia co thé, diéu hoa
phat trién xwong. Khi suy giap cham cdt hoa xuong, co thé chdm phat trién . Phat trién cua
n3o thoi ky bao thai phu thudc vao hocmén giap - kiém soat cac gen diéu khién protein cua
myelin va neuron. Thoi ky so sinh, hoat dong ndy ngay cang ting t6i phat trién va truong
thanh cua té bao ndo, dic biét 1a su di cu, tang sinh cua cac dudi gai, sgi truc, tao ra cac sinap
va cac bao myelin. Khi suy giap bam sinh néu khong diéu tri kip thoi, tré s& vira bi lun vira
cham phat trién tinh than tri tué ning né.

4.2. Tic djng lén chuyén hod —vitamin

Hocmoén giap thic ddy téng hgp mot sb Co-enzym tir cic vitamin . Suy gidp giam tong hop
vitaminA, ting Caroten trong huyét tuong, tré c6 da mau vang sap

5.Tri¢u chirng 1am sang suy giap bam sinh

5.1. Hpi chwng suy glap dién hinh ( suy gidp bam sinh)

5.1.1.Khéng c6 tuyén gidp

Chiéu cao khi sinh thap hon binh thudng, can ning binh thuong hay 16n . Dau to so voi than,
cd ngan cac duong khop rong, thop trude rong, con thop sau la du hiéu dién hinh. Mt tho,
mili tet, mi mat ddy, toc ram, kho, dé gdy, toc mai moc thip ¢ tran va thai duong. Ram 16ng
& lung va that lung. Ludi to day, 1am tré ludn thé ludi ra ngoai. Da vang kho, vang da kéo
dai trén 3 tuan. Phu niém, ndi van tim, dau chi lanh, ha than nhiét. Niém mac kho, tré khong
c6 md hoi, giam nude bot, tham nhiém day thanh 4m lam tiéng khoc khan. Giam truong luc
co, bung chuéng to cing, ron 16i, hay thoat vi rén. Tré tdo bon thuong xuyén, d& nham véi
bénh phinh dai trang bam sinh. Tré khong khoc, ngu nhiéu, ngi ca khi dang bu, thd o véi
xung quanh " tré rit ngoan ". Néu tré dugc ba me thi cac triéu ching c6 thé giam bét, vi co
hocmén gidp qua sita me. Tré ngay cang cham 16n, Iun khong can ddi, cham phat trién tinh
than- van dong.

5.1.2. Suy gidp do lac ché tuyén gidp

C6 thé ¢ hoi ching suy giap dién hinh. Tuy nhién, trong da sd trudng hop chi dugc chin
doén sau 1 tudi, cac triéu ching 1am sang rat kin dao, cham phat trién thé chat, cham cdt hoa
xuong, cham phat trién tinh than van dong .

5.1.3. Suy gidp do réi loan tong hop hocmén

Budu giap thudng xuyén két hop voi cac triéu ching suy giap mo ta & trén. Khoang 20%
truong hop budu giap biéu hién ngay luc méi sinh .

5.1.3. Suy gidap do khong dap vng hocmon giap

C6 tinh chat gia dinh, budu giap ,suy giap, cAm diéc va bat thuong dau xwong.

5.1.4. Suy giap do me dung cac khang hocmon giap

Budu giap rat 16n c6 thé gy ngat. Suy giap tht phat do me ding thude khang giap tong hop
khi mang thai . Néu me dung iod phong xa, tré chi c¢6 suy giap.

5.1.5. Suy gidp do thiéu TSH
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Thuong két hop voi thiéu hut cac hocmén khac cua tuyén yén, bénh nhan c6 hinh anh lam
sang suy tuyén yén, trong d6 cac triéu ching suy giap la thir yéu .

5.2. Hji chirng suy gidp thodng qua

Tre dé non, d¢ yéu co suy ho hap, ngung thé nhiéu 1an, vang da keo dai. T3, T4 giam, TSH
tang tir tudn 1-8 sau sinh. Céc triéu chimg giam dan trong vai tuan . Do iod & tuyén gidp tré
so sinh thip, cham trudng thanh cta hé thong cac enzym

6. Cac xét nghiém can thiét chan doan suy giap bam sinh

6.1.  Néng dé hocmén tuyén gidp trong mdu

T3, T4 toan phan giam . FT3 ,FT4 tu do giam.

TSH ting cao trong suy giap bam sinh tién phat, giam néu suy giap tht phat

6.2. Xahinh T 99m

Phan biét suy giap do lac chd, do khong c6 tuyén giap

6.3. X.0. xwong

Danh gia tudi | Xuong va cac bién dang xuong.

7. Tiéu chuin chan doin sém suy giap bam sinh:

7.1. Ldm sang Cho diém lam sang theo bang (P. Fort).

Khi trén 5 diém 14 c6 thé méc suy giap .

Tri¢u chung Diém
1.Thot vi ron

2N

3.Da xanh lanh, ha than nhiét

4.Phu niém, bd mat dac biét

5.Ludi to

6.Giam truong luc co

7.T4o bon

8.Vang da sinh Iy > 3 tuan

9.Thop sau rong

10.Thai > 42 tuan

11. Can nang khi dé >3,5 kg

7.2. Xét nghiém

-Néng d6 TSH < 30uIU/ml : binh thuong
-Néu TSH 30pIU-50uIU/ml : lam xét nghiém lai 1an 2, c6 thé 13 suy giap thoang qua, TSH
vé& binh thuong sau 2 tuan .

-Khi néng do TSH > 50uIU/ml : do néng do T3, T4 dé xéc dinh chan doén.

Diéu tri sém dya trén triéu ching 1am sang trong khi chd doi két qua xét nghiém

-Khi ndng d6 TSH > 100 pIU/ml : Do T3,T4 va bat dau diéu tri ngay.

-Néng do T3 , T4 giam

8. Picu tri

8.1.Nguyén tic diéu tri

Dung hocmoén liéu phéap sudt doi dé duy tri tinh trang binh giap. Diéu tri cang sém cang tot .
Liéu luong thubc tang dan theo tudi .

8.2. Diéu tri cu thé

-LT4 (Levothyroxin, Thyrax) co tac dung sinh Iy kéo dai, hap thu qua rudt 50-70%. Dung
liéu duy nhat, udng vao budi sang trudc bira an 1 gio.

-Tré so sinh, liéu ban dau 10-14 meg/kg/ngay ¢ thé ting dén 18mcg/kg/ngay (tir 25 dén
50meg/ngay). Diéu chinh lidu lugng theo tudi va can ning.

Bang 3. Liéu luong cia LT4 (Theo T.P. Foley)

Tudi ug/24 gio ug/kg/24 gio
1-6 thang 25-50 8-10

el el el e Y Y A NN A Y N N )
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7-12théng 50-75 6-8
1-5tudi 75-100 5-6
6-12 tudi 100-150 4-5
>12tudi 100-200 2-3

-Theo dbi diéu tri, kiém tra T4, FT4, TSH mdi thang dau. TSH vé binh thudng sau 3 thang
diéu tri. Duy tri nong d6 T4 & mirc cao 10-16 pg/ dl trong nam dau.

Kiém tra T4, TSH mdi 3 théng/lén /nam dau, mdi 6 thang/ lan/cac nam sau. Theo ddi su
phat trién chiéu cao va tri tué, sy cdt hoa xuong .

Tai liéu tham khdo
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TANG SAN TUYEN THUQNG THAN BAM SINH

Muc tiéu

1. Trinh bay dwoc co ché bénh sinh ciia tang san tuyén thuwong than bdm sinh.

2. M6 ta cdc thé, cdc triéu chitng lam sang cia tdng san tuyén thwong thdn bam sinh do thiéu
enzym 21-OH.

3. Trinh bay tiéu chudn chan dodn tang san tuyén thwong thin bam sinh do thiéu enzym 21-
OH.

4. Nam duoc phan logi Prader .

5. Néu dwoe nguyén tic diéu tri ciia tang san tuyén thwong thin bam sinh do thiéu enzym 21-
OH.

1. Dai cwong
Tang san tuyén thugng than bam sinh (TSTTBS) hay con goi 14 hoi chimg sinh duc - thuong
than, 13 bénh di truyén lan, nhiém sic thé thudng, do sy thiéu hut cac enzyme din dén rdi
loan tong hgp hocmén vé thugng than. Thiéu hut enzyme 21-hydroxylase (21-OH) hay gip
nhat, chiém 90-95%. Sau d6 la enzyme 11( hydroxylase (11-OH), cic enzym khéc : 3p 01
deshydrogenase(3B HSD) 17 hydroxylase(170H), 20-21 desmolase ciing c¢6 thé bj thiéu hut
nhung hiém gip hon.
2. Co ché bénh sinh bénh ting san tuyén thwong thin bam sinh
So dé réi loan tong hop cdc hocmén vé thwong thin do thiéu hut cdc enzym
ACTH
i
Cholesteron
!
A 5 Pregnenolon (2)J — 17 OH Pregnenolon U — Dehydroepiandosteron(DHEA)

(1) (D) !
Progesteron (2) 0 — 17 OH Progesteron(170HP) U — A4 Androstenedion
1(3) 1(3) l
11 Desoxycorticosteron (DOC) 11 Desoxycorticol (S) Testosteron
14 L4 l
Corticosteron (B) Cortisol (F) Estradiol
! i
18 OH Corticosteron Cortison (E)
1
Aldosteron

(1): enzym 3(3- HSD ; (2) : enzym 17- OHP ; (3) : enzym 21- OH ; (4) : 113-OH.

Khi thiéu enzym, mot hay nhiéu duong tong hgp hocmén bi tic nghén va hocmén dudi chd
tac khong duoc san xuét du, dic biét 1a cortisol, qua co ché diéu hoa , kich thich tuyén yén
san xuit va bai tiét ACTH gdy ting san tuyén thuong than, kich thich cac té bao chira
melanin tao séc t6 den vi trong phan tir ACTH ¢6 13 acid amin dau gidng hocmén kich thich
té bao sic td (Melanocyte Stimulating Hormone -MSH), tang r dong cac tién chat
(precussor) trén chd tic din dén ting san xut cac hocmon & dudng tong hop khong bj tic.
2.1.Thiéu enzym 21 -OH

Khi thiéu hut enzym 210H giy giam tong hop cortison, ting cac tién than ciia cortisol nhur
170HP va progesteron, tiang cic hocmoén sinh duc ctia vo thuong than nhu DHEA
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(dehydroepiandrosteron), A4 androstenedion va testosteron (T) gdy nam hod ¢ tré gai, tré trai
b phén sinh dyc binh thuong. Khi thiéu hoan toan enzym gdy giam aldosteron lam mAt natri
qua nudc tiéu, giam khéi luong tuan hoan - hoi chirng mat mudbi .

2.2.Thiéu enzym 118 hydroxylase (11-OH) :

Thiéu enzym 11P hydroxylase khong san xuit duoc cortisol va aldosteron, gy @ dong 11
desoxycortisol (S) 11desoxycorticosteron (DOC) va cac hocmén sinh duc. Do tang nhiéu tién
chat S va DOC nén gy ting huyét 4 ap, day la mot trong nhirng the tang huyét 4 ap cua TSTTBS.
Biéu hién ting hocmén nam, c6 thé c6 hoi ching mat mudi, tuy vao thiéu nhiéu hay it
hocmén nay gy chen tong hop aldosteron.

2.3. Thiéu enzym 3 - 01 dehydrogenase (38 HSD)

Thiéu enzym 3P - 01 dehydrogenase nén khong chuyén tir pregnenolon thanh progesteron, tir
170H pregnenolon thanh 17 OH progesteron va trt DHEA thanh A4 Androstenedion. Do d6
gdy thiéu GC, MG, ting céc tién chat 170H pregnenolon, DHEA, gy nam hoé sém tir thoi
ky bao thai.

2.4. Thiéu enzym 17 hydroxylase (170H)

Ngin can téng hop GC va hocmon sinh duc, ting san xuit aldosteron giy ting huyét dp. Tré
trai thi ludng tinh co quan sinh duc ngoai. Tre gai khong ddy thi, vo kinh

2.5.Thiéu enzym 20,22 Desmolase

R&i loan tong hop tat ca cac hocmon vo thuong than, gy suy thuong than va mat mudi rat
som keém theo 61 loan ti€u hod ndng gay tir vong sém trong vong vai ngay hay vai thang .
Ludng tinh co quan sinh duc ngoai ¢ tré trai, tré gai it bi anh huong .

3. Triéu chirng 1am sang thé thiéu enzym 21 -OH

3.1.1. TSTTBS thiéu enzym 210H thé cé dién

3.1.1.1.TSTTBS thé nam hod don thuan

Enzym 210H thiéu khong hoan toan, nén sy ting bu cia ACTH du 1am cho ndng dé cortisol
mau binh thuong, nhung khong c¢6 du trit cortisol trong vo thuong thén, khi c6 stress khong
c6 kha nang tang bai tiét dap ung. Vo thuong than dap Gmg dugc voi hoat tinh renin bang cach
ting bai tiét aldosteron, khong c6 rdi loan nudc dién giai. Céc tién chat chuyén sang tong hop
androgen lam cho ndéng do hocmon sinh duc nam ting manh, ting chuyén d6i thanh
testosteron.

Biéu hién 1am sang cha yéu 1a hdi ching nam hoa thai nit va ting phat trién cac dic tinh sinh
duc phu nam gay day thi sém ¢ tré trai.

Tré trai khi sinh ra tré van binh thuong. Nam déu tién, phat trién sém vé thé luc va sinh duc.
Xuat hién 16ng mu va 10ng nach tir 2-3 tudi, duong vat phat trién nhanh, biu tuyén tién liét to
1én, phat trién sém co bap, nhung thé tich tinh hoan van nhé < 4 ml, Tudi xwong 16n hon tudi
thyuc, gy cbt hod sdm cac sun tiép hop, dén 8- 10 tudi tré ngung dinh ting trudng, chiéu cao
vinh vién khoang 140 cm ¢ tudi truong thanh

Tam 1y- than kinh phat trién trong duong tudi thyc.

Tré gai biéu hién gia ludng tinh véi cac typ khac nhau (phan loai Prader). Am vt phi dai co
khi nhu duong vét, cé thé 16 niéu dao & ngay dudi am vat nén nham véi tat 16 dai thép, cac
moi 16n o thé dinh 1ién nhau d& nham véi biu, khong so thay tinh hoan.

Day thi som gia khac gioi, Xudt hién som long mu tir 3-4 tudi, tré cao som va nhanh, tré gai
4-5 tubi c6 thé cao bang tre 8-9 tudi voi tudi xuong twong duong 10-11 tudi, cac co phat trién
manh. Dén khoang 10 tudi tré ngung 16n, chiéu cao vinh vién khoang 130-135 cm. Khi
truong thanh c¢6 thén hinh dan 6ng, vai rong hong hep, 16ng mat ram, c6 1ong- rau theo kiéu
nam gidi, khong c6 vii, khéng ¢ kinh nguyét mic du cac tuyén sinh duc trong nhu budng
tring tr cung voi trirng hoan toan binh thuong .

Phén loai cia Prader (Céac typ nam tinh hoa b phan sinh duc ngoai nit, c6 4 typ.

Typ 1: L6 niéu dao va 4m dao binh thuong, 4m vat hoi to, mdi 16n khong dinh nhau.

Typ 2: Xoang ni¢u dao -sinh duc hinh thung, 16 niéu dao - 4m vat sat nhau, am vt to
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Typ 3: Xoang ni¢u -sinh duc rat nho, Am VAt rat to, mdi 16n dinh lién nhau nhu biu.
Typ 4:Am vat nhu duong vit, 16 niéu dao & géc, khong c6 am dao, moi 1on giéng biu.
Typ 5: Am vt to nhu duong vat, 16 niéu dao & dau am vat.
3.1.1.2.TSTTBS thé mat muoi (MM)
Do thiéu hoan toan hay gin nhu hoan toan enzym 210HP nén tuyén T.T khong thé duy tri
cortisol va aldosteron binh thudng theo co ché bu trir. ACTH va hoat tinh renin ludn ting cao,
tang tong hop androgen. Co dén 3/4 trudng hop TSTTBS thé MM c6 con suy thuong than cap
vao ngdy 5 dén ngay 14 sau de.
Cac triéu chung xudt hién som 13 nén, tiéu chay dan dén mat mudi, mat nude sut can. Néu
khong duoc dleu tri, co cac dau hiéu mat nudc ndng, truy tim mach, do tang Kali
Sau giai doan cép, néu khong diéu tri duy tri déu va du c6 thé co suy T.T man v6i xam da,
mét nude man tinh d& bi con suy T.T. cap khi co stress hay nhiém tring.
3.1.2. TSTTBS thiéu enzym 210H thé khong c6 dién (khéi phat mudn)
Trong thé nay enzym chi giam nhe. Nong do androgen tang khong gay ludng tinh co quan
sinh dyc ngoai ¢ thai nir, va khong gy cac biéu hién nam tinh hoa truge tudi day thi. Dén
day thi, tuyén yén tang bai tiét cac hocmén sinh duc, kich thich bai tiét androgen TT, tang cao
bat thuong gdy cac roi loan ¢ bénh nhén nir, tc ché chic ning budng tring, rbi loan kinh
nguyét, tuyén va kém phat trién, chi thiy 16ng toc ram.
Bénh nhin nam it bi anh hudng do ndng dd testosteron do tinh hoan ciing ting rat cao trong
giai doan day thi. C6 16ng mu va c6 rau sém, duong vit ting phat trién sém.
4. Xét nghiém cin 1am sang thé thiéu enzym 21 OH
- Thay d6i néng do cac hoc-mén
Néng dd hoc-mén FSH-LH giam.
Nong do aldosteron, cortisol giam .
Nong d6 cac tién chit trén chd tic ting cao, progesteron va 17 OHP. Ndng d6 cic hocmén
sinh duc thuong than tang cao: DHEA, andostenedion, testosteron. Nghiém phap kich thich
bang Synacthen thiy 1 cac réi loan ndy va nghiém phap trc ché biang Dexamethason thi cac
hocmén nam tré vé binh thudng.
- Dién giai dd : Na mau giam, Kali ting cao .
-Céc chét chuyén hoa trong nuéc tiéu : 17 cetosteroid (17CS) ting, Pregnanetriol ting .

5. Chin do4n ting san tuyén thwong thin bam sinh thé thiéu enzym 210H

5.1. Chén dodn xdc dinh
DPinh lugng 3 san phém cudi cung cia hocmoén vo TT: aldosteron, cortisol, va testosteron. 3
chat chuyén hod trong nudc tiéu 1a 17CS, 170HCS, va pregnanetriol. Nhung khong dic hiéu,
nhing thay d6i nay con gip trong u tuyén yén, u vo T.T.
Dinh lugng 170HP ting cao trong mau, 1a chi s6 dic trung dé chan doan TSTTBS thiéu
enzym 210H khi ting ndng do trong mau truc tiép hoic qua nghiém phap ACTH
- Chan doan TSTTBS sém trong giai doan so sinh :
+ Tré so sinh c6 triéu ching ndén nhiéu, nhat 1a tir 2-3 tuén tudi.
+ Tré méi sinh c6 b phén sinh duc ngoai khong rd rang, khong s thiy tinh hoan.
+ Pién giai d0 : natri mau giam, kali mau ting .
+ Nong d6 170HP ting .
- Chéan doan TSTTBS & tré 16n :
+ Tré trai 2-3 tuéi c¢6 cac dau hiéu day thi som gia : dwong vat phat trién nhanh .
+ Tré gai 2-3 tudi c6 4m vat phi dai nhanh, phat trién nhu duong vat, khong c6 tinh hoan.
+ Ca 2 gi6i :Chiéu cao ting nhanh, c6 1ong mu, trimg c4, phét trién co bap, giong tram.
+ Xét nghiém : dinh lugng 170HP tang cao, testosteron tang, FSH, LH gidm.
+ Xét nghiém nhiém sic thé dé xac dinh gi6i tinh.

5.2. Chdn dodn phén biét
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- Day thi som that dong gidi, tré trai c6 tinh hoan phat trién cing véi duong vat, thé tich tinh

hoan > 4 ml. Né)ng do FSH, LH tang cao, khong c6 cac 161 loan hocmén khéc.

- Day thi som gia khéc gidi ¢ tré gai do u thugng than nam hoé (Carcinome). U thuong 16n 3-

6 cm. Phat hién u nho cac chan doan hinh anh. 17 CS nudc tiéu ting cao. DHEA huyét tuong

tang. 170HP mau khong tang

Khi 1am test trc ché béng dexamethason, nong d6 DHEA huyét twong va nong do 17CS niéu

déu khong giam, giup chan doan phan biét véi TSTTBS.

-U buong tring gay nam hoa, it gip, DHEA huyét trong va 17CS ni¢u khong tang .

- Budng tring da nang, nguyén nhan thudng gip nhat cia ting tiét androgen do budng tring,

triéu chimg nam hoa it gap. Hay gip nhat 1a triéu chimg rdm 16ng. Bénh nhan c6 thé map phi,

tang insulin mau, rdi loan dung nap glucose .

FSH giam, LH tang. Testosteron ting it. Andostenedion huyét twong ting cao.

6. Didu trj
Nguyén tac diéu tri TSTTBS 1a diéu tri thay thé sudt doi cic hocmon thiéu hut.
6.1.Diéu tri con suy thugng than cdp & tré so sinh va tré nhé

- Tiém tinh mach hay tiém bip Hemisuccinate Hydrocortisone (HC) (6ng 100mg) véi liéu :

25mg/miii cho tré < 6 thang; 50mg/miii cho tré > 6 thang. Sau d6 tiém 25-30mg HC / 1an x 4

1an / ngay cho dén khi huyét dong 6n dinh. Véi lidu cao HC nhu vay da dé bu cho ca sy thiéu

hut MC, nén DOC (Syncortyl) da khong duge dung nira

- Néu c6 biéu hién mat nudc, mat mubi :

Truyén dich NaCl 0, 9% va dung dich glucose (10%) v6i ty 1¢ 1:1, trung binh khoang 100-

150 ml/ kg/ ngay . Néu sbc ndng c6 chi dinh Plasma, Dextran.

- Khong duogc ding Kali. Chdng toan mau bang dung dich Bicarbonate. Chéng ting K mau

bang CaCl,.

6.2. Piéu tri duy tri suét doi

- Hydrocortisone(vién 10 mg) lidu : 15-20 mg/ m?/ ngay chia 2- 3 lan.

- 9 o Fludrocortison vién, liéu 0,1 mg/mz/ ngdy cho thé mat mudi.

- Ubng thém hang ngdy nudc mudi-dudng voi lugng Na 1-5 mmol / ngay, tuy theo tinh
trang bénh nhan, trong 1-2 nim dau véi thé mat mudi. Kha ning diéu chinh chuyén hoa
mudi- nudc ting dﬁn theo tudi, va cang 16n tré cang dugc an ché do an nhiéu mudi hon.

- Khi ¢ stress, nhiém trung, hoat dong thé luc nang tang lidu HC 1én 2-3 lan.

-Truong hop khong co6 HC vién, dung prednisolon véi liéu duy tri 4,8-5g/ m*/ngay.

6.3. Phéu thudt tao hinh bé phan sinh duc ngodi cho tré gdi

Tao hinh 4m vat va 4m dao tudi thich hop nhét 1a 12 thang.

Tai liéu tham khdo
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2. V& thi Kim Hué (2000). Gop phan nghién ciu chin doan va diéu tri bénh ting san
thuong than bam sinh thiéu enzym 21 Hydroxylase & tré em.Lu4n 4n tién sy y hoc. Pai
hoc Y khoa Ha noi.
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PHAT TRIEN DAY THI BINH THUONG VA BENH LY

Muc tiéu

M6 td cdc giai doan phat trién ddy thi binh thirong theo phén loai Tanner.
Dinh nghia day thi som, va ddy thi muon.

Phdn biét dwoc day thi som thdt va ddy thi som gia

Ké dwoc cdc nguyén nhan gdy ddy thi sém va ddy thi muén.

AN~

1. Phat trién dy thi binh thwong

Tudi xuit hién ddy thi cta tré em & cac nudc phat trién ¢ tré gai 13 9 tudi, tré trai 1a 12 tudi.
Nudc ta, tudi trung binh bat dau day thi trong nghién ctru 7575 tré mién Béc tré gai la 11 tudi
10 thang, tré trai 1a 13 tudi 5 thang.

C6 rat nhidu yéu t6 anh huong dén tudi bat dau day thi, trong d6 yéu td di truyén va cac yéu
t6 ngoai sinh nhu hoat dong thé luc, diéu kién dinh dudng, yéu t6 xa hoi giit vai tro chu yéu.
1.1.Phdt trién vé hinh thé
1.1.1. Sw phdt trién cia tré gdi
Dau hi¢u day thi dau tién cua tr¢ gai 1a bat dau phat trién tuyén vi, lién quan chit ché dén
giai doan tang phat trlen chiéu cao. Khoang 6 thang sau xudt hién 16ng mu. Tuyén vi phat
trién, thay d01 sc to num vu, quang vi. Moi 16n, moéi be phat trién, niém mac am dao c6
mau hdng, tiét dich, t& bao 4m dao ngam estrogen ¢ cac té bao da dién ua acide c6 nhan dang
chim ndt. Long mu c6 hinh tam giac dinh quay xudng dudi, 16ng nach xuat hién muén hon
(1-1,5 nam sau), ngay trudc khi co kinh. Thé tich tir cung 16n dan. Dau hi¢u day thi hoan toan
1a xuét hién kinh nguyét. Nhimg vong kinh dau tién c6 thé khong c6 rung tring .

1.1.2. Sw phdt trién cia tré trai

Déu hiéu day thi dau tién cua tré trai 1a tdng thé tich tinh hoan >4 cm?®, chiéu dai tinh hoan
>2,5cm, da biu tham den, xu'flt hién 16ng mu. Phat trién kich thude duong vat, xuat hién 1ong
nach. Tuyén tlen liét phat trién, xuat hién long nguc, rau, bai tiét mo hoi nach voi mui dac
trung, giong trAm. D4u hiéu dy thi hoan toan 14 xuit tinh nhung s6 luong tinh tring chi dam
bao dugc chiric nang sinh san sau 1-2 ndm .

Béang 1: Cac giai doan day thi cia tré gai va trai ( Tanner & Marshall )

Cac giai doan day thi & tré gai Cac giai doan day thi & tré trai
Phat trién tuyén va Phat trién long | Phét trién co quan sinh duc | Phat trién
mu 16ng mu
B1/S1 |Tién day|Pl | Chuacd Pl Tién day thi,
thi CDTH=2,5cm | Chua c6
B2/S2 |[C6  nu|P2 |Bat dau c6 | P2 CDTH
11,1 tudi | tuyén va. vai soi | 11,6 tudi | (2,5-3,2 cm). | Bit dau co
(8,9- long  mu | (9,5-13,7) vai so1
13,2) thAm mau thAm mau
B3/S3 |Nam wvu|P3 |Loéng den |P3 CDTH Long den
12,1 tudi | nho 1én rd soi to, | 12,8 tudi | ( 3,3-4cm) soi to,
(9,9-14,3) | so voi xoan,thua | (10,7-14,9) | Duong vat dai | xoan,thua
quang vu ra.
va bau vii
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Quang vii, | P4 | Long day | P4 CDTH Long day
B4/S4 |nim va kiéu nguoi | 13,7 tubi | (4,1-4,4cm) | kiéu ngudi
13,1tudi |nho lén 16n, (11,7-17,1) | duong vat dai | 16n,
(10,8- han so véi vung che thém vung che
15,3) | bauva phu  gidi phu  gi6i
han han
B5/S5 Vu cua|P5 | Long day|P5 CDTH>4,5cm | Long day
15,3 tudi | nguoi kiéu ngudi | 14,9 tudi duong vat va kiéu nguoi
(11,8- truong 16n, che | (12,7-17,1) | biu kiéu | 16n, che
18,8) | thanh phu  dén nguoi 1on phi  dén
mat trong mat trong
dui dui

S( Sein), B(Breast)- tuyén vii. P(Pilosite- Pubic hair)- 1ong mu .

CDTH- chiéu dai tinh hoan

1.2.Tang truwong trong thoi ky ddy thi

1.2.1. Phdt trién chiéu cao

Tang phét trién chiéu cao, tdc do ting truong >5,3+1,4 cm & tré gai, tré trai 1a 5,6+1,4 cm.
Dinh tang truong xay ra khoang 2 nam sau khi c6 dau hiéu dau tién cta day thi va két thuc
truge tudi ddy thi hoan toan tir 6 thang dén 9 thang. O tré gai, dinh ting truong xay ra ¢ lira
tudi 11-12 tudi; tré trai tir 13-14 tudi. Tré gai phat trién cao nhat 8,1 cm/ nim, kinh nguyét
thudng xudt hién trong giai doan nay. Tir luc bat dau cho dén khi két thiic qua trinh day thi tré
gai co thé cao 1én khoang 25,3 cm. Tbc d6 phat trién cao nhét 1 9,05 cm/ nim & tré trai,
twong dwong vai sy bai tiét testosteron. Liic két thuc day thi, chidu cao tré trai c6 thé ting
27,6 cm. Chiéu cao chinh thirc ctia nam va nit ¢6 su cach biét trung binh dén 13 cm, do dinh
tang truong ciia tré gai xuat hién sém nhung ciing két thic sém.

1.2.2.Phdt trién cdn ning

Dinh phat trién can ning & tré trai 4,9 kg/nam tir 13-14 tudi, tré gai 2,34 kg/nam, tir 11-12
tudi.

1.2.3. Phat trlén co-Xuong

Tré phat trién manh xwong chi, tr¢ gai phat trién manh khung chau, tré trai phat trién vai.
Khéi co ¢ tré trai phat trién gdp do6i tré gai, khéi md & tré gai phat trién manh hon
(28%/14%). C6t hod xwong vimng & ngdn tay cai.

1.3.Ddy thi khong dong bé (phdn ly)

Céc dau hiéu day thi khong xuat hién theo tuan tu binh thuong, 16ng mu, hay 16ng nach xut
hién trudc khi tuyén vi hay tinh hoan phat trién, hodc hiém hon nita, kinh nguyét c6 thé la
d4u hiéu dau tién cua day thi ¢ nit.

1.4. Bién doi ngi tiét trong giai doan ddy thi

1.4.1. Hocmon hwong sinh duc-hocmon sinh duc

Ha d6i ting tiét co xung (pulsatile) Gn-RH(Gonadotropin releasing hormon/ LH-RH
(Lutenizing hormon releasing) tic dong trén t& bao hudng sinh duc tuyén yén lam ting tiét
FSH(Follicle Stimulating Hormon)- LH. Tré gai, FSH bao dam sy tang truéng cua nang
trimg, va kich thich hoat dong arom-hoa chuyén oestrogen thanh estradiol, ting cao trude va
chiém wu thé so v6i LH lac bit dau diy thi (S2P2) song song Vvdi sy tang noéng do
E2(Estradiol). Cudi dy thi, LH khéi dong su rung trimg lai 1an at hon. Bai tiét progesteron &
giai doan 2 chu ky kinh. O tré trai, dap ung voi LH bao gio ciing trdi hon song song véi sy
bai tiét testosteron.

1.4.2. Hocmén tuyén thwong thén
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DHEA va Androstenedion (dehydroepiandrosteron), qua testosteron va estrogen lam phat
trién dic tinh sinh duc phu (h¢ théng long), nhét 1a cac dic tinh sinh duc nam, phat trién co
quan sinh dyc nam (biu, duong vat).

1.4.3. Cac hoc mén lam tang truong

GH hoat hoa cac somatostatin ¢ gan dudi sy xuc tac cua estrogen. TSH tang cao
2. Day thi sém
Khi cac dau hiéu day thi dau tién xuét hién trude 8 tudi & tré gai va trude 10 tudi & tré trai thi
goi 1a day thi sém. Can phai phan biét :

- D4y thi sém that do nguyén nhén trung wong (truc ha doi - tuyén yén).

- Day thi sém gia do nguyén nhan ngoai bién (tuyén thuong than, tuyén sinh duc) .

- Day thi sém khong hoan toan (ban phén) : Chi mot dac tinh sinh duc phuy Xuét hién va duy
tri mai cho dén khi phat trién sinh duc hoan toan binh thuong.

2.1. Lam sang

2.1.1. Ca 2 gioi

Dinh ting truong xudt hién va két thiic sém. Tudi xuong 16n hon tudi thyc.

2.1.2. Tré trai

Day thi soém that, thuong do bénh Iy ndo bd ma 70% trudong hop la do u ndo. Thé tich tinh
hoan > 4cm?, kém véi cac dic tinh sinh duc nam. C6 thé cé céc triéu chirng than kinh cua
khéi u . C6 thé co céc réi loan ndi tiét khac nhu dai théo nhat
Day thi sém gia, thé tich tinh hoan < 4cm’, duong vat co thé phat trién, biu nhiéu nép nhan,
nhiém sic t6, v6i cac dic tinh sinh duc phu nam. Phan biét ddy thi sém that va ddy thi sém gia
dua vao thé tich va kich thude tinh hoan.

Day thi sém gia khac giéi, do bai tiét qua muc estrogen gy vl to, cO quing vu
(gynecomaties) Nguyén nhén c6 thé sinh 1y hay do u thuong than.

2.1.3. Tre gai

Day thi som that dong gioi hay gip & tré gai hon ¢ tré trai, thuong vo can. Tuyén v phat
trién trudc 8 tudi, chiéu cao tang, 16ng mu phat trién, ¢ thé ¢ cac dic tinh sinh dyc ni, co
kinh nguyét .Tuyén va phat trién v6i su xudt hién cta 16ng mu 13 ddu hiéu cua ddy thi sém
that .

Day thi som gia dong gidi do bai tiét sém, khong binh thudng estrogen. Tré phat trién day
thi theo hudng nit, vii to c6 thé c6 kinh nguyét. Nguyén nhan ngoai vi nhu u nang budng
trimg, u thuong than nir hoa (hiém gap)

Day thi s6m gia khac gioi do sy bai tiét qua nhiéu androgen gy 4m vt phi dai, c6 16ng mu.
Bénh ting san tuyén thuong than bam sinh, u vo thuong than, u budng trimg nam hoa (hiém

gap)

2.2. Mt s6 nguyén nhin

- Khéi u: thuong 13 u nhé & ving ha doi

- Chéan thuong: khi dé, tai nan.

- Nhiém trung: viém mang nio,viém nao, quai bi, abces nio.. .

- Dj dang bam sinh: ndo tng thuy, tat diu nho, hep dng Silvius.

- Hoi chimng McCune- Albright: Hoat dong ty dong cua budng trimg, day thi sém & tré gai
v6i dau hiéu hanh kinh tir nhitng thang dau . Loan san xo hoa xwong, nguy co c6 cac t6n
thuong day xuong so, mu, gia u. C6 mang sic t6 mau ca-fé sita, bd khong déu, thuong don
doc & mot bén. Cudng vo thuong than véi A.C.T.H. thip. Cuong giap trang voi budu cb, TSH
binh thuong. GH tiang cao ,LH, test LHRH thép.

-Thiéu hut GH phéi hop : chiéu cao chinh thirc thdp, nguyén nhan do u ha ddi, ndo ung thuy
2.3. Can lim sang

-Chyp X.Q.: tudi xuong 1én hon tudi thye.



Phat trién ddy thi binh thuwong va bénh Iy 95

-Dinh lugng cac hocmén: E2 ting 2-3 1an & tré gai day thi dong gidi va ting & tré trai c6 vi
to bat thuong. Progesteron doi khi ciing ting. T va cac androgen khéc ting & tré trai day thi
ddng gidi va tré gai day thi khac giéi. FSH, LH ting ,

-Test LH-RH 1a xét nghiém dic hiéu duy nhét, day thi som that dap Gng binh thudng hodc
tang. Ddy thi s6m gia dap ing giam hay khong dap umng.

-Tham do hinh thai: C.TScanner, M.R.I ndo va tuyén yén. Siéu am tuyén thuong than, hay
C.T néu c6 chi dinh.

- O tré gai, chi dinh siéu am do chiéu cao tir cung, budng trimg, tim nang trimg. Niéu bao dd
tim chi s6 ngdm estrogen.

2.4. Céc thuéc diéu tri

-Dan xuét cia LH-RH (Decapetyl, Enantone...) 1a phuong phép diéu tri tién bd nhét trong
diéu tri day thi sém. Decapeptyl LP : 60 g/ kg/ tiém bap/ mdi 3 tuan rdi 4 tuan.

-O tré gai ngung kinh nguyét ngay sau lan tiém dau tién, theo ddi siéu 4m tir cung va budng
trimg giam kich thude sau 6 thang. Tré trai: ngung cuong duong som, giam kich thudce tinh
hoan sau nhiéu thang. Léng mu thoai trién tir tir, cai thién tam 1y, giam tc d phat trién trong
niam dau.

2.5. Diéu tri ddy thi som thit khéng ré nguyén nhin

-Khéng diéu trj cac trudng hop tré trai c6 chiéu cao < -2S.D va tré gai cham phat trién chiéu
cao khong nang lém Céc dan xuat LH-RH dugc chi dinh khi day thi sém that khong 1
nguyén nhan, tién trién day thi nhanh qua murc ¢ tré gai, co chi dinh rong réi hon ¢ tré trai.
-Ngimg diéu tri khi bénh nhéan c6 tudi trong duong tudi day thi. Khi ngung diéu trj phai cha y
nguy co hdi ching da nang budng trimg & tré gai.

-Két qua diéu tri bénh nhan c6 kich thudc twong duong véi chiéu cao chudn véi tudi xwong
ltc chua day thi .

2.6. Diéu tri ddy thi sém cé nguyén nhén

- Phiu thudt va hay tia xa khdi u.

- Cuong Testosterone : Ketoconazole (Nizoral) c6 tac dung khéng steroide.

- Hoi chimg Mc Cune — Albright : Testolactone c¢6 tic dung wc ché arom-hoa chuyén
androgene thanh oestrogene .

2.7. D@y thi som khong hoan toan

2.7.1. Léng sinh duc phat trién sém don dc

Do ting tiét cdc hocmén sinh duc cua vo thuong than, hay do cac té bao dich cua hé thong
long ting tinh nhdy cam cta thy thé. Thuong xay ra & la tudi 6 tudi (3/1 truong hop) .Tang
nhe chiéu cao va tudi xwong. Can phai loai trir u budng trimg, u vo thuong than, ting san
tuyén thuong than bam sinh.

2.7.2. Tuyén vii phdt trién sém don déc

Tré gai tir 1-3 tudi (80%), dau hidu ngam estrogene khong co, hay chi co rat kin dao, ting nhe
chiéu cao va tudi xuwong. Estrogene binh thudng, dap tmg qua muc véi FSH. Test LH-RH
khong dap tmg. V1 16n tu thoai lui trong 70% trudng hop.

3.Chirng vu to 6’ nam (gynecomaties)

Do mét cén bang gilta nong do estrogene va nong d6 androgene. Vi to sinh ly ¢ thoi ky so
sinh va bién mat dan trong 3 thang dau. Thoi ky tién day thi, 70% & giai doan P3-P4, kich
thude nho hon 4 cm, khong kéo dai qua 3 nam. Tré trai hoan toan binh thudng . Vu to bénh 1y
c6 duong kinh > 4cm, kéo dai > 4nam, tré trai < 10 tudi, c6 thé do doc té hay dung thude .

4. Day thi muén

Day thi mudn 1a khi mot em gai da qua 13 tudi va em trai da qua 14 tudi ma khong co cac

dau hiéu cta day thi.
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- Day thi muon trung wong: khong du tiét gonadotropin tuyén yén, nén con goi 1a day thi
mudn do giam chirc ning tuyén sinh duc thir phat.

- Day thi mudn ngoai bién: con goi la ddy thi mudn (tiét nhiéu gonadotropin) do gidm churc
ning tuyén sinh duc tién phat .

- Day thi mudn don thuan: xay ra ¢ tré trai nhiéu hon (ty 1& nam / nit =9/1).

4.1. Ddy thi muén ngogi bién do giam chirc ning tuyén sinh duc tién phdt

Hay gip nhét 13 hoi ching Klinefelter, hoi ching Turner .

4.2. Gidam chikc nang tuyén sinh duc thiv phat

Vung ha d6i hay tuyén yén giam tiét cac hocmén hudng sinh duc. C6 thé do u , chin thuong,
nhiém khuén . Do cac hdi ching di dang bam sinh : Laurence- Moon-Biedl, Prader- Willi -
Labhart

4.3. Ddy thi muén don thudin

Day thi mudn don thuan khong tim thiy nguyén nhan. Nong d6 FSH, LH, testosterone hay
oetradiol déu binh thuong. Test LHRH hodc khong dap ung, hodc dap tmg kiéu tién day thi.
CT. scanner ving ha ddi -tuyén yén. Cac xét nghiém khac tim nguyén nhan nhu nhidm sic
thé, soi & bung.

4.4. Diéu tri:

- biéu tri nguyén nhén.

- Hocmon thay thé. Tré trai dung testosteron cham tiém hay uéng, bat dau chi dinh tir tudi
xuong 13 tudi. Tré gai dung estrogene tiém, tiép progesterone dé kich thich day thi.

Tai liéu tham khdo

1. Nguyén Pht Pat, Cao qudc Viét(2000) . “Tudi day thi & cac ving sinh thai mién bic Viét
nam “, Ky yéu NCKH Noi tiét va Chuyén hoda NXB Y hoc Ha noi .

2. J. R. Ducharme et M. G. Forest(1998) .” Developpement pubertaire
normal”.Endocrinologie pediatrique . Payot Lausane Doin éditeur Paris.
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BENH PAI THAO PUONG TYP 1 O TRE EM

Muc tiéu

1. Trinh bay cdc yéu t6 bénh nguyén va bénh sinh ciia ddi thao dwong typ 1.

2. Trinh bay triéu chirng lam sang, tiéu chudn chan dodn ddi thdo dwong typl ( hén mé) .
3. Néu dwoc nguyén tac diéu tri dai thdo dwong typl va sir dung insulin

4. Trinh bay cdc bién chimg sém cia ddi théo dwong va cdch xir tri .

1. Dich t& hoc va bénh nguyén ciia dai thao duong

1.1. Dich té hoc ddi thdo dwong typ 1

bai thao dudng (DTD) typ 1 1a bénh kha phd bién ¢ nhleu nudc trén thé giol. Ty I¢ mic bénh
hang nam cao nhit & Bic Au (Phan lan 46,6/100000), tlep dén & Tay Au (Italy 32/ 100000),
Bic My (Canada 27/100000) va Chau A (Nhat ban, Hong koéng 2/100000). Ty 1& méc bénh
tang dan theo tudi. Tudi xuét hién bénh cao nhit tir 10-14 tudi, tiép dén 4-6 tudi, tré <1 tudi
hiém gap.

1.2. Bénh nguyén

bai thao duong typ ldo té bao [ tuy bi pha huy dua dén thiéu hut insulin hoan toan. Nguyén
nhan do mién dich trung gian té bao hodc khong rd.

1.2.1. Yéu té di truyén

DTD typ 1 co phire hop cac gen nhay nhay cam nam trén cac NST s 6, 7, 11, 14, 18. Theo
mot s tac gia DTD typl tang cao ¢ cac ca thé thiéu acid amin aspactic vi tri 57 trén chudi
( HLA cta NST sb 6. Nguy co méic bénh DTD ting 1én gap 3 1in & ca thé mang gen HLA-
DR3 hoic HLA-DR4, néu c4 thé mang ca 2 gen HLA-DR3 va HLA-DR4 nguy co méc bénh
tang cao hang chuc lan.

1.2.2. Yéu té mién dich

Viém tiéu dao tuy do qua trinh viém mién dich, t& bao lympho B san xuét tu khang thé
chéng té bao B ctia tuy (60%), khang insulin (30%). DTD két hop voi mot sé bénh ty mién
nhu viém tuyen giap Hashimoto, bénh Addison

1.2.3. Cdc yéu t6 méi truong

- Nhiém virus, virus quai bi tao nén cac khang thé chdng lai virus quai bi ciing gay ton thuong
ludn cac té bao B tiéu dao tuy. Nhiém virus Rubella bam sinh ting nguy co DTD, ty 18 nay 1én
dén 40% o nhiing tré mang gen HLA-DR3 hay HLA-DR4. Tai Thuy dién, 2/3 tré DTD typl
c6 khang thé khang virus Coxsackie nhém B. Nhiéu loai virus khac nhu Cytomegalovirus,
virus bai li€t, virus cim, Epstain- Barr virus...

-Yéu t6 dinh dudng, tré bu sira bo, khang thé khang manh albumin cua sita bo cao & tré DTD.
Cac thirc an co6 nhiéu gdc oxy hoa nhu thit, sita , bo lién quan dén DTD hon cac thirc in co it
gbe oxy hoa nhu rau dau qua, thirc an c6 nhiéu chit xo.

-Nhiém ddc, cac thudc hoa chét gay tac dong vao hé mién dich, gay ton thuong truc tiép hay
gian tiép té& bao ( cua tuy nhu alloxan, cyclosporin).. .

Stresse sang chén tinh than hay thé chat nhu tai nan, tha thuét, bénh nang la co hodi dé bTP
xuét hién.

- Muia thu - d6ng hay déng xuan ty 1¢ méc cao hon cac mua khéc.

2. Bénh sinh

Insulin dong vai trd quan trong trong chuyén hoa gluxit, protit, lipit .

-Déi v6i chuyén hoa gluxit, insulin ¢ tac dung 1am cho glucose tir mau vao cac té bao dé truc
tiép sir dung lam ning luong hodc du trir dudi dang Glycogen (chu yéu & co va gan ), tc ché
tao duong méi, gidm chuyen glycogen thanh glucose. Chuyen hod protit, insulin ting tao
acide amin, ting van chuyén acid amin vao té bao, ting tong hop Protide. Chuyén hoa lipit,
insulin c6 vai trd quan trong trong didu hoa B oxy hoé acid béo ngin can san xuit cé-tén
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thong qua tac dung 1én su van chuyén acid béo & mang ty lap thé, va hoat tinh cua enzym
acylcarnitin- transferase diéu hoa tong hop carnitine.

Khi thiéu insulin, giam véan chuyén glucose vao té bao, ting huy dong glucose tir té bao gan
do tang huy glycogen , st dung duong gidm, lam tang glucose mau. Khi glucose mau tang
qua ngudng than (180mg/dl) thi c6 duong niéu, tang glucose mau va giam insulin kich thich
trung tam khat. Khi thiéu ning luong, co thé huy dong acid beo tr cac mé md vao chuyen
hoa, giam tong hop protid, ting huy dong acid amin. Qua trinh rdi loan trén lam ting bai tiét
GH, glucagon, adrenalin lam tang hoat tinh cua enzym acylcarnitin, lam tang glyceron va acid
béo tu do, thé cetonic trong mau. Bénh nhan dai nhiéu-uéng nhiéu -in nhiéu ma co thé van
gﬁy sat. Néu khong duogc diéu trj sdm s& co cac r6i loan nude dién gidi, toan chuyén hoa, rdi
loan chirc ning té bao ndo dan dén hon mé do PTD.

3.Triéu chirng 1am sang DTD

3.1. DTD khong hon mé

Dai nhiéu 1a triéu chimg sém nhét, dai dém, dai dim thtr phat, nudc tiéu sanh vang d6i khi co
rudi bau kién dau. S6 lwong nudc tidu /24 gid ting dén 4-7 1/24h. Khat nhidu udng nhiéu, an
nhiéu doi khi khong rd ¢ tré em. Gay sut can nhanh chéng . Tré mét moi lo dang hoc tip
giam sat. Co thé c6 cac bénh nhiém trung kém theo viém da, chdc 16 khé diéu tri, viém hong,
viém phdi, nhiém tring tiét niéu.

3.2. DTD c6 hon mé

DTD c¢6 hén mé xuét hién dot ngdt cac tri€u ching roi loan y thic tr nhe dén nang, lo mo,
ngl ga , hon mé. Réi loan tiéu hoa, kém an, budn nén, nén mira, dau bung dé nham véi dau
bung do nguyén nhan ngoai khoa. Mt nudc nang, mach nhanh, huyét ap ha. Séc truy mach,
mach nhanh, huyét 4p ha, than nhiét ha. Nhiém toan ning: rdi loan nhip tho, thd nhanh sau
(kiéu thé Kussmal) hodc théd mui tao thdi, ma méi do chot.

4.Tri€u chirng cian lam sang:

4.1. Cac xét nghiém ddc hiéu cia DTD khong hon mé

Glucose méau luc doi ting cao, xét nghiém 2 1an déu ting cao > 7,0 mmol/I (126mg/dl)

Hoic ¢6 mot mau dudng mau bat ky > 11,1mmol/I (200mg/dl) . (OMS 1998)

4.2.Cdc xét nghiém khac

- Hemoglobin glycated HbAlc ting cao>6%. Glucose niéu (+) c6 khi lén dén 300-350
g/1/24h. Ceton niéu : (+), (++) 1a dau hiéu cia tién hén mé, hén mé. Ty khang thé khang tiéu
dao tuy (+) . Isulin mau giam.

4.3.Cac xét nghiém ciia DTD c6 hon mé

Duong mau > 14mmol/l (250mg/dl). Pudng ni¢u > 55 mmol/l va ceton ni¢u (+)

pH <7,3. HCO3 < 15mmol/I

-DGD : Na méu hay thay doi, dung chi sé Nac=Na+(glucose maummol/I-5)/3 giam .

Kali mau binh thuong hay tang cao trén ECG ( song T nhon , P det , QRS dan rong)

5. Chéan doan PTD tiéu chuin ciia WHO -1998.
Chén doan DTD dya vao mot trong 3 két qua xét nghiém (X.N) sau ddy, cic xét nghiém nay
phai dugc lam lai tir 1 dén 2 1an trong nhiing ngay sau do:
C6 cac triéu chiung bénh DTP + Glucose mau khi lam bat ky(>200mg/dl (11,1mmol/1).
Glucose lic doi tirc 1a X.N. dugc tién hanh sau 6-8 gio nhin d6i >126mg/I( 7,0mmol/l).
Glucose mau sau 2" lam nghiém phap ting dudng huyét
( 1,75g glucose/kg udng véi 200ml nude (t6i da 75gr) (> 200mg/dl (11,1 mmol/).

Nhoém trung gian voi cac tiéu chuan sau:
- Glucose mau luc doi (FPG) :

< 110mg/dl(6,1mmol/1) : binh thudong

> 110 ( FPG (126mg/dl(7mmol/l) : réi loan dudng mau luc doi .
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> 126mgl/d](7,0mmol/1) : tam thoi chan doan DTD nhung phai lam lai X.N.
- Néu dung X.N. ting dudng méau dé chan doan, glucose huyét twong 2gio (Glu™)

< 140mg/dl (7,8 mmol/l ): Binh thuong.

140 < Glu® <200mg/dl : Ri loan dung nap glucose.

> 200mg/dl : Tam thoi chan doan PTP , nhung phai 1am lai X.N.

6. Cac bién chirng cia PTD
6.1. Cdc bién chirng cdp tinh
DTP c6 hon mé chiém 14% s6 bénh nhan TP méi chan doan, ty 1¢ tir vong 1a 5-7%
Ha dudng méu 14 bién ching hay gip nhat. Nong do Glucose mau < 3,3 mmol/1.(0,6 g/1). Néu
tré tinh cho tré an dudng . Néu bénh nhan da mat y thirc, tiém ngay néu c6 diéu kién 1/2 dng
Glucagon(1mg) tiém bap hay tiém dudi da va chuyén vién .
Tang glucose méau va ceton niéu trong khi diéu tri do khong tiém déu, du liéu duy tri
6.2. Cdc bién chirng muén
Tén thuong vi mach vong mac gay mu do ting duong mau man tinh kéo dai. Toén thuong vi
mao mach cau than 13 nguyén nhan giy tir vong ctia bénh DTD. 30-40% DTD typ 1 c6 bién
chimg than sau 25-30 nam diéu tri.
Tén thuong than kinh, viém da ré day than kinh. Ton thuong cac diy than kinh so ndo Ri
loan than kinh thuc vat
Cham phat trién thé chat do diéu tri insulin, ché do an khong thich hop tré cham ting trudng,
cham déy thi. Nhiém tring duong ho hép, ring miéng, duong tiét niéu da, d& bi lao. Hoai tir
da c6 thé xuit hién bét cr giai doan ndo ctia bénh , gip trude xwong chay ving da teo mau do.
7. Diéu tri
7.1. Nguyén tic

Dung liéu phép Insulin va ché d6 in hop 1y nham dat muyc tiéu :
- Bao dam Glucose mau ¢ mtrc binh thuong hay gan nhu binh thuong: Glucose trudc khi dn
tor 4-7mmol/l (72-126mg/dl), Glucose sau an la 5-10mmol/l (90-180mg/dl)
- Phong ngira cac dot ha dudng mau ning, khong dung Insulin nhanh cho l4n tiém trude khi
ngu vi nguy co ha duong mau ban dém cuc ky nguy hiém chét nguoi.
- Dé phong nhiém toan -ceton mau .
- Han ché cac bién chtng ctia DTP nhét 13 bién chimg cia mach mau va than.
7.2. Insulin liéu phap

Insulin phai dugc ding cang som cang tot sau khi chan doan dé phong ngira cac réi loan
chuyén hoé va nhiém toan- acide .

Bang 1 : Mot ) dang insulin va dugc dong hoc cua no.

Ché pham Bitdautacdung(gid) Tac dung t6i da Thoi gian tac dung
Insulin tac dung nhanh

+ Thoéng thuong 1/2 2-4 6-8

+ Actrapid MC 172 3-5 7

Insulin tac dyng trung gian

+ NHP 2 8-10 18

+ Ban cham 1/2-1 2-4 8-10

In- tac dungchém kéo dal

+PZ1 4-6 10-20 24-36
+Cuc chim 4 10-24 =36
Insulin pha cham

+ Humulin TM. 20/80 1/2 2-8 24

+ Mixtart TM 30/70
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+ Mixtart TM  50/50

NHP : Neutral Protamine Hagedorn ; PZI : Protamine Zinc Insulin ;

Mau sic insulin tic dung nhanh 1a dung dich trong . Insulin cham 1a dung dich duc
- Liéu luong insulin trung binh :

+ Tré nho <5 tudi : 0,5- 0,8 d.v. / kg/ 24 gio
+ Tré tir 5-13 tudi : 0,8-1 d.v. /kg /24/gid .
+Tré > 13 tudi: 1,2-1,5d.v. / kg /24/ gio
- Liéu chinh x4c cua insulin phu thudc vao timg bénh nhan qua tham do 1am sang
- Céch cho Insulin:

+ Tiém 2 miii / ngdy : Phdi hop insulin tic dung nhanh véi insulin ban cham.Thuong sir dung
Mixtart TM  30/70 . Budi sang tiém 2/3 liéu trong ngay, budi chiéu 1/3 liéu . Tiém 30 phut
trude cac bita an sang va chiéu. Cach nay hay ding cho tré em.

+ Cach cho insulin tich cyc: Tiém insulin 3-4 mili/ ngdy. Liéu luong tuy thudc vao su dao
dong ctiia duong mau va khdi luong thirc an cia ting bita an.

Tiém 3lan / ngay, hdn hop insulin nhanh + insulin ban cham (Mixtard 30/70) trudc an sang.
Insulin nhanh truge bira dn chiéu. Insulin ban cham trudce khi di ngu, hoac don thuan dung
insulin ban cham trudc 3 bira dn chinh. Tiém 4 lan/ngay, tiém insulin nhanh trudc 3 bita an
chinh va insulin ban cham hay cham trudc khi di ngu.

- Vi tri tiém : Mat ngoai canh tay, mdt trudc-ngoai dui, khu vuc quanh ron va phan tu trén
ngoai cua moéng. Vi tri tiém phai thay d6i lién tyc, hang tudn 2 mili tiém khong duoc tring
nhau dé tranh tai bién teo hay phi dai to chitc m& duéi da.

7.3. Ché d¢ in uong sinh hoat
Ché d6 an cho bénh nhi BPTD bao dam ning lugng cho sy can bang giita hoat dong chuyén
hoa cua insulin va phat trién thé luc. Tré nhé honl0 tudi cin khoang 1000 kcalo/ ngay. Tré
16n hon10 tudi, lwong calo téng cong/ngay = 1000 Kcalo + 100n (n = 10 tudi). Thanh phan
carbohydrate> 50%, lipit khoang 30-35%. Protit tir 10- 15% . C6 thé anh huong dén bénh
than do do lugng protit dwa vao giam dan theo tudi Luong protit téi da 2gr/ kg/ ngay tré nho,
lgr / kg /ngay & tré < 10 tudi, 0,8-0,9 gr/kg/ngdy & tré 1on hon.

Thuc an chia thanh 3 bita an chinh va 2-3 bita an phuy, 20% vao budi sang, 35% vao budi

trua, 15% cho dém khuya.

7.4. Diéu tri DTD c6 hon mé

- Nguyén tic trong 2 gid dau

+ Chéng sdc: Plasmion 10-20 ml/kg/trong 30 phit, 1ap lai néu can. Albumin 20% : 1gr/kg

hoa vao dung dich sinh Iy NaCl 0,9%.

+ Chéng suy ho hap: Thong dudng thé , dit sonde da day, thé Oxy

+ Chéng nhiém toan :

PH= 7,1 Bicarbonate 14 % 80mmol/m*2 gio.

PH < 7,1 Bicarbonate 14 % 40mmol/m?/2 gio.

PH > 7,2 va HCO3 tir 12-15 mmol/l : dimg bdi phuy kiém.

+ Bdi phu nuéc dién giai: dung dich NaCl 0,9%: 8ml/kg/néu tré < 5 tudi; 10 ml/kg/cho cac
truong hop khac.

+ St dung Insulin nhanh truyén tinh mach lién tuc (ACTRAPID). Dung liéu 0,1d.v./kg/gio.
Liéu ban dau 1a 0,05 d.v./kg/gid khi pH méau > 7,25 hodc ¢ tré¢ <5 tudi, hodc tré da dung
insulin trong vong 8 gio.

- Theo doi glucose mau mao mach mdi 30 phut .Glucose ni¢u, ceton ni€u /mdi 14n tiéu.

Tinh trang y thirc, Huyét ap, nhip tim, nhip thd , nhiét d6. S6 luong nudc tiéu. Khi mau 1 gio

sau khi dung bicarbonate. Vao gio thir 2 sau diéu tri: duong méu, dién giai dd, ure- creatinin,

pH, HCO3, canxi mau

- Didu tri tiép theo gid thir 2 dén 24 gid dau :
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Tiép tuc bdi phu nude va dién giai, 31/m?/ 24 gid bang NaCl 0,9% + KCL 1,5,gr/1.
Khong truyén dich qua 4/m2/24 gio dau vi nguy co phu ndo cip. Khong lam giam qué
nhanh glucose mau, trong 2 gio dau glucose mau khong duge giam qua Smmol/gid. Duy tri
glucose mau tur 12- 24 gio khoang 9-10mmol.
Chi dung dung dich bicarbonat trong nhiing truong hop toan mau ndng, khong dung dung
dich KCL khi chua c6 két qua kali méu hay ECG. Cha y dau ting kali mau.
- Trong 24 gio tiép theo:
+ Chi dinh insulin tiém duéi da khi cac dau hi¢u 1am sang tot 1én, bénh nhéan ubng duoc, ¢6
thé giam luong dich truyén. pH méu >7,3, glucose mau vé binh thuong.
+ Pé phong ting glucose mau khong duoc ngung insulin truyén tinh mach cho dén 60 phut
sau lan tiém Insulin dudi da dau tién .
8. Theo doi diéu tri
Kiém tra duong mau tai nha béng Gluco-meter, dinh lugng HbAlc 2-3 thang/1 lan. Néu
khéng c6 diéu kién, kiém tra duong mau 1 thang / 11an, HbAlc 3-6 thang/ 1 1an, ti thiéu 2
lan trong nam.
Tai liéu tham khdo
1.AJD (1997) “ Hypoglycemie” “ Hyperglycemie avec cetonurie” TOM 41.N014-15
2.ISPAD(2000) .Consensus Guidelines for the Management of Type 1 Diabetes Mellitus in
Children and Adolescents.
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BUOU GIAP PON THUAN

Muc tiéu

1. Trinh bay déic diém gidi phdu - sinh Iy bénh buéu gidp don thuan.

2. Phan tich ddc diém dich té ciia burdu gidp dia phiong va cdc réi loan thiéu iode.
3. Trinh bay chan dodn, diéu tri, va cdc phirong phdp phong bénh buéu gidp.

1. Pic diém giai phiu - sinh Iy bénh buéu giap don thuin

Buéu giap don thuan 13 budu giap lan toa co chirc ning binh thuong. Budu giap hinh thanh 1a
do ting sd luong va sy phi dai cac té bao tuyén giap, duge xem la hdu qua cua qua trinh thiéu
hut tuong d6i do ting nhu cau hay thiéu tuyét d6i do tong hop khong day dii hocmén giap.
Tang tiét TSH (Thyroid stimulating hormon) thir phat do co ché kiém soat nguoc. Tuyen giap
bi kich thich dan t6i ting san phi dai toan bd, nhitng thay d6i ¢ giai doan nay c6 thé phuc hoi .
Tich tu chat keo trong 1ong nang giap, thay ddi & mé k&, nhitng thay d6i nay khong thé phuc
hdi duoc. C6 khi giai doan ting san xay ra dong thoi voi nhitng bién d6i vinh vién cua tuyén
giap.

2. Bénh nguyén bénh buéu giap don thuin

2.1. Cac nguyén nhan

2.1.1. Budu gidp dia phirong do thiéu hut Iod

La nguyén nhan quan trong ¢ nhirng vung c6 bénh budu giap dia phuong . Theo T chic Y
té thé gidi nhitng ving ma ty 1& budu giap trén 10% so voi toan dan va lod niéu thap thi goi
1a vang c6 budu giap dia phuong. Thiéu hyt iod , ngoai viéc gay budu giap con dan t6i nhiéu
b1en ching néng né khac goi la nhimg ri loan do thiéu hut Tod ( lodine thoi ky dau cua doi
song co thé dua dén céc réi loan tinh thin. R&i loan thiéu I-od 1 van dé Y té c6 tim quan
trong toan cau. Nhimng ving nii cao,d xa bién, giao théng kho khan thudng 1a nhiing ving
thiéu dé rbi loan thiéu I-od. Theo t6 chic Y té thé gi61 (OMS) nam 1996 , khoang 30% déan
s6 thé gidi # hon 1 ty rudi ngudi co nguy co ri loan thiéu I-od va 750 triéu nguoi bi budu cd.
Tai Viét nam c6 tir 9-10 triéu nguoi sébng & ving ndii va cao nguyén c6 nguy co rdi loan thiéu
I-od. Ty 1& bénh budu giap dia phuwong & cac tinh d6 1a 34,2 %(16,2-55,2%). Rbi loan thiéu
lod khong chi gay budu giap dia phuong.

Nhirng ving roi loan thiéu Iod ning t6i murc chirc ning tuyén giap bi giam ning giy ra ching
dan don dia phuong (Cretinism endemique).

Bang 1. Cac murc do cua rdi loan thiéu Iode.(WHO-UNICEF-ICCIDD 1992-93)

Mirc d6 Dic diém lam sang | Budu giap(%) | Iod niéu Diéu tri
BG |SG Pan pg/dl
Nhe + 0 0 [50-19,9 50-9,9 Céan
Trung binh | ++ + 0 [200-299 2,0-4,9 Khan
Ning | [ 230% <2,0 Rat khan cép

0 : Khong co; +,++,+++: cd; +++: mic d§ nang nhat.

2.1.2. Di truyén

R&i loan bam sinh trong sinh téng hop hocmén giap 1a bénh di truyén lin, nhiém sic thé
thuong, c6 thé gy rdi loan hoan toan trong bénh suy gidp bam sinh (xem bai suy giap bam
sinh), néu réi loan khéng hoan toan thi gdy budu giap don thuan duoc phat hién sém hay
mudn.

2.1.3. Chat sinh buéu c6

Do thtrc an, khi an nhiéu va lau ngay mot s6 thiic an c6 thé gay budu ¢d nhu bap cai, cii cai,
hoa lo. Rau cu thuc ho Cai (Brassica) c6 kha ning e ché gin iod vao thyrosin, do d6 ngin
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can tao ra cac tién chat T3 va T4 . Trong vo sin cé chira cac chat doc c6 gbc Thiocyanat
(CNS) ¢6 tac dung trc ché tap trung iod, hitu co héa iod, va trc ché ghép doi cac Iodo-thyrosin
(IT).

Do cac chit hoa tan trong nudc, mot sé ving cao co nhiéu canxi, magie, fluo.. lam cho nudc
c6 do cing cao, anh hudng viée tong hop hocmén tuyén giap, gy budu giap.

Céc loai thudc nhu mudi Lithium, khang giap tong hop, thudc chira iod (cac loai thube hen,
thip khop, amiodaron, thudc can quang), c6 thé gay budu giap vi e ché tap trung Tod va rbi
loan tong hop hocmén giap.
2.1.4. Cac bénh man tinh

Khi méc cac bénh man tinh nhu hoi ching than hu, dai nhiéu protein co thé lam giam cac
protein van chuyén hormon giap.
2.1.5. Cac nguyén nhan khac gay buou giap tan phat

2.1.5.1.Tuéi

Tré em trong giai doan ddy thi c6 nhu cau ting cao T3, T4 do d6 d& mic bénh budu giap.
2.1.5.2.Gioi

Tré gai hay mic budu giap tan phat trong giai doan day thi do ting cao nhu cdu hocmén giap.
Hon nita do hoat ddng ciia chu ky kinh nguyét, estrogene di anh huong dén qua trinh chuyén
hoa hocmon giap.

2.1.5.3. Bu6u gidp 6 tinh chat gia dinh

Ciing thudc nhém budu gidp tan phat nay.

3. Triéu chirng 1Am sang

Budu giap dia phuong c6 cac biéu hi¢n lam sang nhu budu giap don thuan. Tré nho budu
giap co dang lan toa, to dan 1én dén tudi day thi thanh budu giap dang keo. Khi bu6u giap qua
to ¢ thé thay ddu hiéu chén ép thuc quan, khi quan gay khé thd kho nudt. Tri tué phat trién
binh thuong. Khoéng c6 triéu ching toan than khac trir khi ¢6 suy giap. Kham lam sang, nhin
két hop vé6i so nin cho phép phan loai budu giap. Can do vong cd dé theo ddi vé sau.

Bang 2: Céch phan loai cia OMS

bo Pic diém

0 Khong c6 budu giap

I [IA | +S0 thiy budu , mdi thuy tuyén giap to hon dét 1 ngon cai cua bénh
nhan
+Khong nhin thiy BG.

IB | +Khi ngira dau ra sau toi da, nhin thay BG to

+Budu giap so nin duoc

il +Tuyén giap to , nhin thay khi dau ¢ tu thé binh thuong va & gan.
+Budu nhin thdy

I +Budu giap rat 16n, nhin thay du ¢ xa.
+Bué6u 16n 1am bién dang c6

4.Tri€u chirng cian lam sang:

4.1.Chup XQ

Chup XQ ving c¢6 va trung that trong nhitng truong hop budu giap rat 16n dé danh gia chén
ép khi quan va c6 ndt voi hoa khong.

4.2. Ghi hinh tuyén gidp

Pé danh gia hinh thai va chic ning tuyén giap.

4.3. Siéu am tuyén gidp

Dé biét tinh dong nhat va thé tich tuyén giap.

4.4. Do nong dp hocmén tuyén gidp
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T3,T4 déu binh thuong.

4.5. D¢ tip trung I'*'

Thay di tuy theo nguyén nhan, da sé binh thuong, mot sd truong hop héo iod.

4.6. lIod niéu

Thap khi c6 rdi loan thiéu iod.

5. Chéan doan phin biét :

5.1. Cuong gidp trang

Budu giap va cac triéu ching cuong giap nhu mach nhanh, run tay, giy. Bénh Besedow c6
16i mat. Cac xét nghiém chirc nang giap thay doi.

5.2.Viém tuyén gidp cap

Budu gidp co tinh chit viém sung nong, do, dau . Choc hut tuyén giap c6 mu . Chirc ning
tuyén giap binh thuong. Diéu tri bang khang sinh.

5.3. Viém tuyén giap man Hashimoto

Budu giap co to chirc khong dong déu, thuong kem theo suy hay cuong giap trang .

Chan doan bang choc hat tuyén giap va tim thay khang thé khang tuyén giap.

5.4.Ung thw tuyén gidp

Rét hiém gip o tré em, bénh tién trién nhanh, budu gidp c6 mat do ran chic c6 nhidu hach &
xung quanh.

6.Tién trién va bién chirng

Néu budu gidp duge diéu tri sém dién bién thuan lgi , mot s6 truong hop cé thé khoi hoan
toan. Tuy nhién ciing c6 thé mot sb bién ching nhit 13 budu chim trong 16ng nguc. Chén ép
vao khi quan gay kho thd, ngat thd. Chén ép vao thuc quan gay khé nudt. Chén ép vao day
than kinh quit nguoc lam thay doi tiéng, phat 4m kho va 2 giong. R&i loan chuc ning tuyén
giap nhu suy giap hay cudng giap do diéu tri khong dung.

7. Piéu tri

Diéu tri phu thudc vao loai va thoi gian xuét hién budu giap .

- Buou giap lan toa moi :
+ Dung hocmon tri liéu, nham tc ché tiét TSH.
+ Dung L T4 tir 50-100 pg/ngay trong lién tuc 6 thang dau va tét nhat nén kéo dai dén 2 nam.
Khi bu6u giap giam thé tich ¢ thé giam liéu LT4 .
+ BG ¢6 thé nho lai t6i mic binh thuong trong 60% trudng hop.

- Bu6u giap lan toa da 1au ngay: Diéu tri nhu trén nhung it khi khoi han, néu c6 bién ching
chén ép hay budu giap to nhanh phai chi dinh phau thuat.

8. Phong bénh

- Béi v6i budu giap dia phuong phai du phong va diéu tri cac rdi loan thiéu Tod.

- Cach dyu phong c6 hiéu qua nhit la b6 sung iod cho cong dong song trong ving ¢6 rdi loan
thiéu Tod. Bang cach cho vao nudc udng hay cho vao thirc an thude c6 iod nhur iodur kali, dau
iod.

- Mubi iod: Viét nam ngay nay chon cach dung mudi iod voi ty 18 50 phén tri¢u tic 1a c6 500g
iod trong 10 gr mudi an. lod dugc dung dudi dang iodat kali (KIO3) bén hon iodur kali (IK)
dé bay hoi. Bo Yté dd quyét dinh tir 1995 ap dung viéc an muoi iod trén toan qudc

- Muc tiéu & Viét nam la *Thanh toan cac rdi loan thiéu Tode trude nam 20107

- Ty 1& budu giap <5% & tré em tir 8-12 tudi , Iod nidu >10pg /dl.

- Dau iod tiém (Iml =480 mg iod). Sau khi tiém, iod s& du trit & md m& va giai phong dan
c6 tac dung phong bénh tir 1-3 nam.

- Phy ntr ¢6 thai, nguoi c6 BG nhan , tré em <1 tudi : tiém 0,5 ml.

- Dau iod uong 1 nang = 0,5 ml c6 200mg iod.
Tré em <1 tu01 phu nit mang thai , ngudi c6 BG nhan : ubng 1 nang.
Tré tir 1-15 tudi: udng 2 nang.
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Tuy nhién tac dung ngin va khong st dung duoc néu co bénh 1y tiéu hoa hay suy dinh dudng
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