Bénh Fahr
Lé Vin Thanh!, Bii Bach Lan®

BENH SU
Nam bénh nhan NVL (SNV 24726), cong nhan, nhdp vién ngay 05 thidng 8 nim
1996 vi run tay va néi ldp.

Khodng 1/1996 bénh nhan thiy giong néi hoi khé, néi 1dp. Mdt md tiing lic, doc
chit dude nhung khong hi€u, ctt dong va phan tng v6i ngoai cdnh c6 lic cham,
cdc triéu chiing nay thudng xuit hién vé budi chiéu. Tir thing 5/1996 triéu chiing
ning dan nhu run tay vi€t chit xau nhé dan, di ding c6 lic ldo ddo. Poi ldc xuat
hién co riit chan tay. Pau ludn c6 cdm gidc chim chich nhe.

Tién st bénh nhian khdng tién st bénh 1y gi dic biét.

Tién sl gia dinh khong ai mic bénh tuong tu va cdc bénh dic biét khéc.

Bénh nhan c6 hai nim 1am viéc trong mdi trudng nhiéu bui sit va § nhiét d6 mdi
truong cao tai Ti€p.

KHAM LAM SANG

Kham tong thé

Thé trang trung binh da niém hdng, HA 100/60 c6 lic 90/60 mach 84 1an phiit
khong so6t, hach ngoai bién khong cé.

Ti€ng tim binh thudng

Phéi khong ran

Siéu Am bung tdng quit Am tinh.

Khdm than kinh

Bénh nhin hop tic ti€p xtc tot

12 day so binh thudng

bédy mit binh thudng

Sttc co binh thudng.

Phan xa gin co binh thudng, khong phan xa bénh ly

Khong c6 hoi chitng thdp, khong c6 Hoi chiing tién dinh.

Chtic niing cao ciAp clia v nio binh thudng.

Khong thdy cdc triéu chitng roi loan van dong clia ngoai thdp nhu mda gidt, mia
vdn hodc van dong ki€u Parkinson.

"' TS BS, Chii Nhiém B Mon Thin Kinh Hoc Trudng Pai Hoc Y Duge TP HCM, Chii Nhiém Bo
Mo6n Than Kinh Hoc Trung Tam Pao Tao va Bbi Dudng C4n Bd Y TE TP HCM.
> ThS BS, Nguyén Gidng Vién Bd Moén Than Kinh Hoc Trudng Pai Hoc Y Dugc TP HCM.
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Can lam sang
Cong thiic mdu:
Hong cau 3.600.000 Hematocrite : 33%
Bach cau 10.000
Da nhéin 78%
Lympho 22%

Mdu ldng :  Gid th nhat 25mm
GdJ tht hai 36 mm
Sinh hod mdu :
Glycémie 88mg%
Creatinio 1,3mg%
Acide uric 3,6mg%
Protide 7,3g %
Lipide 880mg %
Trigliceride 130mg%
Cholestérol 161%
HDL 45mg%
LDL 90mg %
Gros 2ml
Mac lagan 2,4
Bilirubine

Toan phan 5,55
Truc ti€p 0,1
Gidn ti€p 0,45

Phospho 77mg/1

Ton db Ngay 6/08/1996 Ngay 21/08/1996
Natri 149 mEq/1 158mEq/1
Kali 3,2 mEq/1 2,6 mEq/1
Calci 2,3 mEq/1 0,9 mEq/1
Clo 107 mEq/1 130 mEq/1

Nuéce tiéu:  pH 6, ty trong 1,015, protein 25m%
Cin ling, hong cau khong, bach cau 25
Hormon gidp trang :

T3 2,1 nmol/1 (bt 1,2 -2,7)

T4 126 nmol/1 ( 58— 151)
Hormon tuyén yén kich thich gidp

TSH 1,3 microu/ ml ( 0,23-4)

Phudng phdap mién dich phéng xa :

Ham lugng céc tuyén ndi ti€t tO clia tuyén yén, tuyén thugng than binh thudng.
Echo tim : Binh thudng

Echo bung : Khong thi'y bat thudng

DPién ndo d6 : Séng chim thé ta lan tda, dién thé thap.

CT scan ndo : Nhiéu ddng ting tin hiéu tai hach nén ti€u nio ( BS Tuyén )
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DIEN BIEN LAM SANG

Trong thdi gian nim vién (khoa than kinh BVCR) bénh nhan tinh ti€p xic tot,
khong rdi loan van dong c6 triéu chitng vio budi chiéu nhu néi lip, co rit chan tay
nhu trude khi nhap vién, khdm thudng xuyén dau Schovostek (+) va nghiém phdp
Trousseau (+) mot cdch thudng xuyén.

Diéu tri : Calci D 05¢g Ngay 2 vién chia 2 1an
MgB6 Ngay 2 vién chia 2 1an

20/08/1996 chuyén ti€p diéu tri khoa ndi ti€t véi chin dodn bénh Fahr va tai day
ti€p tuc dung cdc thudc trén va cho xuit vién 27/08/1996 vSi chdn dodn : suy cin
gidp.

Sau xuit vién bénh nhian dudc theo ddi diéu tri ti€p

Vé 1am sang : vi diéu tri khong lién tuc, néu dudc dung Calci D hoic Cacium triéu
chitng gidm, sinh hoat gan binh thudng, nhung néu khdng udng thudc déu bénh
nhin c6 céc triéu chiing gidng nhv trude khi nhip vién nhung c¢6 khuynh huéng
ning hon, nhitng triéu chitng xuat hién thudng vé chiéu nhu, néi liu 1udi, t& budn
chan tay, chan tay khé van dong, vé y thitc, doi lic trong nhitng con nhu vdy bénh
nhan thdy khong con minh min, khong duy tri mot cach binh thudng dugc lién lac
vdi moi ngudi chung quanh. Mot s6 1an thuc sy bénh nhan dd c6 con co gidt toan
thé, ti't nhién thuc ra day 12 mot con ha calci mau ning né.

Bénh nhin thudng c6 kinh nghiém d€ tranh con trd ning, nhu phdi nghdi nghi, vi
du con xudt hién lic dang di xe gin mdy phdi ngung vao hé va ngdi nghi mot
chuc phiit sau d6 c6 thé ti€p tuc di nhung ngudi rit mét.

V& mit tri tu¢ bénh nhan c6 nhung bi€u hién suy ludn khong mach lac nhu trudc.
Triéu chitng vé mit 1a ddng chd y hon ca : gidm thi luc dan dan 6/1/1998, soi thdy
thdy tinh thé duc, khong thdy dudc ddy mat. Vai thang sau bénh nhian phii mo
cudm va d&€n 22/2/2000 bénh nhan md mit thi hai. Soi ddy mit thdy c6 mdt not
v6i nho tai vong mac.

Tém tit : bénh nhan nam 32 tudi.

Bénh da 5 nim, khdi dau biing cdc triéu chitng clia suy ti€n cin gidp kém theo suy
gidm tri tu¢, gidm thi luc do duc thdy tinh thé, c6 dong véi vong mac

C6 voi héa rai rdc tai hach nén va ti€u nio.

Xét nghiém vé sinh hod : Calci mdu thudng xuyén thap 0,9 — 2,3 mEq/1

Phospho m4u 50 — 77 mg/1 cao hon binh thudng kha nhiéu, Mg thdy vira phai 1,01
- 1,27 mEqg/1 (1,4 - 2,4 mEq/1)

Diéu tri : dung Calci cdi thién tam thdi cdc triéu chitng nhung bénh khong khdi,
bénh ngay mot tién trién.

Bénh nhan dugc chian dodn 13 bénh Fahr

BAN LUAN
Chtic niing tuyé&n cin gidp, trong lugng tuyén khodng 0,5 g, nim sau tuyén gidp,
hormon ctia tuyén cin gidp la Parathormon né cung véi Thyrocalcitonin, mot ndi
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ti€t t§ clia tuyé&n gidp, hai hormon nay duy tri tinh hiing dinh ndng do calci trong
mdu, Parathormon lam ting cali huy€t tuong, trong khi d6 Thyrocalcitonin cé vai
tro 1am gidm calci huyé&t tuong biing cach tic dung truc ti€p trén td chifc xuong, tc
ch€ qua trinh tiéu xuong.

Piéu hoa chuyén héa calci —phospho con c6 sy tham gia cda ACTH,
glucocorticoide, GH, Thyroxin, cdc androgen, oestrogen va vitamin D.

O than hormon c4n gidp e ché€ su tdi hap thu phospho tai dng lugn, do vay khi suy
cAn gidp phospho dugc tdi hdp thu nhi€u 1Am ting phospho huyét tuong do gidm
bai ti€t phospho.

Nguyén nhin suy tuyén cin giap c6 nhiéu, nhu :

- Sau ph&u thuit tuyé&n gidp, sau diéu tri ung thu tuyé€n gidp bing mot liéu qua
16n iode phong xa.

- Sau cdt bd tuyé&n cin gidp.

- Suy chifc ning cin gidp tam thdi sau sanh dé, dn sita bd cé chita nhiéu
phosphat.

- Mot so trudng hgp khong rd nguyén nhan, mang tinh gia dinh.

- Suy chidc ndng cin gidp gia (pseudohypoparathyroidism)

Gidm calci huyét tuong gdy nén triéu chitng ting cudng hung phan hé thin kinh co
gdy nén hién tudgng co ciing co hay goi 1a tetanie giéng nhu cdc triéu chitng cia
bénh trinh bay trén, cAn IAm sang ciing vy nhu giam calcie huyé&t tuong, ting
phospho méau.

Vai tro ciia tuyén cdn gidp trong bénh cdn ciia bénh Fahr_: mot s6 tdc gid cho ring
c6 suy tuy€n can gidp, nhung mot s6 khac diing phuong phdp chdn dodn bing dong
vi phéng xa cho thdy chifc ning tuyén cin gidp con binh thudng tuy calci miu
gidm, phospho m4u ting, ho cho ring nén x&p vao nhém bénh suy tuyén gidp gia,
hoic chua rd nguyén nhin, ngoai ra ngudi ta con thay ferritin trong mau cao day la
van dé canluu y.

Co thé bénh hoc bénh Fahr :

La mot bénh rit hi€m, tai bénh vién da khoa Hungary trong tim nim, md 15.000
tlt thi chi th'y dudc 4 trudng hgp bénh nay.

Céc bdo cdo dugce ding tai cling rat it vé& s6 bai va s6 lugng bénh nhan/

Qua md tf thi va bing phuong khic nhu héa sinh. Qua kinh hién vi dién ti thay
dugc hién tuong ling dong rit nhd cdc hdn hgp glycoprotein, mucopolysacharid
mudi calcium va sit tai mach mdu va trong mot s6 than t&€ bao tai ciac hach nén,
ti€u ndo va chit tring clia hé thin kinh trung uong.

25



Hinh dnh hoc :
K& tir khi phuong phap chup cit 16p vi tinh CT Scan ra d5i nguSi ta méi kham pha
ra nhitng hién tugng voi héa clia hé than kinh trung uong, trong d6 c6 bénh Fahr,
c6 18 tir voi héa cAn thém 1a sit héa vi nhitng ly 1& dd néu & phan cd thé bénh hoc.
Vé diéu tri :

Diéu tri triéu chiing tetanie bing dua calci vao qua dudng udng dudi dang
chloride, gluconat, diéu tri bing cdc loai vitamin D nhit Ia vitamin D2
(calcipherol). Ché& do in thic dn gidu calci va it phospho.

KET LUAN

Bénh Fahr rat hi€m nhung chiing ta can biét, rit d& nham v&i cdc bénh suy gidp

thudng gip, tiéu chuin chin dodn c6 thé dya vio :

- Tudi, thudng da trudng thanh hoic trung nién.

- C6 gidm calci huy€t mot cdch trung binh hoic ning, ting phospho huy&t mot
cach thudng xuyén, khdac véGi cdc trudng hgp gidm calci tam thsi nhu dd néu
trén. Dung cdc hdp chit c6 chita calci hodc vitamin D chi cdi thién nhat thdi,
dén nay chua c6 phuong phap diéu tri dit di€m.

- Nhitng truong bénh rd thad'y dugc hinh 4nh ting tin hiéu tai hach nén, ti€u nio
va trong chat tring cla hai bdn cau dai ndo. Thuong cin doi hai bén.

- Lam sang thudng la nhitng con tetanie, triéu chitng ning hon c6 thé c¢é con co
giat toan than. C4c triéu chiing ngoai thap khong rd rang. Tri tué c6 sa sit dan
& nhung ngudi mic bénh lau.
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