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bonesus Padbpu mmu 60e3Hb AHAepcoHa-Pabpu -
Hac/IeICTBeHHOe 3a00/ieBaHue, OTHOCSIIeeCs K rpyIIe
JIN30COMHBIX OOIe3Hel HaKOTUIEHUS, 00yC/IOBJIEHHOE
3HAYMUTETbHBIM CHIDKEHHEM aKTUBHOCTHU WJTH
OTCYyTCTBHEM pepMeHTA K-TaJIaKTO3HIa3bI A.

[TprmumHO BO3HUKHOBeHUs 60/1e3HU PadpU ABISIOTCS
MyTauuu reHa GLA, KOHTpOMUPYIOLIEro CTPYKTYPY (-
raJ1aKTO3UAa3bI A.
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A CASE OF *“ANGEIO-KERATOMA
BY WILLIAE ANDERSON, ¥.8.C.5

Ir i3 twonly years ago aince tho disoase mow knoww aa Angeio-
Leratoina was Seat deseribed Ly Cottle in the St. George's Mopiral
Neperts (1874), but (e recard Jong ascapad notice..- A casa sean Ly
Croekar in 1685 is mentioned in his work on ** Diseasen of the Bkin.'
Tn 1886 and 1830 a number of cases were published independcatly by
Colcott Por. In 1880 the analomical seatl of the condition wax
roeognised by Alibelli, and further eacotul ard winule obssevations
weve added by Pringlo in 1691, Sinco this lime imany cases have
Leen reported by Dubtouith, Tommnsoli, Thibierge, Avdry, Jaseph,
Fordyco,t and ollere,

Tho dizeass may be describod az 2 mulliple copillary angeiccluais,
tending Lo Wie formation of sroall tumonr-like prominences wndor the
opidormis. It is elmosl invarially localised lo Uie hands or. fect,
or both, Lut cccasivnally invading other parts of the hady, In
o Vandy and feol it is nearly always associnted with & Lendoncy Lo
chitblaing, and sonsolimes with moro o¢ Lass loml asphyxia, and the
vaperjacent epidereis undergoes a vercucose thickesing (whonce the
naute ** Lorat "3, baik the esbicular byp phy is absent whoa the
growiby afinct other pacts of tho body, and is, Lherelors, not an
exsentinl part of thie complaint. It appears 1o be eqaally commeon in

* The cass wis shaws ot the Dermiatological Sociaty of Leadeo in Dectmder
Tast, bul tha nsbes wees besd avar wnld) thay somld be published in Gull
r' Jonrnal of Culemewus and Gonits.Urinary Dinass, W.Y., Mareh, 1086,

# hillographi:al telorences will e fannd in this artichs.
YOL. X,

L

LEin Beitrag zur Kenniniss der Purpura .
haemorrhagica nodularis (Parpurn papu-
losa haemorrhagica Hebrae).

Ven
Dr. sied. Joli. Fabry in Docliosud.

(flierze Tafol VX))

Die e Polgenden wilgetheilie Krankengeschichte, welehe
wiv ie letztac Zeib zo beobachien Gelegeabajt batfen, "bietet,
wie wiv glwben, cin nicht gecinges Intavesse dar, weil der
Fall ‘sach genawer Durchsicht der Literatur klinisels aly ein
Unicnos bersichoet werdem nwas usd ebeaso patbelogiseh-anu- -
tomisch, Zugleich aber begelen wir uns Eherbampt suf eis .-
QGeobiot ser Dermatososen, walched nach der Eintherluog dos™ *
verschiedenan 2ue Hanpigeeppe gohbrondea Keanlholtshildor, =
oach der pathologiselien Anatombe ved ewdlich nach dog 4
logie eia alterdi viel bebaules, aber Lei 13 b
Fell datutallt,

Ex zoigt sich dan heispicleweize schom davin, Javs sallist
die Lohrldicher fiber Hantkeanklei anch dio sesoron, kdwes
cioun Ahesvinali iden Staud, misch

Wenn wir oun elwas weiter awsholen, o wmbelilen wir
bimyichWich der Parpera-Erkeavkusgon am lebstea dov Anfe
fassung Schwimmer's in Ziemwasen's llandbach (olgea, der -
1. Purpars smplex laem, 2. Purpuea rheamalica heenm.,
3, Morbus maculosss Werlhofii mxl 4. Parpira scorbutica sater
o Geows bringen wnd ala Abarten ¢ia wad dorsalben Er-
krankung berelehwon will. Und zwar aus Glgeoden Grindon
mit Recht.

Binbeitlich wnd allen Affoctioncn grameinsam Wt die
Primiret , Jas Klisischo Charakteristi akmlich efn
tief duskelblawer bis brounrotber Fleck, dor aof Fingerdrack
etwas abblamt, aber nicht verschwiodet, Petochien, Yibices,
Ecebymesee usil Eccbymomata xind sichte weiter als Bexeich.




acnpocTpaHeHHOCTb 60Me3HU B pasnuUyHbIX CTpaHax Mmpa
BapbUpyeT B LUMPOKUX npegenax (ot 1 Ha 117000 go 1 Ha 476000
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XpoHuyeckas ycTanoctb

BopoHkoBuAHan kepatonatns  2)

fvnoruapo3 §)

(cyxan koxa, oTcyTBKe
peakuuu Ha nepenagp
Temneparyp)

CepaeHo-cocyauuTble 4,
OCNOMKHEHMA 2

(apuTMuUK, HapyWweHus
NPOBOAUMOCTH, rUnepTpodHUA
NEBOTO MenyaouKa (c
M3MeHeHuAMM Ha IKT),
AUChYHKLMA KNanaHoB cepaua,
MHGAPKT MMOKapAa, CepaeyHas
HEAOCTaTOYHOCTb, CUHAPOM
BHE3anHoMu cmMepTH)

Nepudepuyeckan Hesponatia )

(xpoHu4eckan xrysan 6onb ¢
nepuoanHeckumm
NPUCTYNAMM, Napectesun,
CEHCOPHbIE HapyLeHus)

O,

Mcuxuyeckne paccTpoiicTea
(B T. 4. genpeccus)

7 PaHHMe MHCYAbTbI, HapYLLEHMUA
MUKPYLMPYNALMM MO3Ta

8 MoTeps cayxa, Wym B
8) ylax

MoYyeyHble OTKNOHEHUA

(MapeHue ckopocTy
KNyBOYKOBOW PUALTPALIAM,
NPOTeUHYPUS
(MuKpoansbymunypms),
abconioTHas noveyHas
HEeAO0CTaTOYHOCT)

PaccTpoitcTBa MOTOPUKM

19 (cnasmbl, anapes,
B3/yTWA, TOWHOTA)

AHrokepatoma

Nepesog MEDACH



dHI'MOKE€PATOMBI

IMIOMYyTHEHHE POTrOBUL bI

R. Schiffmann, M. Ries / Pediatric Neurology xxx (2016) 1-11
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" MNopaxeHne HC

aKporapecTe3uu

XpOHUYeCKasl BbIpayKeHHas!, U3HYPSIOIIast
HeBpOTIATHYeCKast 00/Tb B KOHEYHOCTSIX
OoJieBbIe KPHU3bI

IMOpa’XKeHHE€ BEr€eTaTUBHbIX HEPBHbBIX BO/JIOKOH

ONITUYECKUU HEBPUT, NPOSABIAAIOUINNCS
HapylIeHUsAMH NoJiei 3peHusa ¢ popMupoBaHUEM
LEeHTPaIbHBIX CKOTOM

HepOCEeHCOPHAasA TYTOYXOCTh - IIyM (3BOH) B yIIax
(0omHO- NI IBYCTOPOHHMIA)
mepedopOBaCKY/IAPHbIE HAPYIIeHUS,

CONPOBOXXAIOIIMECS MOBBILIEHHBIM PUCKOM
WHCY/IbTA



The Journal of Stroke & Cerebrovascular Diseases 2016 Jun;25(6)
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OmarHocTuka

Y MyxuuH 60e3Hb PabpH AMATHOCTHUPYETCS IyTEM
ornpeae/ieHUsA aKTUBHOCTH IN30COMHOTO pepMeHTa o-
rajlaKTO3MIa3bI A.

Tl st )KeHIIWH HanboJjiee TOYHBIMU JUATHOCTUYECKHUMU
MEeTOAMH SIBJITIOTCSI MOJIEKY/IAPHO-TeHeTHYeCKU
aHAJIN3 M OOHapy)KeHHe crierntu(puaeCcKux
(maToreHeTn4yecKux) myTtanuii B reae GLA.

[Ipy HaMMYUU ceMeHbIX aHAMHECTUYeCKUX JAHHbBIX
o 0one3Hu Padpu NCTOAB3YIOT METOABI €€
MpeHaTaIbHOU JUAaTrHOCTUKMU — UCC/IeJOBaHVe BOPCUH
XOPHOHA W/ WY KyJIbTYPbI KJIETOK AMHUOTHYECKOM
YKHUJIKOCTH HA 9-11-1 HeJiele 0epeMeHHOCTH

C MOC/IEAYIOIUM U3yUYeHHeM aKTUBHOCTH anbda-
rajakrto3ugassl A u nposeasenveM IHK-anannsa
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/HU

eueriecoobpa3Ho HazHad4ame
gepmMeHmo3ameuwarouyto meparuro:

® npu 6epeMeHHOCTU U B TTIepUOJ, KOPMJIEHH S
I'PYZbIO;
® ecsu MeeTcs Apyroe ornacHoe AJ1s1 YKU3HU

3a00/1eBaHMe, IIPU KOTOPOM ITPOTHO3 BPSIJ
au oynet ynyuieH mytem ®3T;

® manpmeHTaMm ¢ 6ome3HbI0 Pabpu, y KOTOPHIX
MMEIOTCSI OYeHb Cepbe3HbIe OC/IOKHEHUS
(HarpuMep, TSHKeIbI UHCYJIBT,
peaHnMaIOHHbIe OOJIbHbIE).




NTOMATW
neveHume

® HIIBC

©® AHTHKOHBY/IbCAHTHI(MTperadbaavH, rabaneHTHH,
nvpeHUITUAAHTONH, KapOaMa3enyH), BO3MOXHA UX
KOMOWHAIUS C TPUITUKTINYEeCKUMH aHTUAETIPeCCAaHTaMH

HapkoTrnyeckvie aHa/IbIeTUKY HE MCHOJAb3YIOT




/
—  @apmaKoroau4yeckue warnepoHsl
3HAUMTE/IbHOE YHC/IO MYTAallH, BhI3bIBAOIINX 3a00/IeBaHHe,
SIBAISIFOTCSI MUCCEHC-MYTALIUSIMU, IPUBOASIIMMHU K
HeCTaOMIbHOCTH BHOBb CHUHTE3HUPOBAHHBIX JIN30COMATbHBIX
MPOTENHOB, COXPAHSIOLINX, TEM HEe MeHee, KaTaTUTUYEeCKYIO
AKTUBHOCTh. MyTaHTHbIE DH3UMBbI 33J€PXXUBAIOTCS B
SHIOT/ITA3MATUYE€CKOM PETUKY/IyMe M Pa3pylIaloTCs B
pesynbTaTe I [P-accouMrnpoBaHHOM AerpaJaliviv B CBSI3U C
X U3MEeHEHHOU KOHPOpMallHeH.

[TpenmonaraeTcst CIIOB30BaTh IATIEPOHBI, CIIEIUPUIHbBIE K
AKTUBHBIM YYaCTKAM, JIJIST CTAOMIM3AIIUH KOHPOPMALIUK WU
yMeHBbIIeHWsI HelIPaBU/JIbHOM YIIaKOBKU MYTaHTHOTO
MIPOTEUHA C TeM, UYTOOBI TPEeAOTBPATUTD ITPEXJeBPEMEHHYIO
Jerpasaluio



/
1 EeHoTeparnins

[lens reHOTEpany — BBeJeHUEe GYHKIITMOHATbHOU KOITUH
nedeKTHOro reHa B HEKOTOPbIe WIH BO BCe KJIETKU
OpraHu3Ma. YcrenrHast TpaHCpeKIIMs reHa KOAUPYIOIIero o-
rajlaKTo3uAasy A B KJIETKA KOCTHOTO MO3Ta, ITOJTyY€eHHBIX OT
naryeHToB ¢ 6o1e3HbI0 PabpH, ObLIA IPOAEMOHCTPUPOBaHA
B psiZie UCCIIeJOBAHUM.

B cTBO/IOBBIE KJIETKHM KOCTHOTO MO3ra O0JIbHOI'O 00/I€3HbBIO
®abpu BHOCHUJICS BUPYC, MOAMPUITMPOBAHHBIN TeHOM,
KOTOPBIM OTBeYaeT 3a CHHTe3 pepMeHTa arbda-
rajIakTo3uaas3bl A.

bnarogapst koppekTupymoiemMy GyHKIIMOHAILHOMY reHy
anbda-rasaKTo3uAa3bl A KJIETKH CTAaTHA ITPOU3BOIUTH
HOpMaJ/IbHbIN pepmeHT. [Ipeanonaraercs, 9To MOJ0OHBIM
oO6pasoM reH OyzeT paboOTaTh U B OpraHU3Me JOHOPA
CTBOJIOBBIX KJIE€TOK, TO €CTh Y TTAllMeHTa. LS




