NHAN HAI TRUONG HQP HQI CHUNG FAHR PHAT HIEN

TAI KHOA NOI THAN KINH BENH VIEN AN GIANG
Mai Nhét Quang va Nguyén Trong Téin, khoa Ngi Than kinh, BV An Giang

TOM TAT

Hoi chirng Fahr & hdi chirng hiém gdp véi déc trung véi héa ni so doi xirng hai bén
& hach nén, déi thi, nhan rang, trung tam ban bau duc. Ching t6i trinh bay 02 truong hop

héi chitng Fahr phat hién tai khoa néi than kinh Bénh Vién Pa Khoa Trung Tdam An Giang.
SUMMARY

Fahr’s syndrome is a rare syndrome characterized by symmetrical bilateral
intracranial calcifications in the basal ganglia, thalamus, dentate nuclei and centrum
semiovale. In this study, we discuss two cases of Fahr’s syndrome presented at the Neurology

department of An giang general hospital.
PAT VAN DE

Bénh Fahr hoac hdi ching Fahr 1a mot rdi loan than kinh tién trién dic trung bdi hién
dién canxi bat thuong ¢ hach nén va vo ndo anh huong dén kiém soat van dong va rdi loan
tam than. Bénh do tién si Bamberger mé ta lan dau tién vao nim 1885 sy hién dién voi hoa
ddi ximg hai bén & hach nén™, dén nam 1930 Karh Theodor Fahr, nha than kinh hoc ngudi
Pic md td mot trudng hop voi hda hai bén & hach nén va nhitng phan khéac cta ndo. Nhiing
béo cdo trong y vin bénh thudng c6 tinh gia dinh va di truyén troi, nhung cling ¢ vai truong
hop di truyén lan dugc bao caol Lién quan giita bat thuong kiéu hinh va bat thudng gen van
chua 16 rang mic du gan ddy ngudi ta di xac dinh bénh lién quan dén canh dai nhiém sic thé
14q. Co rat it bao céo vé bénh nay vi $6 lugng bénh it va hién chua c6 bién phap diéu tri hiéu
qua.

O Viét Nam 1996 gido su Lé Vin Thanh™ bao c4o 01 truong hop bénh Fahr & mot
bénh nhan nam 32 tudi khong tién st cat tuyén giap va trong gia dinh khong c6 ai mic bénh
twong ty. Bénh tién trién voi cac triéu chimg suy tuyén can gip, sa sut tri tug¢, mo mat, thinh

thoang c6 con ha canxi huyét.
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Chung t6i bao céo 02 truong hop hoi ching Fahr phat hién tinh co tai khoa Noi than
kinh, mot truong hop trén bénh nhan cét tuyén giap cach nay 9 nim va mot truong hop bénh

nhén cit tuyén giap cach nay 20 nim
TRUONG HOP LAM SANG

Trwong hop 1: Bénh nhin nit 39 tudi, nhip vién vi co gidt, mat ¥ thic khoang 01
phut sau d6 nguoi bénh tinh nhung dau dau, duoc tuyén dudi chuyén dén Bénh vién Pa
Khoa Trung TAm An Giang vdi tinh trang tinh téo, tiép xuc tdt, strc co binh thuong, phan xa
gan co binh thudng, khong c¢6 hoi chimg thap, khong c6 hoi ching tién dinh, khéng co cac
triéu chung r6i loan van dong kiéu ngoai thap nhu mua giat, maa von hay van dong kiéu
parkinson, bénh nhan c6 giong ndi thay ddi. CT dau nhiéu ndt voi hoa ban cau tiéu ndo 2 bén,
thuy thai duong dinh 2 bén, dién ndo khong ghi nhan song dong kinh luc do, di¢n tim trong
gidi han binh thuong, sinh héa mau Ca*™ 0.75mmol/L, T3: 0.891 nmol/L (1.3-3.1), T4: 118.3
(66-181) nmol/L, FT4: 17.5 (12- 22)pmol/L, TSH: 0.236 (0.27 — 4.2 YUI/L, kich thudc tuyén
giap nho hon binh thuong: thuy phai 7.9 x 6.9 x 27mm, thuy trdi 7,7 x 7,2 x 34mm, PTH:
0.413pmol/l (1.6- 6.9 ), canxi 0.74mmol/l (1.12- 1.3 ), phospho 1.85mmol/I (0.9-1.5 ),ferritin
46,22ng/ml (13 — 400), siéu am dong mach canh ngoai s¢ binh thuong, siéu am tim trong gidi

han binh thuong.

Hinh anh CT dau
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Trwong hgp 2: Bénh nhan nir 59 tudi, nhédp vién vi té tay chan. Tién cin md cit
tuyén giap cach nay 20 nam, ha canxi mau nhiéu lan phai nhap vién. Nguoi bénh vao vién
trong trang: mach 94 1an/phat, nhiét do 37°C, huyét 4p 140/90mmHg, nhip thd 20 1an/phut,
dau Chvostek( +)

Dién bién: bénh di ltc ndi nham, cudi ndi vo cd, di lang thang trong khoa ndi téng
hop va dugc hoi chan khoa tdm than, khoa tdm than dé nghi CT dau théy vOi hoa rai rac hoi

chan Nbi than kinh

Can 1am sang: ECG trong gi6i han binh thuong; Siéu 4m tuyén giap: eo tuyén giap
3,7mm, chiém hét hai thuy tuyén giap 1a vai khéi ECHO kém khong dong nhét kich thudc 11
x 15mm dén 21 x 13mm. Két luan buéu giap da nhan 2 thuy; CT dau: voi hoa da 6 hai bén
béan cau ndo. X quang nguc thang: binh thudng. Cong thirc mau: trong gidi han binh thudng
,Ure 2.1 mmol/L, creatinin 60pmol/L; glucose 4.3mmol/L Cholesterol 5.6mmol/L, triglycerid
6.1mmol/L, HDL 1 mmol/L, LDL 2.6 mmol/L, SGOT 20,7 U/L, SGPT 6,6 U/L, GGT
21.5U/L, CRP 4.28mg/L, HbA1C 5.7% T3 2.91nmol/L (1.3-3.1), FT4 11.38pmol/L (12 —
22), TSH 4.91pUI/L (0.27 —4.2), Ca™ 0.87 mmol/L, Phospho 2.2 mmol/L (0.9 - 1.5),
ferritin 127.7mmol/L, PTH 0.674 pmol/L (1.6 —6.9)

Nude tiéu: Bach cau 25/ul, SG 1.015, té bao thwong bi ( + ), vi tring: it

Hinh 4nh CT dau:
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BAN LUAN :

Hoi chimg Fahr dugc cho 1a mot hoi ching hiém va khong rd tan sudt, hoi ching
Fahr biéu hién tinh trang vo1 hoa ndi so ddi xtrng hai bén ¢ hach nén, nhan rang, trung tam
ban bau duc, bénh thudng lién quan dén nhimng biéu hién than kinh xay ra ¢ nhitng bénh nhan

16i loan tuyén giap dic biét 1a giam hormon tuyén can giép[4]’[7]‘[1°]

Bénh sinh: co ché bénh sinh chua dugc hiéu mot cach rd rang. Kobayashi va cong
syl sir dung kinh hién vi dién tir mé ta khoi dau ton thuong té bio quanh mach thuc day su
tich liiy mucopolysaccharid trong bao twong theo sau boi su ling dong chit khoang. Nhimng
goi ¥ khac bat thudng chuyén hoa oxy ndi so sau khi quan sat thdy muc lactate dich ndo tay
cao trong mot vai truong hop, ling dong canxi va nhing chit khoang khac duoc tim thiy ¢
thanh mao mach, tiéu dong mach, mach méu nhé va khoang quanh mach, nghién ctru bénh

hoc cho thdy canxi 13 thanh phan hién dién nhiéu nhét
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Biéu hién lam sang: hoi ching Fahr co thé biéu hién véi triéu chirng tam than, ngoai
thap, tiéu naol™M Trigu chtng tam than thudng gip nhit trong hoi ching Fahr 1a tim than
phan liét nhu roi loan tim thén, roi loan khi séc, roi loan dang co thé va rdi loan nhan thuec,
mét chirc nang diéu hanh van dong dang ké, nhiing tinh trang nay dugc gy ra boi mat dan
truyén vo dudi vo gian tiép boi hach nén dic biét lién quan dén vong vién tran vén, triéu
chung than kinh bao gé)m r6i loan van dong nhu héi chung parkinson, co cung co, tics, su
bién db6i 101 ndi, dong kinh véi con co cung co gidt toan thé va khiém khuyét van dong c6 18

do suy giam hé van dong tran thé van.

Chan doan hoéi ching Fahr dya vao 1am sang, hinh anh nio va loai trir cac nguyén
nhan voi hoa ndi so khac. VOI hoa doi xtirng lan toa ¢ hach nén, nhan rang, trung tim ban bau

duc 13 ddc trung va dé thay ¢ hoi chimg Fahr.

Dién tién : khong c6 cach chita cho hoi chimg Fahr, bénh ning dan theo thoi gian va

cuoi cung la tir vong.

Hinh anh hoc: CT dau la cong cu hi€u qua sang loc hoi chig Fahr, voi hoa ndi so cé

thé xay ra 0.3 — 1.2% cac truong hop chyp CT dau!?
Dién ndo do: khdng co gid tri trong chan doan hoi chimg Fahr

Hai trudng hop ctia chung t6i déu co tién cin mo cit tuyén giap, khong c6 tién sir gia
dinh, cc anh chi em trong gia dinh déu binh thuong, xét nghiém hocmon tuyén cén giap déu
giam & 2 bénh nhan, canxi mau gidm nang. Mot bénh nhan co biéu hién triéu chung tam than,
mot bénh nhan biéu hién tridu ching ha canxi mau. CT dau voi hoa ddi xing hai bén & hach
nén, nhan rang, trung tdm béan bau dyc. Ca hai bénh nhan duoc diéu tri v6i bu canxi va

vitamin D tri¢u chung 1am sang cai thién va sau d6 nguoi bénh xuét vién
KET LUAN:

Hoi chimg Fahr c6 thé gip trong nhiéu bénh 1y nhu bénh Fahr, cic bénh 1y nhiém
trang, nhidm doc chi, sau diéu tri methotrexatel, .... Triéu chung lam sang phong phu nhu:
dau dau, chong mat, li¢t, co cing co, thay ddi giong nodi, hon mé, sa sut tri tu¢, hdi ching
Parkinson, run, tut huyét ap tu thé dung. Nhitng bénh nhan c6 biéu hién triéu chimg tim than
hodc ha canxi méu & bénh nhén ¢ tién can mo tuyén giap nén chup CT dau dé sang loc phat

hién sdém hoi chirg Fahr
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