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TREATMENT OF ICHTHYOSIS LAMELLARIS USING
A SERIES OF HERBAL SKIN CARE PRODUCTS FAMILY
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Lamellar Ichthyosis (LI) is a genetically heterogeneous group of disorders of keratinization that are inherited
in an autosomal recessive fashion, occurring in approximately 1 in 300,000 live births. The treatment of the large,
dark, plate-like scales that characterize the classic manifestation of the disease are still a challenge. The aim of this
study was to evaluate the efficacy and tolerability of Dr. Michaels® skin-care products for the management of LI.
A multi-centre European prospective study was conducted, including 10 patients (3 female/7 male) with lamellar
ichthyosis, aged 38-54 years old (mean age: 46). Each patient had been treated with emollients plus other different
systemic therapies, such as corticosteroids, Cyclosporin A or retinoids in the past. All patients were treated with Dr
Michaels® product family including both topical and oral herbal supplements. The topical treatments used were
the cleansing gel, activator formula and ointment. The oral medications were PSC 200, PSC 400 and PSC 900.
Within 3 weeks of initiation of treatment, there were improvements observed on the skin including a reduction in
scaling, fissuring, and intensity in erythema and pruritus with thinning of the hyperkeratotic plate. After 12-15
weeks, most of the plates and scales had been removed to reveal a normalised skin colour. Evidence of hair, eyelash
and eyebrow growth was observed. There was partial nail resolution with a reduction in subungual hyperkeratosis.
No adverse reactions were observed. Our patients showed excellent symptomatic response to treatment within
a 14-week period, follow-up by an on-going regular assessment on a quarterly basis. The results show that Dr
Michaels® product family is an effective and safe treatment option for LI.
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Viy c4 phién méng (LI) 13 mdt nhém cic rdi loan di truyén khong dong nhit ciia sy sirng hoéa, di truyén lin
gen lin trén nhiém sic thé thuwong, xdy ra & khoang 1 trong s6 300.000 tré dé ra. Diéu tri ton thwong viy 16m, sim
mau, dang phién/vay 14 — biéu hi¢n dic trung clia bénh, vin con 1a mot thach thirc. Muc dich ciia nghién ctru nay la
dé danh gia hiéu qua va kha nang dung nap cac san phﬁm thio dwgc Dr Michaels® trong diéu tri vdy ca phlén
méng (LI). Mot nghién ciru tién ctru da trung tAm ciia chiu Au di dwoc tién hanh, gdm c6 10 bénh nhan (3 nir/7
nam) mac vay ca phién méng, dd tudi tir 38 - 54 (tudi trung binh: 46). Mdi bénh nhan da dwoc diéu tri bang kem lam
mém da cing véi cac phwong phap diéu tri toan thin khac, nhu corticosteroids. Cyclosporin A hoic retinoid truéc
d6. Tat ca cac bénh nhin déu dwec diéu tri bing dong san pham Dr Michaels® bao gom thudc bdi tai chd va thao
duge dwong udng. Piéu tri tai chd sit dung gel lam sach Cleansing Gel, Activator Formula va thudc m&
Ointment. Thudc udng thio duge gom PSC 200, PSC 400 and PSC 900. Trong vong 3 tuin bit diu diéu tri, di c6
rit nhidu cai thién trén da dwoc quan sat thiy bao gom giim tréc vy da, mit da, d9 d6 da va ngira cang véi su
mong din cia mang tang sirng hoa. Sau 12-15 tuin, hiu hét cac mang, V;ly da dwoc loai bé va 1§ ra vung da binh
thwong. Quan sat thay bang chirng moc toc, 1ong mi, long may. Cé mét phan mong giam surng héa. Khéng c6 phan
1rng khong mong muon (tac dung phu) nao duge nhan thay Véi cac bénh nhin cia chung t6i, triéu chung dap u’ng
rit tot véi didu tri trong thoi gian 14 tuin, theo déi va tlep tuc danh gia thwong xuyén trén co sé hang quy. Cac Kkét
qua cho thiy ring dong san phAm Dr Michaels® la lya chon hiéu qua va an toan cho diéu tri vay ca phién méng
(LD.
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tinh xdy ra ¢ khoang 1 trong 56 300.000 tré ra doi (1). Ton
thuong vay 16n, sam mau, dang phlem/vay la ddc trung
cho thé ¢6 dién LI dai dién mot dau cua phd kleu hinh cua
vay ca bam sinh do dot bién 13n (1). Po da, vy tring, min
1a dién hinh cua ton thuong do6 da khong bong nudc dang
vay ca bam sinh (NBCIE), ¢ dau dbi dién cua pho nay, va
cac kiéu hinh trung gian da dang duoc quan sat thay (1).

N6 13 mot bénh 1y gen di truyén do dot bién
trén nhiém sic thé Iq2l va Iq22 va lién quan chu yéu
dén sy thay doi trong tong hop filaggrin (2). Filaggrin la
protein & biéu bi ¢6 chirc ning nhu mot phan tir hang rao
ngidn can cdc tic nhin di Umg trong moi trudng, mat
nude va nhiém trung (2). Vay ca c6 thé duoc phan chia
mot cach rong rai thanh do di truyén, médc phai va vdy ca
lién quan dén nhiéu hoi chimg khac. Cac dang phd bién
nhét 1a duoc liét ké dudi day®:

Vay ca di truyén:

Vay ca thong thuong

Vay ca di truyén lién quan dén nhiém séc thé X
Do da khong bong nudc dang vay ca bam sinh
(nbCIE)

71 Ly thugng bi tang sung hoa (vay ca bong nudéc,
bCIE)

Vay ca Harlequin

Bong nudc vay ca cua Siemens

Vay da day

Viay c4 phién mong

Vay cd khéng di truyén:

Viay c4 mic phai (Ichthyosis aequisita)

Vay ca va cac hgi chiing

KID (viém gidc mac, vay ca, diéc)

CHIME (tat khuyét ciia mit, cac bat thuong &
tim, bénh da dang vay cé, chdm phat trién tAm
than, cac bét thudng ¢ tai)

7 Hoi chitng Netherton (bénh vay cé, do da, cac bat
thuong than toc, cac biéu hién di img)

7 Sjogren-Lairsson (bénh vay c4, li¢t cing hai chi
dudi, bénh vong mac sic tb, cham phat trién tam
than)

0 Bénh Refsum (bénh vay c4, bénh vong mac séc

t0).

Dién bién 1am sang cua bénh vay ca rat thay doi.

M. TIRANT ET AL.

Bénh khong thé chita khoi nhung cac triéu ching co thé
duoc kiém soat va c6 thé du phong cac bién chimg véi diéu
tri thich hop. Myc dich cua nghién ctru nay 1a dé danh gia
hiéu qua va kha niang dung nap cac san pham thao dugc Dr
Michaels® trong diéu tri vay ca phién mong (LI).

TAI LIEU VA PHUGNG PHAP NGHIEN CUU

Chiing t6i tién hanh nghién ciru tién ctru da trung
tam voi ddi tuong bénh nhan ngudi Uc va chau Au. Sau khi
o sy dong y bang van ban, 10 bénh nhan (3 nit, 7 nam)
mic vay ca phién mong dugc can nhic cho thir nghiém hiéu
qua ciia dong san pham Dr Michaels®. Cac bénh nhan ¢ do
tudi tir 38 - 54 (trung binh: 46) va c6 bién hién bénh vay ca
tir khi sinh ra. Trudc d6, mdi bénh nhan da dugc diéu tri
bang kem lam mém da va cac liéu phap khac, nhu
corticosteroid toan than, Cyclosporin A hodc retinoid. Méc
du cac phuong phéap tri liéu khac cho két qua 1am sang
tbt, thoi gian didu tri bi han ché do tac dung phu va bénh
nhén tai phat vay ca, cam thiy chan nan hon, thit vong va
tho o.

Truéc khi bt dau nghién clu, cic bénh nhan
khong thyc hién bét ky hinh thie 1am sach da dac biét nao.
Kham 1am sang phat hién tréc vay da va kho da lan tda toan
bd co thé bao gdm ca & mat va da dau. Vay da thudng c6
kich thudc 16n, mau nau téi den, hinh da giac, day va dinh
chat vao da.

Trong 5 bénh nhan, long ban tay va ban chan bi
anh huong véi biéu hién ting simg hoéa va cac vét nut gy
dau. Mong bi ton thuong ¢ 6 bénh nhan, v6i biéu hién ro
mong, moéng tay cd soc, mat mau, ting sirng hoa méng. Bon
bénh nhan c¢6 biéu hién rung téc cd seo, 3 bénh nhan co
nhitng thay d6i & maét, nhu mat long mi, 1on mi mét dudi,
sung huyét két mac, viém giac mac va sg anh sang.

Tét ca bénh nhan duoc diéu tri bang dong san pham Dr
Michaels® bao gdm thudc béi tai chd va thiao dugc udng.
Diéu tri tai chd bang gel lam sach Cleansing Gel,
Activator Formula va thuc m& Ointment. Thubc ubng thao
dugc 1a PSC 200, PSC 400 va PSC 900.

Gel lam sach Cleansing Gel c6 tac dung tiéu sung,
chéng viém va tic dung khang khudn yéu. Piéu nay lam
giam day da va tréc vay da, lam sach cic mang vay nén trén
da. Gel lam sach bao gdm chét tiéu simg, axit salicylic.
Axit Salicylic dugc chi dinh diéu tri hd tro tai chd trong
loai bo cac chét sung (keratin) thira (nhiéu quéa muc)
trong céc rdi loan da ting sing hoa.
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Activator Formula bao gdm axit salicylic, glycolic,
citric va acetic axit 13 cac tdc nhdn tiéu sing, thuc day
qua trinh bong cac té bao biéu mo tao simg trén bé mit
da. Cac tac nhan tiéu sung ciing c6 kha niang khang
khudn & nhiéu muc d6 khac nhau dong gop vao hiéu
qua cua chung. Cac tdc nhan ti€u sirng tao thuan lgi cho
su bong vay cia cac ton thuong bang cach hoa tan chat
gdn giira cac t& bao giup gin két vay va 10p simg, do vy
1am néi long 16p stmg (keratin) & biéu bi va tao thuan loi
cho dugc phidm ngdm vao da va tac dong dén cac ton
thuong da.

Thudc m& Ointment chira cic chit co tic dung hi¢p
dong gom k&m oxit, dau hai ly (dau thau dau), dau da diéu,
tinh dau trong dau bdi tron. Thuoc md c6 dac tinh chong
viém va cung cap hang rao sura chita trong qua trinh khoi
phuc sy mat can bang lipid da. Kém can cho sy tong hop
collagen va protein vi nong do kém thap co lién quan den
cham lién vét thuong. Kém cling can cho té bao phat trién
va phan chia, va cting c6 thé ho trg qua trinh lién veét
thuong bang cach lam giam hoat dong cua cac gbe tu do
va e ché su phat. tr1en ctia vi khudn. K&m hoat dong nhu
mot trong nhicu yéu t6 tai ban va nhidu hé enzym bao gom
cac proteinase kim loai & chat nén phu thudc kém ting
cuong su ty m& O va sy di chuyén cua t€ bao tao sing
trong qua trinh stra chira vét thuong. Kém giap dé khang
v6i sy chét theo chuong trinh (apoptosis) cua biéu mé qua
tac dung lam 6n dinh mang té bao, bao vé té bao chong lai
cac loai oxy phan tng/ gdc oxy tu do va cac doc té cua vi
khuidn thong qua hoat dong chéng oxy hoa cua
metallothionines giau cystein va superoxide (3). Cac thanh
phan céu tao cua cong thic pha tron can than ndy, giai
quyét cac yéu t6 khac nhau gy kho da va phuc hoi sy biét
hoa bicu bi da. Céc tinh dau va chiét xuat thdo dugc trong
thudc md bdi tai cho khong chi giai quyét cac yéu to khac
nhau gy kho da va phuc hdi sy biét hoa biéu bi da bang
cach phuc héi phién lipid mong, cai thién dudng am da,
d6 dan hoi cua da va ngin ngira ngira.

Thudc uéng PSC 200 (2 vién, ngay 2 1dn) co chira cac
thao duogc bao gé)m bd cong anh, cay cuc dai, nhan sam,
cam thao va hoang ky va tac dong nhu mot san pham
chdng viém, chéng vi khuin va kich thich mién dich. N6
duoc ké dé lam giam triéu ching va diéu tri da kho bong
troc Véy, lanh vét thuong va tai tao cac dac tinh cua da. N6
ciing e ché téng hop prostaglandin thong qua wc ché
COX-1 va COX-2 va hoat héa té bao T va té bao diét tu
nhién (NK).

Thudc udng PSC 400 (2 vién, ngay 2 lan) c6 chua
axit folic, cyanocobalamin-Vitamin B12, lecithin, alpha
Lipoic Acid, va thao dugc bao gdbm Zingiber officinale
(Gimng), Scutellaria baicalensis (Hoang cam - Baical
skullcap),
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Silybum marianum (Ké sira) va Bupleurum falcatum (Sai hd
béc). Lecithin c¢6 chira cac axit béo, chi yéu 1a omega-6 va
mdt lwong nho omega-3. Khi dung theo duong udng,
lecithin tang ham luwong axit béo omega-6, nhung khong
anh huong dén luong axit béo omega-3 (4), o-Lipoic axit 1a
chat chdng oxy héa manh & ca méi trudng hoa tan trong
nude va chit béo. Hoat dong chdng oxy hda cua nd & ca
dang oxy hoéa va dang khtr dihydrolipoic acid (DHLA).
DHLA c¢6 kha nang tai tao axit ascorbic tur axit
dehydroascorbic, tryc tiép tai tao vitamin C va gian tiép tai
tao vitamin E3 (5). Gung tc ché sinh téng hop
prostaglandin va can tré dong thac phan ung viém va thu
thé dau vanilloid va da dwoc ching minh ¢6 chung cac dic
tinh dugc 1y voi cac thudec chdng viém khéng steroid
(NSAIDs) do n6 trc ché tong hop prostaglandin thong qua
rc ché enzyme cyclooxygenase-1 va  cyclooxygenase-2.
Tuy nhién, girng co thé duoc phan biét véi NSAIDs dya vao
kha ning tc ché sinh tong hop leukotriene nhd viée e ché
5-lipoxygenase.

Mot chiét xut tir gimg (EV.EXT.77) bét ngudn tir
Zingiber officinale (Gung) va Alpina gutunga (Riéng nép)
da dugc phat hién c6 kha nang trc ché sy cam Ung cua mot
sO gen lién quan dén dap tng viém, bao gdm gen mi hoa
cac cytokine, chemokine va cam Ung enzyme
cyclooxygenase-2 (6). Trong khi PSC 900 (5ml, ngay 2 lan)
c6 chira kém, pyridoxine hydrochloride (B6), folic axit va
ferrous gluconate (st) tao diéu kién thuén loi cho qué trinh
binh thuong héa da kho.

KET QUA

Trong vong 3 tudn bat dau diéu tri, da quan sat
thdy nhiing cai thién trén da bao gdm giam bong vay, nit,
do do da va nglra cung voi sy mong di cua phlen/la tang
stmg hoa. Sau 12 - 15 tuan, hau hét cac phién/la va vay da
bi loai bo dé 16 ra ving da binh thuong. Quan sat thiy
bang ching téc, 1ong mi, 16ng may moc sau 20 tuln.
C6 mot phan mong giam simg hoa. Khong c6 phan ting
khéng mong mudn (tac dung phu) nao duoc ghi nhan.

Tiép tuc diéu tri thuc boi tai chd va thao duoc
duong ubng trong thoi gian hon 12 thang, cac bénh nhan
tiép tuc cai thién tinh trang bénh. Ho cam théy hanh phuc
hon va tran ddy ning lugng hon.
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THAO LUAN

Thuét ngit bénh vay ca xuat phat tir Hy Lap cd
gdc ichthys, nghia 1a c4 (7). Bénh vay ca phién
moéng (LI) lién quan dén phtrc hop thay ddi gay ra thiéu
hut ezyme transglutaminase ciia té bao stmg va dot bién
0 cac gen TGM 1, ABCA12 va CYP4F22 (8).

Khiém khuyét gen nim trén nhiém séc thé thuong, ca bd
va me déu phai mang mot gen dot bién méi sinh ra dira
tré mic bénh nay (2). Nhitng ngudi mang mot gen lin
thuong khong c6 bat ky biéu hién triu chimg hodc dau
hi¢u nao cua bénh (2).

Trong bay trudng hop, biéu hién dira tré co mang
boc (collodion baby) sém ngay sau khi sinh, toan b co
thé bao thai dugc bao phu bdi mot 16p mang tréc vay
trong 2-3 tudn dau doi.

Hinh 1. a): Bénh nhan 1 trude diéu tri. Vo cung day va vay trén nén da dé & toan bo mat, Ion mi mdt va mat mot phdn long
mi; b) Trudc dieu tri. Vo cung day va vay toan bo mat, tai va co, ¢) Trudc diéu tri. Vay gan long léo trén nén da do o canh

tay.

Hinh 2. a): Bénh nhin 1 trude diéu tri. Vay da cd day ¢ ¢é, lung va canh tay; b): Trude diéu tri. Vay da cd day & co,

nguec, bung.
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H‘}nh 3. a,b): Bénh nhdp 1 sau 3 tuan diéu tri béng dong san ghd,m‘Dr Miqhaels@. Bénh nhﬁn da cai thién dang ké & mat va
co. Chii y giam dang ké vay o tai; ¢,d): Bénh nhan 1 sau 3 tuan diéu tri bang dong san pham Dr Michaels®. Bénh nhdn cai
thién dang ke, logi bo tat ca vay va thé mang.

Hinh 4. a,b,c:): Bénh nhan 1 sau 14 tuén diéu tri bc%ng dong san phém Dr Michaels®. Bénh nhan cdi thién dang ké, loai bo tat
cd vay va the mang.
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Hinh 5. a): Bénh nhin 1 sau 14 tudn diéu tri bang dong san pham Dr Michaels®. Bénh nhin giam déing ké vo cimg va
vay & mat. P6 mdt thuyén giam mot phan va giam sung mi mdt trén va duwdi. Long mi hang trén moc tré lai mét phan;
b,c): sau 14 tan diéu tri bang dong san pham Dr Michaels®. Bénh nhan giam dang ké v cieng va vay ¢ tai, cé va da dau.
Toc moc tro lai mot phc?n.

Hinh 6. a): Bénh nhdn 2 truée diéu tri. Vay da cd day ¢ chan; b): sau 3 tud:n diéu tri b&pg dong san phém Dr
Michaels®. Vay o chan giam; c): Giam thém vdy ¢ chan sau 14 tuan diéu tri, viing bap chdn trén gan nhw da sach het vay.
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Hinh 7. a): Bénh nhan 3 trudc diéu tri. Vay da ca day o lung mirc do nhe; b): sau 14 tudn diéu tri bang dong san pham Dr
Michaels®. Chi con rat it vay méng, mot s6 vét tich giam sdc 16, da tréng gan nhiw “binh thiong”.

Nhiing trueong hop dua tré ¢c6 mang boc muc do it nghi€ém
trong hon (chiém khoang 75%) s& hinh thanh thé vay ca
bam sinh di truyén gen lan trén nhiém sic thé thuong
(hodc LI hoic do da bim sinh dang vay c4) (8). Trong
khoang 10% cac truong hop, dua tré bong/1ot 16p nay va
¢6 lan da binh thuong dén hét doi. Hién tuong nay dugc
goi 1a dura tré co mang boc tu phuc hdi (self-healing
collodion baby) (9).

Sy quay vong biéu bi da ting 1én & bénh nhan vay cé
phién mong (LI) diéu nay lién quan dén dot bién gen cho
enzyme transglutaminasel (TGM1). TGM1 enzyme tham
gia vao hinh thanh mang cic té bao tao simg & biéu bi, do
d6 dot bién TGM1 gay ra cac sai sot thir phat & 16p lipid
giita céc té bao 16p simg, din dén khiém khuyét hang rao
chirc ning cua 16p sing va kiéu hinh bénh vay ca dugc
biéu hién & nhitng bénh nhan nay (8, 10).

Vay lan téa, tir dang min, tring dén day, sim mau,
dang phién/la dic trung cho bénh, ching sip xép thanh
dang kham trong giéng nhu da ca. Ton thuong anh
hudng toan co thé va nhidu ¢ da bé mat nép ghp nhu
nach, ben, mat trude khuyu tay va cd (2).

Céc vay riéng 1& c6 xu hudng l6n hon & chin va
mot s6 ving, dinh vao da ¢ ving trung tim va go 1én &
cac canh. Nhiéu bénh nhan c6 biéu hién bat thuong mong
nhu viém nép mong, ting sig hda méng, va cac chim theo
chiéu doc hodc ngang. Moéng c6 thé moc véi toe do gap 2-
3 14n binh thudng (2, 3).

Rung toc c6 seo co thé xay ra. N6 c6 thé 1a hau qua cua
cang da toan b va 16p sting day quanh téc. Toc co the mong
va min nhung twong ty nhu mong, c6 thé moc véi toe do gip
2-3 lan binh thuong (4). Chan doan dwa vao biéu hién 14m
sang va md bénh hoc. Sinh thiét da cho thdy ting stmg hoa
ting nguyén phan (phan chia), thim nhiém lympho quanh
mach. Lép sing day dac ting stng hoa. Lép hat thuong co
mot 16p mong hodc bién mat (1). O bénh nhan LI ciia ching
t6i, triéu chimg dap ung rat tot véi didu tri trong 14 tuan,
theo ddi tiép qua tiép tuc danh gia thuong xuyén hang quy.

KET LUAN
Két qua cho thiy dong san pham Dr Michaels® 1a

mot lua chon diéu tri c6 hi€u qua va an toan cho vay ca
phién mong (LI).



72 (S3)

LGOI CAM ON

Chung t6i rat cam on Tirsel Pty Ltd (Melbourne,

Australia) va Frankl Pharma Global Ltd (Surrey - United
Kingdom) da cung cap cic san phiam cho nghién ciru.
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