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B֒NHÁN



Lý do vào vi֓nyԒut cֵhi

B֓nh gӺn 2 th§ng nay, BN cӶm thӸy t° 2 b¨n tay, cӶm gi§c t° gi֝ng nhҼ kiԒn b¸, t° c¨ng ng¨y nhiԚu 

hҺn. Sau Ľ· khoӶng 1 tuӺn t° lan xu֝ng dӺn 2 ch©n v¨ yԒu tay ch©n, Ľi lӴi thӸy kh· khŁn, kh¹ng vֻng 

v¨ng nhҼng vӾn sinh hoӴt Ľ֥c lԀp v¨ kh¹ng cӺn tr֯ gi¼p. 

BN ĽҼ֯c kh§m v¨ ĽiԚu tr֗ ngoӴi tr¼ ֫ BVCR v֧i æ: Vi°m Ľa r֑ d©y tk thԜ AMSAN (?), sau ĽiԚu tr֗ 

ngoӴi tr¼ th³ BN vӾn c¸n yԒu tay ch©n, kh¹ng thuy°n giӶm v¨ cӶm gi§c t° tay ch©n nԊng dӺn n°n nhԀp

BV ņHYD

TiԚncŁn: không ghi nhԀnbӸtthҼ֩ng



T³nh trӴng l¼c NV ņHYD :

B֓nh t֕nh, tiԒp x¼c t֝t

HA : 120/ 80 mmHg , T: 37 , NT : 18l/p , M : 82 l/p

Da ni°m h֟ng, kh¹ng hӴch ngoӴi vi

Sֵc cҺ tֵ chi 4/5, yԒu g֝c chi > ng֙n chi

PXGC tֵ chi (-)

GiӶmcӶmgiác kiԜumang gŁngĽiv.֧

Các chֵcnŁngkhác chҼaphát hi֓n bӸt thҼ֩ng.



TÓMTӊTB֒NHÁN

BN nֻ 44t, nhԀp vi֓n v³ : t° yԒu tֵ chi tiԒn triԜn.

B֓nh di֑n tiԒn gӺn 2 th§ng nay, g֟m c§c tri֓u chֵng:

- yԒu tֵ chi kiԜu ngoӴi bi°n, yԒu g֝c chi > ng֙n chi.

- giӶm cӶm gi§c tֵ chi kiԜu mang gŁng Ľiv֧.

- mӸt PXGC, rung giԀt b· cҺ.



CHӇN ŁOćN

ChӼnĽo§nh֥ichֵng: li֓tmԚm4 chi

1. V t֗rí ?



Tԋn thԜԎngtrungԜԎnghay ngoӱi biên?



Tԋn thԜԎngngoӱi biên?



Neuronopathies: sensory, motor

(vӷnłԍngvԚngvԁ, rԉi loӱn cӲm giác)



BԄnhlýł§mrԉi (plexopathy)



1. S֑ ngtrԜԏc
2. DâythӴn kinh

3. TiԀp hԓp thӴn kinh

4. BԄnh cԎ

- MԄt mõi, YԀu thayłԋi trong ngày

- PhânbԉyԀu cԎ
- Rung giӷt bó cԎ
- Mӳt cӲm giác

- PhӲn xӱgâncԎ

SMA (spinal muscular atrophy) 



Sԓi TK:  vӷnłԍng? cӲm giác?

t֔łԍng? 

Phânbԉ: łԉi xԝng, khôngłԉi
xԝng, gԉc, ngԇn chi ?

TiԀn triԂn: cӳp, báncӳp, mãn?



T֡nthҼҺngs֯itrֱc? MӸt

myelin hay cell body ?

Length -dependent axonal degeneration 

typically occurs in axonal neuropathies. This òdying 

backó phenomenon occurs in the largest and longest 

axons. Because in these axons the demand for 

maintenance is highest and delivery of metabolites 

most challenging, impairment of metabolic processes 

essential for maintenance of axonal integrity is 

thought to explain this length-dependency. 

Thoáihóasԓi trԚc phԚthuԍc chiԁu dài



1. Sԓi trԚc
2. Mӳt myelin

3. Neuronal(cell body) 

Gԉc, ngԇn, phԚthuԍc chiԁu dài

TiԀn triԂn: chӷm, cӳp, báncӳp, nhanh

Loӱn cӲm khó chԆu, dԆcӲm
Łau, nhiԄt, Rung âmthoa, vԆtrí,
YԀuԑgԉc, ngԇn, cӲm giácsâu.



PhӲn xӱ
Biênłԍ, CԜԐngłԍ
Thoáihóa, tái sinh: sԓi trԚc hay myelin

HԊi phԚc: chӷm, nhanhhay kém



Polyneuropathy
(łԉi xԝnglantԈa thԜԐngbӸt łӴu ngoӱi biên)

Cӳp/mãn ԋn/tiԀn triԂn
Táiphát/khԈi bԄnh

Vӷnłԍng CӲm giác

VӷnłԍngcӲm giác

T֔łԍng

Mӳt myelin        Sԓi trԚc

BԄnh lý rԃ bԄnh rԃthӴn kinh

Polyneuropathy



CA LÂM SÀNG

BԄnhładâythӴn kinh cӲm giác

vàvӷnłԍngtԋn thԜԎngmӳt
myelin nguyênphát, thoái hóasԓi
trԚc thԝphátgiaiłoӱn mãn(?): 

CIDP



Glucose : 6.5mmol/l 

Bilirubin to¨n phӺn : 0.58 

ņҼ֩ng DNT : 5.2 

Protein DNT : 145

Chlor : 109

Lactic acid : 2.04

TԀbào?

DԆch nãotԛy



Sinhhóa, huyԀt hԇc
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Chӵnło§nnguyênnhân ? 



NguyênbԄnhlýładâythӴn kinh

P





Nguyênnhântԋn thԜԎng: Sԓi trԚc, mӳt myelin, neuronal





Demyelinating Polyneuropathies

Ç Predominantly demyelinating peripheral neuropathies 

affecting myelin or Schwann cells may be either 

acquired or heritable

Ç Demyelinating neuropathies impair nerve conduction by 

allowing current leakage through exposed axons where 

a paucity of ion channels exists, thus impeding action 

potential propagation

Ç Acquired demyelinating neuropathies are thought to be 

immune mediated through either cellular or humoral 

mechanisms

Ç Antigenic targets are located in the paranodalor 

juxtaparanodalregions of the internode (Diagram of a myelinated axon, showing subdivision into 

sections with different diameters)

(bԄnh lý tk ngoӱi biênmӳt myelin  Ӳnh hԜԑngmyelin hay tԀbàoSchwann có thԂmӸc phӲi hay  di truyԁn. BԄnh thӴn kinh mӳt myelin cho

phépdòngłiԄn thoát ra qua  bԍc lԍsԓi trԚc nԎi có sԉít kênhion hiԄn diԄn, łedԇa s֔ lantruyԁnłiԄn thԀłԍng) 

nodopathies



Predominantly Demyelinating Polyneuropathies/ Polyradiculoneuropathies



Ç Now it is recognized that some toxic, immune mediated, and hereditary disorders target proteins and ion 

channels in the nodal region

Ç These disorders have been referred to as nodopathies or channelopathies

Ç The best example is the acute motor axonal neuropathy (AMAN) variant of the Guillain-Barre ́ syndrome.

Ç This disorder is characterized by rapid decline of compound muscle action potential (CMAP) amplitudes, 

suggesting motor axon loss

Ç The rapid resolution of clinical and nerve conduction study changes, however, is not compatible with 

expected recovery from that mechanism of injury. 

Ç Conduction block produced by impaired ion channel function unassociated with anatomic myelin or axonal 

injury provides a more likely explanation for the rapidly reversible conduction failure seen in this disorder

Nodopathies



Nodopathies



CA LÂM SÀNG

ÇChӵnło§nxácłԆnh

CIDP

ÇŁiԁu trԆ
Corticosteroid



BÀN LUӉN







BԄnhlýładâythӴn kinhtái phát

(Hereditary neuropathy with pressure palsies (HNPP)) 



ÇRԉi loӱn tk vӷnłԍng-cӲm giácłԉi xԝng, tiԀn triԂn mãntính hay tái phát

ÇPhânlyłӱm tԀbào

ÇTԜԎngłԜԎngAIDP mãntính

ŁԆnhnghƟa CIDP



CIDP

- diԃn tiԀn lâmsàngkéo dàihԎn
- Ít khi liênhԄnhiԃm trùng trԜԏc
- LiênhԄkhángnguyênlymphocyte ngԜԐi(HLA)

- Ł§pԝngcorticoid



Ç2/3 bn tiԀn triԂn liên tԚc hay t n֑gbԜԏc nhiԁu thángłԀn nhiԁunĸm
Ç1/3 tái phátvԏi hԊi phԚc mԍt phӴn hay toàn bԍgi֓ a tái phát

ÇKhԑi phátcӳp rӳt ít



Tuԋi khԑi phátӲnh hԜԑngdiԃn tiԀn cԛa bԄnh

- TrӾ, tiԀn triԂn tái phát

- Lԏn tuԋi, tiԀn triԂn mãn



ÇCIDP, mô tӲmԍt nhómliênhԄbԄnh dâythӴn kinh, tӳt cӲmãntính, mӳt myelin, 

viêmnhiԃm và thԜԐnggӼp trung gianmiԃn dԆch

ÇThԂkinhłiԂn liênhԄvӷnłԍng> cӲm giác, łԉi xԝng, yԀu liԄt cӲcԎgԉc vàngԇn chi

ÇGiӲm hay mӳt toàn bԍphӲn xӱhӴu hԀt bn

ÇCácdâysԇvàliênhԄhànhtԛy xӲy ra rӳt ít

ÇDiԃn tiԀn chӷm phӴn lԏn bn,  giӲm bԄnh-tái phát ghinhӷn ít nhӳt1/3 bn



B֒NHSINH



Although the cause of CIDP and its variants is unknown , there is evidence to support the 

hypotheses that the disorder(s) are immunologically based and have multiple triggers . Both the 

cellular and humoral components of the immune system appear to be involved in the pathogenesis of CIDP 

and its variants.

Ç Cellular immunity involvement is supported by evidence of T-cell activation, crossing of the blood-nerve 

barrier by activated T-cells, and by expression of cytokines, tumor necrosis factor, interferons, and 

interleukins.

Ç Humoral immunity is implicated by the demonstration of immunoglobulin and complement deposition 

on myelinated nerve fibers, and by passive transfer experiments that induce conduction block and 

demyelination by injecting serum or purified IgG from CIDP patients into rats.

- GiӲthuyԀt miԃn dԆchvànhiԁu yԀu tԉgâyra: cӲthànhphӴn thԂdԆchvàtԀbào

- Hoӱt hóatԀbàoT, qua hàngràomáuthӴn kinh: cytokines, TNF, interferon vàinterleukins

- Miԃn dԆchthԂdԆch: immunoglobulin vàbԋthԂłԇnglӱi trênsԓi tk myelin gâyblock dӶn truyԁn vàmӳt myelin



Ç The immunologic cause(s) of most forms of CIDP remain unclear, since specific provoking antigens have not 

previously been identified 

Ç However, antibodies to different isoforms of neurofascinor to contactinhave been detected in small numbers 

of patients with CIDP. 

Ç Neurofascinand contactinare critical structural elements of the paranodalloop attachment to the axolemma. 

The antibodies identified are in the IgG4 subclass. 

Ç These antibodies appear to target paranodalproteins and may disrupt the axonal-glial junctions, leading to 

nerve conduction slowing

Ç As seen in another IgG4-mediated neuromuscular disorder, MuSKantibody myasthenia gravis, some of these 

CIDP cases were not responsive to intravenous immunoglobulin and glucocorticoids but were responsive to 

B cell depletion treatment with rituximab
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Mô tӲłӴu tiên CIDP nĸm1975, cácłӼcłiԂm chínhcԛa rԉi loӱn

ÇThԂkinhłiԂn CIDP łԉi xԝng, liênhԄvӷnłԍnghԎn cӲm giác

ÇYԀu cԎcӲcԎgԉc vàngԇn, łӼc trԜngcԛa demyelinating polyneuropathy mӸc phӲi . 

ÇDâysԇvàliênquancӴu nãoxӲy ra 10-20% bn. Run thԜԐnggӼp trong nhiԁu nghiêncԝu



ÇHӴu hԀt bn CIDP có rԉi loӱn cӲm giácvàgiӲm hay mӳt toànbԍphӲn xӱ

Ç Tԋn thԜԎngcӲm giáctrong CIDP thԜԐnggӼp cӲm giácrung âmthoavàvԆtrí nhiԁu hԎnłaunhiԄt do tԋn
thԜԎngsԓi lԏn có myelin

ÇKhônggiԉngvӷnłԍng, tԋn thԜԎngcӲm giáccó xu hԜԏngt n֑gԇnłԀn gԉc, liênhԄsԏm ngóntay, ngónchân

vàbànchân

ÇLoӱn cӲmłau(Painful dysesthesias) có thԂxӲy ra.ŁaulԜngcó thԂcó. 

ÇTriԄu chԝnglumbar spinal stenosis vàcauda equinasyndrome có thԂgӼp



ÇThӴn kinh t֔łԍngliênhԄCIDP thԜԐngnhӽ, phânbԉhӱn chԀ,  bón vàbí tiԂu thԜԐngkhôngxӲy ra sԏm, 

nhԜnggӼp trԜԐnghԓp nӼng

ÇHӴu hԀt bn CIDP diԃn tiԀn bԄnh chӷm chӱp nhԜngtiԀn triԂn hԀt bԄnh-tái phátghinhӷn ít nhӳt1/3 trԜԐng

hԓp vàcó thԂnhiԁu hԎn bn trӾ



YԀu phӲi hiԄn diԄn ít nhӳt 2 tháng

YԀu gԉc = ngԇn chi, łӼc trԜngnon-length dependent neuropathy



Teo cԎít gӼp
ӄnh hԜԑngcӲ2 chi, chân> tay

TriԄu chԝngcӲm giáckiԂułigang mangvԏ, sԓi lԏn thԜԐnggӼp



Run tԜthԀ
Phìłӱi tk ngoӱi biên

PhùgaithԆ, yԀu cԎmӼt vàhànhtԛy
Ít gӼp suyhô hӳp cӴn thԑmáyhay rԉi loӱn tk t֔łԍng



ThԂlâmsàngít gӼp



BIӒN THӔCIDP

CácbiԀn thԂlâmsàngCIDP  łԜԓc phânbiԄt bԑi lâmsàngvàcԎchԀbԄnh sinh, baogԊm:

ÇLewis-Sumner syndrome, 

Çsensory-predominant CIDP, 

Çdistal acquired demyelinating symmetric neuropathy, 

Çpure motor form, 

ÇCIDP caused by autoantibodies directed against the paranodalproteins neurofascinand contactin, 

ÇCIDP with central nervous system (CNS) involvement.











Chronic  inflammatory lumbosacral polyradiculopathy













CHӇN ŁOćNCIDP



TIÊUCHUӇN CHӇN ŁOćN

(łԍphântán)























ŁԂcӲi thiԄn chӵn ło§nchính xác tránh nhӴm lӵn :

Ç TIÊU CHUӇN 

Å (EFNS/PNS) 

EFNS/PNS criteria ñThe EFNS/PNS guideline defines CIDP as typical (ie, classic) or atypical. 

Atypical CIDP encompasses variants of CIDP with predominantly distal weakness such as 

distal acquired demyelinating symmetric neuropathy (DADS), and variants with pure motor or 

pure sensory presentations. 

The diagnosis of CIDP is based upon clinical, electrodiagnostic(mandatory), and supportive 

criteria

The European Federation of Neurological Societies and the Peripheral Nerve Society 



Ç Clinical inclusion criteria for typical CIDP require both of the following:

Å Chronically progressive, stepwise, or recurrent symmetric proximal and distal 

weakness and sensory dysfunction of all extremities, developing over at least two 

months; cranial nerves may be affected

Å Absent or reduced tendon reflexes in all extremities



ÇClinical inclusion criteria for atypical CIDP require one of the following, 

but otherwise as in typical CIDP (tendon reflexes may be normal in unaffected limbs):

Å Predominantly distal (distal acquired demyelinating symmetric neuropathy, DADS) or

Å Asymmetric (multifocal acquired demyelinating sensory and motor neuropathy [MADSAM], 

Lewis-Sumner syndrome) or

Å Focal (eg, involvement of the brachial or lumbosacral plexus or of one or more peripheral 

nerves in one upper or lower limb) or

Å Pure motor or

Å Pure sensory (including chronic immune sensory polyradiculopathyaffecting the central 

process of the primary sensory neuron)



Ç Clinical exclusion criteria :

Å Neuropathy probably caused by Borreliaburgdorferiinfection (Lyme disease), diphtheria, drug or toxin 

exposure

Å Hereditary demyelinating neuropathy

Å Prominent sphincter disturbance

Å Diagnosis of multifocal motor neuropathy

Å IgM monoclonal gammopathywith high titer antibodies to myelin-associated glycoprotein

Å Other causes for a demyelinating neuropathy including POEMS syndrome, osteoscleroticmyeloma, diabetic 

and nondiabetic lumbosacral radiculoplexusneuropathy; peripheral nervous system lymphoma and 

amyloidosis may occasionally have demyelinating features



Ç Supportive criteria :

Å Elevated cerebrospinal fluid protein with leukocyte count <10/mm3

Å MRI showing gadolinium enhancement and/or hypertrophy of the cauda equina, lumbosacral or cervical nerve 

roots, or the brachial or lumbosacral plexuses

Å Abnormal sensory electrophysiology in at least one nerve:

- Normal sural with abnormal median (excluding median neuropathy at the wrist from carpal tunnel syndrome) 

or radial sensory nerve action potential (SNAP) amplitudes; or

- Conduction velocity <80 percent of lower limit of normal (<70 percent if SNAP amplitude <80 percent of 

lower limit of normal); or

- Delayed somatosensory evoked potentials without central nervous system disease



Å Objective clinical improvement following immunomodulatory treatment

Å Nerve biopsy showing unequivocal evidence of demyelination and/or 

remyelinationby electron microscopy or teased fiber analysis



ǒDefinite CIDP

ÅTypical or atypical CIDP by clinical inclusion criteria, no clinical exclusion criteria, and definite CIDP by 

electrodiagnosticcriteria ; or

ÅProbable CIDP plus at least one supportive criterion; or

ÅPossible CIDP plus at least two supportive criteria

ǒProbable CIDP

ÅTypical or atypical CIDP by clinical inclusion criteria, no clinical exclusion criteria, and probable CIDP by 

electrodiagnosticcriteria ; or

ÅPossible CIDP plus at least one supportive criterion

ǒPossible CIDP

ÅTypical or atypical CIDP by clinical inclusion criteria, no clinical exclusion criteria, and possible CIDP by 

electrodiagnosticcriteria 

ǒCIDP (definite, probable, or possible) associated with concomitant disease



Koski criteria ñThe Koskicriteria were derived by predictive modeling of the clinical data of 150 patients 

who were diagnosed by expert consensus as having CIDP or other polyneuropathies [61]. For the diagnosis of 

idiopathic CIDP, the Koskicriteria require the following:

ǒChronic polyneuropathy, progressive for at least eight weeks

ǒNo serum paraproteinand no genetic abnormality, and either:

Å Recordable compound muscle action potentials in at least 75 percent of motor nerves and either abnormal distal 

latency or abnormal motor conduction velocity or abnormal F wave latency in >50 percent of motor nerves or

Å Symmetric onset or symmetric exam and weakness in all four limbs and proximal weakness in at least one limb

Of note, while the Koskicriteria combine clinical presentation and electrophysiologicabnormalities, either is sufficient to establish the 

diagnosis. One of the striking features of this classification method is that patients who have symmetric proximal and distalweakness are 

so likely to have CIDP that nerve conduction studies are primarily confirmatory.



Diagnostic pitfalls ñ Both clinical experience and data from retrospective studies suggest that the over-diagnosis of 

CIDP is common, involving one-third to nearly one-half of patients so labelled. Furthermore, many of those with an 

erroneous diagnosis of CIDP receive long-term treatment with immunosuppressants.

Problems leading to a misdiagnosis of CIDP in these reports included the following:

ǒFailure to focus on symptoms and signs that characterize CIDP

ǒTechnically inadequate or misinterpreted electrodiagnosticstudies (eg, a lax electrodiagnosticinterpretation of 

demyelination)

ǒFailure to adhere to diagnostic criteria( bámchӼt vàotiêu chuӵn chӵnło§n)

ǒOver-emphasis on the importance of minimally elevated cerebrospinal fluid protein levels (ie, mild to moderate 

cytoalbuminologicdissociation)

ǒExcessive reliance on subjective measures of patient-reported treatment response(tin tԜԑngquáł§ngé..)



To confirm the diagnosis of CIDP, the clinician must be sure that the patient has a clinical picture 

that is consistent with the diagnosis and that the electrophysiology and/or other studies 

(cerebrospinal fluid analysis, nerve biopsy, MRI) have features suggesting a demyelinating 

neuropathy.
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ǒElectrodiagnostictesting is recommended for all patients with suspected CIDP.  Additional studies that 

may be indicated in select patients include:

ǒCerebrospinal fluid (CSF) analysis

ǒNerve biopsy

ǒMRI of spinal roots, brachial plexus, and lumbosacral plexus

ǒLaboratory studies

ǒEvaluation for inherited neuropathies



Electrophysiology ñ Peripheral nerve demyelination underlies the characteristic 

electrophysiologicfeatures of CIDP, which are as follows:

ǒPartial conduction block

ǒConduction velocity slowing:

- Prolonged distal motor latencies

- Delay or disappearance of F waves

ǒDispersion and distance dependent reduction of compound motor action potential 

(CMAP) amplitude



Genetic considerations ñ Certain genetic disorders of peripheral nerve myelin have 

characteristics that can mimic the clinical or electrodiagnosticfeatures of CIDP or its variants. 

These include:

ǒCharcot-Marie-Tooth (CMT) disease, particularly CMT1A, adult-onset CMT1B, CMT1X, and 

recessive cases such as CMT4 (eg, CMT4C due to SH3TC2 gene mutations being the most 

common) can cause multi-focal, non-uniform slowing and conduction block. 

ǒHereditary neuropathy with liability to pressure palsies, which causes conduction slowing at 

compression sites. 

A careful family history and examination of parents and siblings is important if these disorders 

are a consideration. Appropriate genetic testing should be considered in select patients, 

particularly for PMP22 gene duplication or deletion and connexin32 mutations



ŁIӓU TRӘ




































