TOAN HOA ONG THAN

TONG QUAN

O tré em, toan hda dng than (RTA — renal tubular acidosis) c6 thé do di truyén hodc méc phai, anh
huang dén kha nang hap thu HCO3 tai than, kha nang bai tiét NH3 hoic acid. Toan hda 6ng than
dic trung voi toan chuyén hda AG binh thuong (tang clo mau).

SINH LY BENH
Toan 6ng lwon gan (Type 1)
Toan hoa éng than type 11 do giam kha ning tai hap thu bicarbonate tai 6ng lron gan:

e HCO3- trong nudc tiéu cho dén khi tai loc giam phu hop véi sy giam kha nang tai hap thu

e Trang thai 6n dinh (steady-state) dic trung v6i giam HCO3- huyét trong va acid niéu

e Mot vi du I hoi ching Fanconi, khiém khuyét cac qua trinh van chuyén tai ng luon gan
va uc ché men carbonic anhydrase.

e Kali huyét thanh ciing giam. Khi HCO3- mat qua nuéc tiéu, n6 bi mat dudi dang NaHCO3
va kéo nudc theo do loi tiéu thim thau. Loi tiéu gay mat kali.
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Nguyén nhan:

e Toan OLG don doc: it gap, cd thé do thoang qua hoac di truyén troi hay lan.
e Hoi ching Fanconi: rdi loan chirc nang 6ng lugn gan, dic trung vai toan hda dng leon gan,
tiéu glucose (véi duong huyét binh thuong), tiéu aminoacid, va protein niéu.

Biéu hién:
e O tré em, biéu hién 1am sang thuong gap nhét caa hoi chitng Fanconi 1a cham 16n, va cac
dot giam thé tich do mat kha nang c6 dac nuac tiéu gay tiéu nhieu. Cac biéu hién khac bao

gom di dang xuong (rickets, mém xwong do giam phospho mau, va giam ndng do canxi,
to bon va yéu co do ha kali mau).

Toan 6ng lwon xa (Type 1)

Toan 6ng lugn xa do mat kha ning bai tiét acid cé dinh tai 6ng lugn xa, do d6 mat kha niang hinh
thanh acid niéu. pH niéu > 5.5 - 6.0.



e Co ché s& bao gdom mat kha ning hé thdng van chuyén ion H+ va HCO3, tang tinh tham
mang luminal cho phép khuéch tan nguoc ion H+ tir ng than tré ve.

e Gay ratinh trang toan héa vai pH niéu cao khong thich hop.

e K huyét thanh giam.

Cac nguyén nhan bao gdom bénh Iy tu mién (eg, lupus, sarcoidosis, Sjogren); lithium; va tinh trang
ting canxi niéu (canxi gay phé huy té bao).
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Nguyén nhan:

e Ditruyén: Gen troi (dot bién gen SLC4AL), dot bién gen lan thé co diéc hoac khong diéc
e Mic phai: thudc (amphotericin B, lithium), bénh Iy tw mi&n (lupus ban do hé théng, Sjogren
syndrome); bénh than tac nghén

Biéu hién 1am sang:

e Thé lan (recessive form): nhin chung biéu hién 1am sang ning bao gém toan chuyén héa
tang clo mau nang (HCO3 c6 thé giam dudi 10 mEg/L), ha kali mau vira ¢én nang (K huyét
thanh dudi 3.0 mEg/L), s6i than, nén 6i, mat nudc, cham 16n, Rickets.

e Thé troi (dominant form): so vai thé 1an, thé troi thuong nhe hon va biéu hién mudn hon
trong giai doan vi thanh nién. Biéu hién thuong gap nhat 1a soi than. Bénh nhan thuong
khdng bi toan hoic toan mic d6 nhe, ha kali mau nhe dén vira, it gap hon 1a cham lon.
Bénh Iy xuong thi hiém gap trong thé nay.

e Bénh than man: véi d6 loc cau than < 90 cc/phit/1.73 m2 da, duoc béo céo 1 bién ching
cua toan 6ng lugn xa co tinh chét di truyén.

Toan hoéa 6ng than type IV: Tinh trang nhwoc aldosterone

Toan héa dng than type 1V do mat kha ning tiét kali gay ting kali mau. Diéu nay lam giam tiét
proton H+, dan dén toan chuyén hoa.

Céac nguyén nhan:

e Bénh than dai thao duong, do giam tiét renin vi mat nudc nang than



spironolactone, va aliskiren.
e Trimethoprim
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NGUYEN TAC PIEU TRI TOAN HOA TYPE | VA TYPE Il

Diéu tri kiém (alkali therapy) doi hoi trén nhitng bénh nhan toan héa 6ng than type 1. Diéu chinh
toan chuyén héa mang lai nhiéu loi ich, bao gom phuc hdi téc d6 ting truéng & tré; ngan ngira tiéu
Xuong, soi than, tang canxi niéu; diéu chinh kali mau; phong ngira bénh than man.

Muc tiéu diéu tri kiém trén bénh nhan toan éng luon xa 1a dat duoc HCO3- trong gigi han binh
thuong (22 dén 24 mEg/L). Nhitng bénh nhan ha kali nén duoc bu Kali truge bu kiém (néu nang
hoac c6 triéu chiing) hoidc bu dong thai (eg, sir dung mudi kali bicarbonate hay citrate.

e O ngudi I6n, toan éng leon xa c6 HCO3 < 16 mEg/L, liéu khai dau bicarbonate hoic citrate
la 30 mEq dung 4 1an hang ngay (liéu tong 1a 120 mEg/ngay). Néu HCO3 ban dau > 16
mEq/L, liéu khoi dau 1a 40 mEq ding 2 1an hang ngay (tong liéu 1a 80 mEqg/ngay).

e Nong do HCO3- nén duoc do trong vong 1 tuan. Liéu ¢6 thé diéu chinh tiang hoic giam
tly thudc vao déap ung. Duy tri lidu bicarbonate (hoic citrate) tir 30-50 mEq x 2 lan hang
ngay.

e O tré em toan hda ng lugn xa can lidu cao hon nguoi 16n, thuong 1a 4-10 mEg/kg/ngay
chia 2 lan. Liéu 1 mEq/kg x 4 lan hang ngay hoidc 2 mEg/kg x 2 1an hang ngay thuong la
lidu khai dau & cac bénh nhan nay. Test lai HCO3- sau 1 tuan, va chinh liéu ting hay giam
tuy thudc vao dép tng.

Khi xét nghiém sinh hda tré vé binh thuong, xét nghiém c6 thé sau mdi vai thang hon 1au hon.

Diéu trj toan dng lugn gan tly thudc vao nguyén nhan, tinh trang toan va muac do rdi loan chirc
nang ¢ 6ng luon gan. Khi bénh ly do thudc, ngirng thude. Khi c6 hoi chang Fanconi, diéu chinh
tinh trang ha phospho mau va thiéu vitamin D khi can, ngoai b kiém.

Piéu tri toan chuyén hoa khé khian hon toan 6ng luon xa, vi nang HCO3- s& lam tang tai loc
bicarbonate trén mirc kha nang tai hip thu dang bi giam tai dng lugn gan, va gay ting dang ké
bicarbonate trong nudc tiéu. Luong bicarbonate hoic citrate can s& khac nhau tlly thudc vao muc
d6 bénh. O bénh nhan toan éng luon gan, dich diéu tri 1a dat dugc HCO3- trong ngudng binh
thuong tir 22-24 mEq/L.

Bu kiém ban dau véi liéu 10-15 mEqg/kg hang ngay, chia 2 lan & nhitng bénh nhan toan dng luon
gan dé khac phyc tinh trang mat HCO3 tai than va nang nong do bicar trong huyét thanh. Tang
HCO3 niéu sau bu kiém ciing lam tang mat kali niéu vi ting natri bicarbonate va nuéc dén ong
lwon xa kich thich tiét kali.

Néu bicarbonate huyét thanh khong thé vé mirc trén 22 mEg/L mac du ¢4 bu kiém liéu cao & nhiing
bénh nhan toan dng luon gan, ching t6i dé& xuét dung loi tiéu thiazide liéu thap (vi du 25 mg
hydrochlorothiazide). Ngoai ra, chi dinh loi tiéu gitr kali (nhu amiloride hoic spironolactone) c6
thé can thiét khi ha kali mau dai ding trong qua trinh diéu tri.



Tuong tu Véi toan dng luon xa, theo ddi dién giai (bao gom HCO3, K, ¢ bénh nhan Fanconi, ¢6
thé phosphate) hang tuan sau diéu trj ban dau hoic thay doi diéu tri. Khi dat dich HCO3- trén 22
mEg/L, do lai mdi 3 thang.
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