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lMpeacTtaBaeHbl KNMHUYECKUE NposiBeHUs1 601e3Hn Papbepa (nunorpaHynematos, OMIM 228000), noaxoabl K AuarHOCTUKE,
anpoepeHumanbHON anarHocTuke 3aboneBaHus. boneaHb Papbepa MMEET MHOIO «MaCoK» Pa3/inyHbIX 3ab60/1eBaHUI, TaKnX
KaK I0BEHWJIbHbIV apTPUT, XPOHMYECKas KparnuBHULa, nanuiiomMaTo3 roptTaHu n ap. Hanbonee appeKTMBHbIM METOAOM Jieqe-
HUSI cneayeT cyuTaTh TPaHCMAaHTaUMI0 KOCTHOrO Mo3ra, KOTopasi Crioco6CTBYET CHUIKEHMIO CTENEHN MHBaNUAN3aLUN 1 yay4-
LaeT Ka4yecTBO XXU3HU pebeHKa. Pa3paboTaH npenapart 4151 pepMeHTo3aMecTUTeIbHOM Tepanum 6one3Hn @apbepa, Haxoasl-
LMHICS Ha CTaaNMU KIMHUYECKMX UCTIbITaHMN. TaKKe B cTaThe MNogpo6HO OnmcaHbl ABa CO6CTBEHHbIX KITMHUYECKUX HabIlo4eHUs
6one3Hn Papbepa pa3nnyHbix THNoB. OauH cydar — uctopusi 6one3Hn ManbinKka B Bo3pacte 10 net co l-Ill Tunom 3abone-
BaHusl, BTOPOKW — cay4ar cMepTu oT | (knaccudecKkoro) Tuna 6one3Hn @apbepa B Bo3pacte 4 net 3 mec.

KnioyeBble cnoBa: getn, 6on1e3Hb Qapbepa, Kucnas Lepamuaasa, Lepamua, ropaHy1emsl.

(Bonipocki coBpemeHHow negnatpumn. 2014; 13 (6): 78-84)

BBEAEHMUE
bonesHb ®Papbepa (nuMnorpaHynematosd; OMIM
228000) — o04eHb peaKoe ayTOCOMHO-peLieccUBHOE

3abofieBaHne M3 rpynnbl IM30COMHbIX 60MIE3HEN HaKo-
naeHus, obycnoBneHHoe AedULMTOM KUCIOoW Lepamuaa-
3bl. PacnpoctpaHeHHoCcTb 6one3Hn Papbepa coctaBnset
< 1 cny4as Ha 1 MJH YenoBeK. BnepBble 60/1€3Hb onvcaHa
B 1952 r. aMepuKaHCcKMM neguaTtpom CuaHu Papbepom.
OcHoBa natoreHe3a 3ab0/eBaHUA — CHUXEHWE aKTUBHO-
CcTM PpepmeHTa, YTO BbI3bIBAET HaKoMNIeHMe n36bITKa Lepa-
MUAa B KNETKax. ATO NPUBOAUT K UX MOBPEKAEHUIO U rnbe-
/M, @ TaKXXe K pa3BWTUIO ayTOBOCMAIUTENbHbIX PeaKL UK.
Llepamna — BeLecTBO, OTHOCALLEECS K rpynne COUHIOo-
IMNUAO0B, @ caMo 3a60/1eBaHne BXOAUT B rpynny cOUHIonm-
nMao30B. COUHronMnuabl — LWKMPOKO PacnpoOCTPaHEHHbIE
KOMMOHEHTbI KETOYHbIX MeMbpaH. MHOrne U3 H1X ABNStoT-

¢l BMOAKTUBHbIMU NWUMUAHBIMKU MeaMaTopamu, UrpatoLLm-
MW BaXHYIO pPoJib B MEXKNETOYHOM B3aumopenctsmu [1].
O6pasoBaHue Liepamuia B opraHuame MAET TPEMSA OCHOB-
HbIMU MYTAMW: CUHTE3 de novo, o6pa3oBaHWe B pPe3yib-
TaTe paclienneHns cOuHroMmmennmHa cPUHrommenmHason
W BOCCTaHOBfieHME M3 cOMHro3MHa. Kackag 6uoxumuye-
CKMX peaKuui BKAOYaeT pacwensieHne cPpuHromuenvHa
Ha uepamua u docdaTUanIXONMH Noa AENCTBMEM COUHIO-
MWenvHasbl, a Aanee pacllenneHne Lepamvaa Ao chuH-
rO3vHa W KUPHOW KWUCNOTbI MOA AENCTBMEM LiepaMuaasbl.
Cxema o6MeHa LiepamMnaa npeacrasieHa Ha puc. 1 [2].
Llepamngasbl — Ko4eBble PEPMEHTbI, Peryanpyto-
LMe KNeToYHble YPOBHU OMOAKTUBHbLIX CPUHIOAMMUAOB:
uepamuga, cpuHrosnHa n couHrosnH-1-docdarta. Boige-
nA0T 3 BMAa LepamMugas B 3aBMCMMOCTM OT ONTUMyma
pH, Npu KOTOPOM OHM paboTaloT: KUCYI, HENTPAbHYIO
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Farber Disease — Disease Description with Case Reports

Farber disease (lipogranulomatosis, OMIM 228000) — is extremely rare autosomal-recessive disorder from group of lysosomal storage
disorders, due to deficiency of acid ceramidase activity enzyme. Farber disease has a lot of clinical masques and resembles to different
inflammatory disorders, such as juvenile arthritis, chronic urticaria, larynx papillomatosis and others. Most effective therapeutic method
is bone marrow transplantation, which leads to minimization of disabling and improve quality of life. Currently a medication for enzyme
replacement therapy of Farber disease is produced and it is under the clinical trials. We describe clinical course of two patients with
different types of Farber disease. First case — 10 years old boy with II-Ill type of disease, and second — with fatal outcome in the age
of 4 years 3 months of boy with | (classical) type of Farber disease.

Key words: children, Farber disease, acid ceramidase, ceramide, granulomas.

(Voprosy sovremennoi pediatrii — Current Pediatrics. 2014; 13 (6): 78-84)



Puc. 1. Cxema o6meHa Lepamuaa. AnantMpoBaHo v nepeseaeHo ua [2]

CuHTes de novo

3-KeTOCPUHIraHuH

v

3-keTo-
COUHIaHUH-
peaykTasa

v

AnrnppocouHrosnH

AduvrnopouepamMmug,
CUHTETasa

v

Aduruapouepamunp,

nokosun-uepamug,

Uepamupg

Uepamunpg

\ CnoxHble cpuHronunmabl

CohuvHromuenuH
t KopoTkoLenoyeyHblii Liepamug,
CepwuH 1 nanbmuTonn-KoA
Cepun-
nanbmuTomnn-Koa- CouHromment- CouHro-
aumnTpaHcdepasa CrHTeTasa MUenMHasa
M CoUHrosmH

u‘ep"“"“m

CPuUHrosuH

ChuHromnennH

lpmumeyvaHme. Tpu OCHOBHbIX MYTU CUHTE3a Liepamuaa: CuHTe3 de novo, o6pa3oBaHue B pesynbraTe pacluernieHnus COUHroMmennHa

COUHrOMUENNHaA30M 1 BOCCTaHOBIEHUE U3 COUHITO3UHA.

W wenoyHylo. Kucnas uepammgasa — /M30COMHbIN dep-
MEHT, AedEeKT KOTOPOro MPMBOAMT K HaKOMIEHUIO uepa-
MWAa B KNETKE, YTO IEKMT B OCHOBE natoreHe3a 60oe3Hu
dapbepa. AKTMBALMS KUCNOM Uepamuaasbl GIOKUPY-
eT uepamuaonocpeaoBaHHylo rMéenb KIETKM M anonTos,
WHAYLMPOBaHHbIN dhaKTopoM Hekpo3a onyxonn (PHO) «.
TaKXe M3BECTHO, YTO Kucnasa Lepamuiasa OTBETCTBEHHA
3a PHO a-onocpeaoBaHHyO MHAYKLMIO NpocTarnaHanHa E,
[3]. NMoKazaHo, 4YTo LepamMug ABASETCH HeraTUBHbIM pery-
natopom npoaykumn ®HO o [4]. HakonneHue Knetkamu
Luepamuaa MOXKeT MPUBOAUTb K CHWMKEHWUIO MHTEHCWUBHO-
cTn cunHTe3a PHO «, OoKa3biBaTb BAUAHME HA CUCTEMHbIN
UMMYHHbIM OTBET U CHWMXXaTb COMPOTUBASAEMOCTb OpraHu3-
Ma K MHOEKUMOHHbIM areHTam [4]. M3BeCcTHO, 4To AeTu
¢ 60/1e3HMM HaKoniaeHus (B 4aCTHOCTU, C 6ONE3HbIO
dapbepa) oTHOCATCA K rpynne 4acTto M AnuTenbHo 6one-
owmx [B5]. Mpu reHeTM4eckom TUMNMPOBAHWKU BblAENEHDI
MyTauuu reHa JIM30COMHOM Kucnon uepamugasbl (ASAH),
NPUBOASLLME K CHUMXEHMIO aKTUBHOCTU Kogupyemoro dep-
MeHTa. [eH ASAH KapTupoBaH Ha 8p22-p21.3.

B MupoBown nutepatype onucaHo He 6onee 100 cnyya-
eB aToro 3aboneBaHua [5]. lNaTtonorua xapakTepuayeTcs
KNaCcCU4YeCKON Tpuafomn: CYCTaBHbIM CWMHAPOMOM, HanWyu-
€M MOAKOXHbIX Y3e/IKOB W MOoparKeHWeM roptaHu. B yucne
APYrMX CMMNTOMOB, TUMUYHbIX AN 60/Ie3HEN HaKOMIEHUS,
BbIAENAOT renaTtocnjieHoMeranunio, fnopaKeHne opraxHa

3pPEHUs (CUMNTOM «BULUHEBOW KOCTOYKM» — Habniogaemoe

npu opTanbMOCKOMNMU YeTKOoe BblAefieHne TeMHO-KpaCHOM

LleHTpaNbHON SIMKM Ha GOHe 61eHON MYTHOM CeTyaTKM),

NOMYTHEHME POroBULbI, KaTapaKTy, 3a4epPXKy MCUXOMOTOp-

HOro pPasBUTUA, TUMNOTOHUIO MblWL, KOHEYHOCTEM BMIOTb

[0 MbllIEeYHON aTpodun C pa3BUTMEM Kaxekcuu. lepBble

CUMNTOMbI 3a60s1eBaHUst 0ObIYHO MOSABASIOTCH YXKe Ha nep-

BOM rofly *XW3HU. B CBA3KW C BbIparKeHHbIM CYCTaBHbIM CUH-

APOMOM JaHHas MaTofiorns HarnoMWHaeT Taxesnble GopMbl

IOBEHU/IBHOIO apTpuTa 1 TpebyeT NPoBeAeHUs COOTBETCTBY-

ouen anpdepeHunanbHoON AMarHocTMkK [6, 7]. B ocHo-

BE€ XPOHMYECKOrO0 AECTPYKTMBHOrO apTpuTa npu 60/e3HM

dapbepa nexuT covetaHne 3PpdEKTOB, BbI3BAHHbIX OT/IO-

EHMEM Lepamuia B TKaHSAX, 06pasylolux cyctaB, a Tak-

e pas3BUTME MMMYHOMATONOrMYECKUX MPOLECCOB, CXOMXMX

C MMMYHHbIM BOCMajeHWemM npu peBMaTOMAHOM apTpuTe.

MN3BECTHO, YTO HaKOMIeHWe uepamuja B KNeTKax CMHOBMU-

anbHOW O06O0MOYKM MPUBOAMUT K aKTMBaUMKW AMMPOLMTOB,

3KCMNPECCUPYIOLLMX PELLENTOP CUTHANOB K MHAYKLMK anonTo-

3a — Fas-aHTureH [8].

BblaensatoT HeCKoNbKO TMNOB 3aboneBanus [9].

e Tun | — Knaccu4ecKn (paHHUM MHDAHTUIIbHBIN). XapaK-
Tepu3yeTcs TpMaaon CMMNTOMOB C BO3MOXHbIM MPUCO-
eANHEHNEM YMCTBEHHOMN OTCTaNIOCTU U MOPaXKEHUEM fer-
Kunx. CMepTb HacTynaeT B paHHEM JETCTBE (KaK npaBuio,
[10 YeTblpex/IETHEro Bo3pacTa).
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e Tunbl Il n lll — cpaBHUTENBHO NErKMe BapuaHTbl: JOMU-
HUPYIOT MOpaxeHue ropTaHu, apTput, GopMUpoBaHuUe
rpaHynem. VIHTENNEKT COXpaHHbIA, OTCYTCTBYET nopaxe-
HUe Nerknx v neyeHu. MpPoOAOMKUTENBHOCTb HUBHU —
10 n 6onee ner.

e Tun IV — HeoHaTaNbHbI — XapaKTepu3yeTcs BOASAH-
KOW nnofa, NoparKeHWEM MeYEeHW, CeNne3eHKM, NErKux.
CmepTb HacTyrnaeT B Bo3pacTe 40 6 Mec B CBA3M C Mac-
CUBHbIM HaKOMIEHWEM NUNULOB B MEYEHMU, Cee3eHKe,
nMMbaTUYecKmnx ysnax u Tumyce. MMeet MecTo nopaxe-
HWE LIeHTpanbHOM HEPBHOW CUCTEMbI.

e Tun V — npeobnagaeT nopaxeHue LeHTpasbHOW HepB-
HOM CUCTEMbI (Mapanuyn, yMmCcTBEHHAs OTCTaNOCTb, MUO-
KIOHYC, 3afeprKKa peyn) Npu CpaBHUTENbHO HETAXENOM
NMOpaXKeHWM CYCTaBOB M HETSXKENOM rpaHy1eMaTto3HOM
NMOpaXKeHUM KOXM.

e Tun VI npeacraBnset cobow codeTaHne 6one3Hn Papbepa
TMna | ¢ 6onesHbio CaHpodbda — Apyrort TM30COMHOM
601€e3HbI0 HAKOMNEHNUS, BbIBBAHHOM CHUXXEHUEM aKTUB-
HOCTU epMeHTa rekcosammHuaasel A u B. 06a depmeH-
Ta (Uuepamuniasa v rekcosamuvHupasa A u B) yyactsytoT
B KaTabonuame rmmkocomHronmnmuaoos [10].

e Kpome TOro, no AgaHHbIM MTEPATYPbI, OANH NaLMEHT BblN
KnaccudumumnpoBaH Kak umetowmn tmun VIl 3a6onesaHus,
npeacTaBneHHblM KoMBUHaumen gedbuumTa rnoKouepe-
6po3unaasbl, ranakrouepebposngasbl M LepaMmugasbl
B CBA3M C MyTaLMen B NpocanosuHe, ABnsowemMcs npea-
LeCTBEHHWKOM 6enKa-akTuBaTopa GepMeHTOB, y4acTBY-
oKX B Aerpagauunun comHronmnmugon [11].

[MTOMMMO OCHOBHbIX TUNOB, NPMBEAEHHbIX BbIlle, onuca-
HO HECKONbKO Cny4yaeB BapuabenbHOro tevyeHus 60ne3Hu
®dapbepa. M. Muranjan n coaBT. onucanun ciay4yar 60n1e3HU
dapbepa y AEBOYKM B BO3pacTe OAHOr0 roga, MMeBLLEN
co4yeTaHue TMnoB | n V 60/1€3HM B COYETAHUMU C HEMPOCEH-
COPHOWM TyroyxocTtbto [12]. M. Koga 1 coaBT. onucanu ciyyan
6one3Hn Papbepa ¢ racTPOMHTECTUHANbHbLIM MOPaXKEHUEM
[13], a S.J. Qualman u coaBT.— cny4yan 6onesHn Papbepa
y ABYX CUOCOB, OAWH U3 KOTOPbLIX, MOMUMO TUMUYHbIX NPOSIB-
JIEHUN, TaKXKe nmen HedbponaTuio [14].

OCHOBHbIM METOAOM AMarHOCTUKKM 6one3Hn Papbepa
ABNSETCA reHeTUYEeCKoe TUNMPOBaHNE, OAHAKO TaKKe BO3-
MOXHO onpefeneHne aKTMBHOCTM KWUCIOW LepamMuaasbl
B dubpodnactax KOXu 1 nenmkouutax, mopdonornyeckoe
uccnegoBaHue rpaHyfnem (Hanuyue 60nblIMX MEHUCTbIX
ructnoumtoB, LIMK-no3uTnBHAA peakuusas Ha Nunuabl,
rmannHos). [Ana npeHatanbHOM AMArHOCTUKW MPUMEHS-
0T onpefeneHWe COoAepKaHua Lepamuia B BOPCHMHAX
XopuoHa [9, 15].

Mo cBoMM XxapaKTepucTMKam (pedKkoe yrpoxkatouiee
M3HWM M 300POBbI0 XPOHMYECKOe 3aboseBaHMe C 4acToTon
meHee 10 Ha 100 TbiC., 415 KOTOPOro cylecTByeT pepMeHTOo-
3amecTtutenbHasa Tepanus, P3T) 6onesHb Papbepa OTHOCUT-
csl K rpynne opdaHHbIx 3a6oneBaHnin. Pa3dpaboTaHa crneum-
duyeckag P3T peKOMOUHAHTHOM 4YEeNO0BEYECKOW KUCNoMn
uepamungason. B 2015 r. nnaHupyeTcs 3anyCK KIMHUYECKOTO
ncnbiTaHus 9GPEKTUBHOCTM M 6GE30MacHOCTM npenapaTa.
B HacTosiwee Bpems BO3MOXHO MPOBEAEHUE TpaHCcnaaHTa-
LUMn KocTHoro mo3sra (TKM) ana ¢opm 60ne3Hn 6e3 BoBNeYe-
HUSA LEeHTpanbHON HEPBHOW CUCTEMbI, OAHAKO HEO6X0AUMO
YYUTbIBATb PUCKU W OCNIOXKHEHWS, BOSHWKHOBEHWE KOTO-
pbIX BO3MOXHO MNpu npoBeaeHun npoueaypbl TKM [8, 15,
16]. AnnoreHHas TKM npuBOAMUT K MOSIHOMY pas3pelleHuto
rpaHyieM W KOHTPaAKTyp CYCTaBOB, 3HAYMTENbHO yny4lias

TakMM 06pa30oM Ka4yecTBO KWM3HW nauueHToB [8]. HoBbiM
METOLOM Jle4eHUs, KOTopbIM pa3pabaTtbiBaeTcs Ha npumaTax
M Mblllax, SBNSETCA reHHasa Tepanud. Micnonb3oBaHue fieH-
TUBUPYCOB, KOAMPOBAaHHbIX LlepaMnaason, NpuBOAUT K 3Ha-
YUTENIbHOMY CHUXXEHUIO COAEPXKaHWA LepaMmuia B KneTKax
neyvyeHun n ceneseHku [17]. JleyeHre HOBOPOKAEHHbIX MblLLEWN
OAHOW MHbeKumMen YyenoBeveckoro ACDase-KoanpoBaHHOIo
JIEHTMBEKTOPA YMEHbBLIWMIO CTEMEHb TAXECTU 3a00NeBaHUSA:
OblI0 OTMEYEHO YCKOPEHME JNIMHEMHOrO POCTa MKMBOTHBIX,
CHWXXEHWe coaepKaHus LiepaMmnia v yBenmyeHne npogomKm-
TENbHOCTU XKU3HU [18].

B KayectBe npumepa Mbl X0Tenu 6bl NpeacTtaBuUTb Cco6-
CTBEHHbIN OMbIT AWMArHOCTUKKM Gone3Hn dapbepa pasHbix
TUNOB Y ABYX NaLWEHTOB.

KNIUHUYECKUA NPUMEP N: 1

Manbuunk H., Bodpact 10 neT, NOCTynun B KIWHUKY C
anobaMu Ha 60/ib B KOJSIEHHbIX CycTaBax, BblpaXeHHYIo
nedopmalmio CycTaBOB BEPXHUX U HUMKHWUX KOHEYHOCTEW.
[e6ioT 60nesHn npousollen B WeCTUMECAYHOM BO3pacTe.
3aboneBaHne MaHMOECTUPOBANO C PAa3BUTUS KOHTPAKTYpbI
NIeBOr0 JIOKTEBOrO CyCTaBa, KOHTPAKTYp MEJIKMX CyCTaBOB
NIeBOM KUCTU, MOSIBIEHUS NapaKIMHUYECKOW BOCManuTeNb-
HOM aKTMBHOCTWM B aHanun3ax Kposu (CO3 32 mm/4, HOpMa
no 15 mm/4). K 1,5 rogam y pebeHKa OTMEYEHO pas3BU-
TME TSXKENOro MNOMIMapPTUKYNSPHOrO MOpPaXKeHWs ¢ BoOBIe-
YeHUeM MneYyeBblX, JIOKTEBLIX, Jly4e3ansiCTHbIX CyCcTaBoOB,
ME/IKUX CYCTaBOB KWUCTeW, Ta306edpeHHbIX, KONEHHbIX,
rOIEHOCTOMHbIX CYCTaBOB, MENKMUX CyCTaBOB CTOMN B COYeTa-
HUW C BbICOKOW BOCMasMTENbHOM aKTUMBHOCTLIO Mpouecca.
[ToMMMO BbIpaXEHHOro CYCTaBHOro0 CUHApPOMa obpallan
Ha cebsa BHMMaHWe HU3KKM Temn NnpnbaBKu Beca. [loctaBneH
avarHos: «fOBEHWNbHbIM PEBMATOUIHbLIA apTPWUT, BapuaHT
Ctunna, nporpeccupylollee TeveHue». aumeHT nonyyan
ropMoHasnbHble W LIMTOCTAaTUYECKME npenapatbl U BHYTPU-
BEHHbIM UMMYHOrnobynuH. Ha ¢oHe nevyeHnss oTMeveHo
nporpeccupoBaHue 3aboneBaHunsa. K 3 rogam W3HW MNpu-
COEAMHMAOCh MOpaXKeHWe ropTaHn B BMAE MHOXECTBEHHbIX
06pas3oBaHMi B MOACKIaA0YHOM MPOCTPAHCTBE, KOTOpble
TpaKTOBanu Kak nanuaioMaTos3 roptaHu. K aTomy MOMEHTY
Manb4uK nonyvyan rmapoKCUXIOPOXUH, METUANPEAHN3OSOH,
mMeToTpeKcaT. 3aboneBaHnMe HOCUIO HenpepbiBHO-peLunau-
BMpYlOlLlee TeyeHwe, TOpNUaHOEe K MPOBOAMMOM Teparnuu.
MporpeccupoBaHne CycTaBHOrO CHMHApPOMA MPUBENO K NoJ-
HoW notepe GpYHKLUMIM CycCTaBOB BEPXHMX U HUKHUX KOHEYHO-
cTer, GOPMMPOBAHMIO MEPUAPTUKYNAPHbBIX KOHIMOMEPaToB,
GUBPO3HBIX aHKN030B, MHOXECTBEHHbIX apTPO30B, MNOABbI-
BMXOB cycTaBoB. B ¢peBpane 2012 r. oOTMEHEH METUANPEAHMU-
30/10H, MOHOTEPAMNMIO METOTPEKCATOM MOJyYaNn HEPErynsapHo
B CBA3M C 4aCTbIMW 3NM304aMMU PECTMPATOPHbIX MHOEKLMA.
B mae 2012 r. pe6beHOK 6bln rocnuTanM3npoBaH B KIWHU-
Ky Hawero yHuBepcuTeTa. [lpu noctynieHun obpallano
Ha ce6s BHUMaHWe BbIHY>XAEeHHOE MONOXKeHWe Tena ¢ npuee-
[IEHHBIMW BEPXHUMU U HUKHUMWU KOHEYHOCTSMM, OTCYTCTBUE
0ornopbl, BblpaXKeHHasa MbilleyHas aTpodus, oTCyTCTBME NoA-
KOXHO-XMPOBOM KneT4yaTKu, rpybold ronoc. Mo 60KOBbIM
NMOBEPXHOCTAM S3blKa — 06e30601e3HEHHbIe 06pa30BaHUSA
XPALWEBON MNOTHOCTM AMameTpoM Ao 1 cm. Nmeno mecTo
Bblpa)K€HHOE OrpaHMYeHWe [OBWMKEHWIN BO BCEX OTAenax
NMO3BOHOYHMKA M OAHOTUMHbIE U3MEHEHUS BO BCEX CyCTa-
Bax (MneyeBble, TOKTEBLIE, Ny4e3ansicTHble, MPOKCUMalbHble
MexdanaHroBble CycTaBbl U AUCTalbHble MexdanaHroBble
CyCTaBbl KUCTeWN, Ta306eApeHHbIE, KONEHHbIE, rONEHOCTOnN-



Puc. 2. A — o6wuit BUA 60nbHOro (aedurypaums ¢ MacCUBHbIMU KOHIIOMepaTaMu B 061aCTU NOKTEBbIX, ly4e3ansicTblX, KONEHHbIX,
rONIEHOCTONMHbIX CYCTaBOB, MEJIKMX CYCTaBOB KUCTeW U cTon); b, B — BbiparkeHHas aedurypaums KMcTen, fepopmaums BCEX MENKUX CYyCTaBOB
KUCTEM, BbipaXeHHble crubaTesbHble KOHTPAKTYpbl B MPOKCUMasbHbIX MexdanaHroBbix cyctaBax; I — rpaHyneMbl Ha 60KOBOW NOBEPXHOCTU
A3blKa; [] — peHTreHorpamma Kuctei; E — KomnbloTepHas ToMmorpamma KpecTLOoBOro oTaeNia No3BOHOYHMKA. CTPENKOM 0TMEYEHO

o6pa3oBaHue B 061acTh Kon4Yuka

| -t

Hble, MexkdanaHroBble cycTaBbl cTon). Bokpyr Bcex cycta-
BOB — MacCCWBHble NepuapTUKyNspHble KOHIomepaTbl 6e3
NPU3HaAKOB MECTHOr0 BOCMaNEHUs, KOHTPAKTYpbl, aHKUI03bI
(puc. 2). Onpegensnocb NnoTHO3NacTMyeckoe o6pa3oBa-
HMe B o6nacTu KpecTtua. [NapakiMHUYeCcKM — NposiBEeHUSs
BbICOKOW BOCMNaNUTENbHOW aKTUBHOCTM npouecca — COJ
12-33 Mm/4, C-peaKTuBHbIM 6enok 12-40 mr/n (Hopma
MeHee 5,0 mr/n). bbina BbinonHeHa 6uoncus o6pasoBaHnn
B 06/11aCTM KpecTua, rpaHynem pa3HOW CTeneHu 3peno-
CTM B 06/1aCTU MPOKCUMANbHOro MexdanaHroBoro cycra-
Ba Il nanbua nNpaBon KWUCTM M A3blka. Mopdonornyeckune
M3MEHEHUS B UCCNeA0BaHHbIX TKaHAX 6bliv OAMHAKOBbLIMMU,
HO pas3nnyanucb B 3aBMCUMOCTM OT CPOKa BO3HUKHOBEHMS.
MoBCeMECTHO BbISBAAIUCH OBLIMPHbIE O4arM HEKPO3a, OKPY-
YEHHble pa3BMBaloOLLENCs rpaHyIsSLMOHHOM TKaHbio C aBne-
HUSIMKU CKNepo3a. B 6onee «cTapblx» o4arax CoefuHUTENb-
Has TKaHb Oblna 6onee rpybow, ¢ ABAEHUAMM FManMHO3a.
Mexay BOMOKHaMW COeAMHUTENbHOW TKaHW OMpeaensnunchb
MHOECTBEHHbIE FPaHyNeMbl, COCTOSILLIME U3 Pa3HbIX MO CTe-
NeHn 3peNioCTU KNETOK: 60/bLLIOE YUCNO KCAHTOMHbIX KITETOK,
HEMHOIOYMCIEHHbIE TUFAHTCKUE KNETKKU, numdoumnTbl. Mpu
OKpacke Ha nunuabl CyaaHOM OTMEYEHO MOJIOKMTENbHOe
OKpallMBaHWE KCaHTOMHbIX KMETOK, a MpU OKpacKke peak-
TMBoM LUndpda — oyvaroBbie ckonneHns LLIMK-No3nTUBHBIX
KNneTokK (puc. 3).

Mpn WMMMYyHONOrM4YEeCKOM o6cnefoBaHUN BbISIBNEHO
NOBbILLIEHHOE cofiepyKaHne nHTepnenknHa 1.

Puc. 3. lMcToNorMyeckas KaptmHa KoXu ¢ rpaHynemom

lMpumeyvaHme. A — oyar HEKPO3a (@), OKPYXKEHHbIN co3peBatoLLen
rpaHynsauMOHHOM TKaHbto (6). OKpacka reMaToKCUANHOM

1 303nHOM, X50. b — BblpaxeHHoe pa3pacTaHue
COeANHUTENbHOM TKaHW B aepme (cTpenku). OKpacka
nuKpodyKenHom no BaH M3oHy, X50. B — menkue cocyabl

C NepuBacKyNAPHON NTMMPOrncTUoLMTapHoOn nHdunsTpaLmen
(cTpenku). OKpacKka reMaToKCUANHOM 1 303MHOM, X 100.

[ — rpaHynema, KCaHTOMHbIe KNETKM (@), MHOrosAepHble
rMraHTCKue KneTku (6). OKpacka reMaToOKCUMIMHOM M 303UHOM,
X100. [ — oKpacKa nnukpodyKcrHom no BaH MM3oHy, X400.

E — oKpacka reMaToKCUAMHOM M 303nHOM, X400. KcaHTOMHble
KNETKM (@), MHOrosiiepHbIe rMraHTCKue KNeTku (6).
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KnuHun4yecKoe Ha6GnogeHue

Mpodeccopom T. Levade 13 YuHuBepcuteta Tyny3bl
(PpaHumsa) 6blNO NPOBEAEHO FEHETMYEeCKOoe TUMMPOBaHMeE,
B pea3ynbraTe KOTOPOro YCTaHOBMIEHO, YTO NauMeHT umeeT
myTaumio (p.Arg254Gly) B ak3oHe 10 reHa ASAH, a Tak-
e ABNSeTcq roOMO3UIroTHbIM HOCUTENIEM CReayloLWmMX Nonu-
MOpP®HbIX BapuaHTtoB: ¢€.214G>A (p.Val72Met), c.277A>G
(p.lle93Vval) n c.737T>C (p.Val246Ala). Ha ocHoBaHuu
pe3ynbTaToB FEHETUYECKOro TUMMPOBAHWUS MalbyuKy Auar-
HoCTMpoOBaHa 6onesHb Papbepa.

B 2014 r. pebeHKy 6bina BbinonHeHa TKM, npuseawas
K G6bICTPOMY WMCYE3HOBEHWIO TPaHyneM W 3Ha4vyuTeNbHOMY
yBENMYEHUIO 06 beMa ABMKEHMI B MOPAXKEHHbIX CyCTaBaXx.

KNIUHUYECKUA NPUMEP N: 2

Manbyuk [., Bo3pact 4 roga. [lo 1 roga poc v pasBu-
BaJiCA COOTBETCTBEHHO BoO3pacTy, B 1,5 Mec fepxan rono-
BY, K 6 Mec nonsan, K 1 roay *M3HW Xoaun ¢ NOAAEPIKKOMN.
K 1,5 rogam oTMe4yeHOo BblipaXKeHHoe ANCrapmMoHUYHOe pas-
BMTWE 3a cYeT geduumnTta Macchl Tena (HUKe 3-ro nepueHTu-
/1) C HOpMaJsibHbIM POCTOM; perpecc BCex NPUOBPETEHHbIX
HaBbIKOB; rpy6as 3ajepiKKa peyeBoro pa3BnTug. 1o cosna-
/10 C NPEeKpalleHMeM TrpyagHOro BCKapMaMBaHuS. Toraa e
CTanu NosIBNSATbCA PeunaMBUPYOLME YYACTKU YNIOTHEHUS
KOXW WM MOAKOXHOM KNeT4yaTKW, a TakKe MOAKOMXHble rpa-
HyneMbl B 061aCTh NOMNaToOK, NAeYeBbIX CYyCTaBOB, KpecTua,
KOTOpble POAMTENM BCKPbIBaNM U ApEeHWpOBanuM caMoCTO-
arenbHo. C 1 roga 11 mec Habnwaanca B MeAUKO-TeHETU-
4YECKOM LeHTpe C AnarHo3om «OpraHuM4yeckoe nopaxeHue
LleHTpanbHOW HEPBHOM CUCTEMbI, B CTPYKTYpPE HapylleHus
obmeHa amMuHoKucnoT (?) Ipyboe oTcTaBaHMe MCUMXOMOTOpP-
HOro pasBuTus». K 2 rogam »Xu3HU MMeNn BbIHYXAEHHOE
noJsioXKeHWe Tena ¢ NPUBEAEHHbIMU K }UBOTY KOHEYHOCTSIMU,
nedurypaumen KoneHHbIX CycTaBOB, AUCTabHbIX U MPOKCK-
MafibHbIX MeXdanaHroBbIx CyCTaBOB KWUCTEN M CTOM C pas-
BUTMEM KOHTPAKTYP; 3aAEpPHKKa MCUXOMOTOPHOrO pPa3BuUTHS
coxpaHsanacb. O6Hapy»KeHbl MHOXECTBO MOAKOXHbIX rpa-
Hynem gnameTpom A0 1 CM C NPEUMYLLECTBEHHOM OKOMOCY-
CTaBHOM NIOKanmM3auunen, CTpUaopo3HOE AblXxaHWe, BblparKeH-
Has rMNoTpodua MbllL, BEPXHUX U HUIKHUX KOHEYHOCTEN,
MblWL, NepeaHen OPIOWHON CTEHKMW, Bblpa)KeHHas O6esKo-
BO-KanopuiHas HepocTaToqyHOCTb. M3 opraHHOro nopaxe-
HUSA Habnoganacb renaTtocrnjieHomeranus, MUWoKapavoau-
cTpodums, aHrMonaTus cetyaTku. JlabopaTopHO OTMeYanochb
He3Ha4yuTeNbHOE MOBbIWEHNE AKTMBHOCTM TpaHCaMWHa3.
B 3 roga 8 mec pebeHKy NpoBeAEH YaCcTUYHbIM aHaNn3 reHa
ASAH: BbIIBNIEHO W3MEHEHWE HYKNeoTWAHOW nocneaoBa-
TenbHocT GAT-GAA B 9K30He 3 reHa B reTepo3nroTHOM
COCTOSIHUU, NpUBeJLlee K 3aMeHe aMUHOKUCNOT Asp124Glu,
a TaKKe W3MEeHeHWe HYKNeoTUAHOW MocnefoBaTeNbHOCTH,
obycnoBuBLLEe 3aMeHy aMUHOKKcNoT Pro71GIn. Ha ocHoBa-
HWW AaHHbIX FEHETUYECKOro UccnefoBaHus 6olna AMarHocTy-
poBaHa 60ne3Hb Papbepa.

B Bospacte 4 net n 3 MeC naumeHT CKOHYancs Bcnea-
CTBME pPa3BUTUA MHEBMOHWMM M MONMOPraHHOM HepocTa-
TOYHOCTH.

OBCYXAEHME

bonesHb Papbepa B cuny nonnmopduama KIMHUYECKNUX
NPOSIBJEHUI UMEET MHOIO «MacoOK», HaNoOMMHAIOLWKX pa3nny-
Hble 3a60/1eBaHNs, TaKMe KaK IOBEHW/bHbIM apTpUT, nanui-
IOMaTo3 ropTaHn u psg apyrux. Nogo6bHo 60/bHLIM C ApY-
rMMU opdaHHbIMKM 3a60M1eBaHUAMM, NaLMEHTbI C 60E3HbIO
dapbepa ¢ pa3nnyHbIMKM AUarHo3aMu 4AnTenbHO Habnga-

I0TCS BpayaMu pasHblx cneumanbHocTen. Hannyume Bocnanu-
TEeNbHOM aKTMBHOCTU B aHanM3ax KPOBW Aenaet 310 3abosne-
BaHWEM «HETUMUYHbIM» B PSAY HACNeACTBEHHbIX NaTONOMMNM,
T. K. MPUHATO CYUTaTb, YTO HacneaCTBEHHbIE 601e3HM 06MeHa
BeLLEeCTB 3a4acTylo NpoTeKatoT 6e3 BocnanuTebHOM aKTUB-
HOCTWU. PaHHMI ae6ioT 3aboneBaHus, rpaHynauMM BOKpPYr
CyCTaBOB, OXPUMJIOCTb rofioca, Mopdosiornyeckoe muccnemo-
BaHWe rpaHynemM nomoratoT OoCyWecTBUTb aAnddepeHunans-
HYI0 AMArHOCTUKY M CBOEBPEMEHHO NMPOBECTU rEHETUYECKOE
TMNUPOBaHKWe. Hannyine nosMopraHHOro noparKeHus, oco-
GEHHO NPU HaNMYUKU MPU3HAKOB MOPAXKEHUS LEHTPanbHON
HEepPBHOW CUCTEMbI, MO3BONSET ObICTPO 3aN0A03PUTb 3abone-
BaHWe M3 rpynnbl HacneaCcTBEHHbIX 601e3Hen obMeHa. lMpu
MOHOCUCTEMHOM MOPaKEHUU (rPaHyNeMaTo3HbIn apTpuT)
y AeTen C cOXpaHHOW GYHKUMEN LEeHTpasbHOW HEepBHOWM
CUCTEMbl W BOCMaNUTENbHON aKTUBHOCTbIO 3amnofo3pUTb
6one3Hb ®Papbepa Becbma CA0XHO. [pynna MexayHa-
POAHbIX 3KCMEPTOB, 3aHUMAIOLMUXCH M3y4YeHUeM O60ne3HM
®dapbepa, cyMTaeT, YTO GObLIMHCTBO MaLUMEHTOB C 60ones-
Hbto Papbepa «CKpbIBAKOTCA» MOJ MACKOW tOBEHWIbHOrO
aptputa. Cneundrnyecknmm 0CO6EHHOCTAMM, MO3BONSIOLLN-
MW OTAMYUTb 60se3Hb Papbepa OT HOBEHWIBHOIO apTpu-
Ta, ABASAIOTCA paHHMM BO3pacT Aebtota (BTopoe nonyroave
YXW3HU), paHHEe GOPMUPOBAHMUE KOHTPAKTYP, BblparKEHHbIE
nepuapTUKyNsapHble NPoandepaTnBHbIE MBMEHEHUS «XpsiLLe-
BOW MAIOTHOCTW», OTCYTCTBME 3KCCYAATMBHOIO KOMMOHEHTa
(BbINOT B cycTaBax), 6bicTpoe dopmMmMpoBaHWeE NOABbLIBUXOB,
OTCYTCTBME UMMYHONOMMYECKOWM aKTUBHOCTU GONE3HU (aHTU-
HYK/1eapHOro u pesmaToungHoro dgaxropa).

Moaxofbl K Nle4eHUIO OKOHYaTeNlbHO He pa3paboTaHbl.
[MannnaTMBHasa NOMOLLb BKAOYAET B cebsi NPUMEHEHME to-
KOKOPTUKOWAOB, TPaxeoCTOMUIO (MPU Pas3BUTUM BblParKeH-
HbIX AblIXaTeNbHbIX HAPYLIEHWI), a TaKXKe XWUpypruyeckoe
yaaneHue rpanynem [15, 19]. Bnepsbie B 1997 r. 6bina ony-
6/IMKOBaHa cTaTbsl MO XMPYPruYeCKOMY yaaNeHUIO rpaHynem
M3 NOMOCTH pTa, 3aTPYAHSABLUMX NPUHATUE MUK, ¥ NALMEHT-
Kn ¢ 6one3Hblo Papbepa B Bo3pacte 12 net, 6paT KOTopow
norné oT Toro e 3abosieBaHWa B Bo3pacte 2 net [19].
B Hawem HabnoaeHun (KnnHudeckun npumep N2 1) nauyu-
€HTY NPOBOAMIOCH yaaneHue rpaHynemMm 13 nofcKknagoyHoro
npocTpaHcTBa ropTaHu B Bo3pacTe 4 net. CnegyeTr OTMETUTD,
YTO TOSIbKO Yepe3d 10 net ¢ NOMOLLbI0O KOMMbIOTEPHOM TOMO-
rpadun O6blN0 0GHAPYKEHO MOSIBIEHWE HOBOW rpaHynembl
B NOACK/IaA0YHOM npocTpaHcTBe. lNpu aHA0BUAEONaPUHIO-
CKOMMYECKOM MCCNefoBaHWK rpaHynieMa nmena Hebonblume
pa3Mepbl U HE NpensaATCTBOBaNa AblXxaHWio. TakkKe B Hallewn
K/IMHWKE OCYLLECTBASANOCh yAaneHne rpaHynem s3bika, npe-
NATCTBOBABLUMX MPUHATUIO NMULLK, U NEPUAPTUKYASPHBIX Fpa-
Hynem. CnycTts 2 roga nocne onepaTMBHOIrO BMellaTenbcTea
OTMEYEHO NosiBAEHWE HOBOW €4MHUYHOM rpaHyneMbl A3blKa.

PeunavBbl nocne yaaneHus rpaHynem, Kak npasuio,
BO3HMKAIOT B OTAaneHHoM nepuoge. CnegyeT oTMETUTb, YTO
naLuMeHT, paBHO KaK W MepBbl ONUCaHHbLIA Clydyan xupyp-
FTMYECKOro JIe4YEeHUs OTHOCATCH K CPaBHUTENIbHO HETsXe-
nbiMm dopmam 6one3Hn Papbepa, Torga Kak G60JbLKMHCTBO
nauMeHTOB C TAXKeNbIMU NPOSBAEHUAMM 6ONE3HN NormbaeT
B BOo3pacTe A0 ABYX NIeT. OCHOBHbIM XMPYPrUYECKUM METO-
[IOM JIe4EHMS AN HWMX OCTAETCS HaNOXEHWE TPaxeoCTOMbI
npv Bblpa)EHHOM CTEHO3€e MOACKIaA04HOro NpPoCTpaHcTBa
rpaHyiemMamu.

Mpn paHHeM oGHapyXeHUn 3aboneBaHns B MPOrHOCTU-
4YeCKOM nnaHe Hanbonee 6naronpPUATHLIM METOAOM NEYEHMs
sABnseTcsa nposegeHne TKM, KoTopasi cnoco6CTBYET CHUXKE-



HUWIO CTEMEHU MHBANMAN3ALMMN U YIydLaeT KayeCTBO KU3HU
pebeHKka. C ogHon CTOpOHbl, TKM npuBOAMT K OblCTpOMY
paspeleHnto nepudepruyeckux rpaHynem u yaydleHuio
06LLero CoCToAHUS pebeHKa, HO, C APYron, OHa He OKas3bl-
BaET CYLIECTBEHHOIO B/IMAHWSA Ha NaTONOMMYECKUI MNpo-
LlecC B LeHTpanbHOW HEPBHOM CUCTEME, YTO OrpaHU4MBaET
NPUMEHEHME 3TOr0 MeToAa NEeYEeHUs y TAKENbIX NalUneHToB
¢ 6onesHblo Papbepa [17, 20-24].

Bnepsble npumeHeHne TKM y nauneHTa ¢ 60/1€3HbIO
dapbepa 6bI10 onncaHo B 1989 r.: 18-mecsiyHbIn pebe-
HOK C Tsxenoin dopmoi 6one3Hn dPapbepa ¢ NopaxeHu-
€M LEeHTpaibHOW HEpPBHOW CUCTEMbI NMorMb cnycta 6 mec
no NPUYUHE NPOTrPECCUPYIOLLErO NOPAXKEHUS LLEHTPaNbHOM
HepBHOM cuctembl [21]. Cneaytouee npumeHeHue TKM
(2000 r.) npn 6onesHn Papbepa y AEBOYKM B BO3pacTe
9,5 Mec C NpenMyLLECTBEHHbIM MOpa*KeHMeM ONOpPHO-ABMU-
raTenbHOro annapaTta MNPUBENO K pa3pelleHnio MOLKOXK-
HbIX FpaHynem, HopManu3auuu 3aTPyOHEHHOro AbIXaHWs
U KynupoBaHWio 60NEeBOro cMHApPOMa Yyxe 4yepe3 2 mec
nocne BMellaTenbctBa. OTMEYEeHO HapacTaHWe aKTUBHOCTH
Kucnon uepamunaasbl ¢ 6 (npe-TKM) go 44% (ypoBeHb 340-
pOBbIX AOHOPOB). B nocneayouem 3adnUKCMpOBaHO YMEHb-
LeHMe Yncna KIEeToK, coepralmnx goHopckyto AHK, ao 1%
K 21 mec nocne TKM npu coxpaHHOM YPOBHE aKTUBHOCTH
KMCNon uepamuaasbl. OgHaKo, HECMOTPS Ha 3TO, Y pebeH-
Ka MnporpeccMpoBano nopaxeHwe LUeHpanbHOW HepBHOM
CUCTEMbI C Pa3BUTUEM THAKENON HEMPOKOrHUTUBHOM AWC-
GyHKUMKN, NpuBeawen K rnbenn cnycta 28 mec nocne
TKM, 6e3 ycuneHusa npouecca BHe LeHTpalbHOM HEPBHOM
cuctembl [22].

MepBble ycnewHble TKM y AByx NauueHTOB C NErkum
BapuaHToMm 60ne3Hn Papbepa (tun Il/11l) 6e3 BucuepanbHo-
ro nopaeHus onucanbol B 2004 r. [24].

Kpome Toro, ana nedyeHus 3aboneBaHust Obinv Npeanpu-
HSATbI MOMbITKU MPUMEHEHNS MPOTUBOBOCMNANUTENbHbIX (I1t0-
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ABTOpPbI AaHHOW CTaTbW MNOATBEPAMAN OTCYTCTBME PUHAHCOBOWM
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U3 ucropun meauLmHbI

Wapnb Puwe (1850-1935)

DpaHLy3CKUIN GUIMONOT YIKe Yepes rofa
nocne noslydeHUs MeAULIMHCKOro Aunaoma
B CBOEN [AOKTOPCKOM AuccepTauuu Bnep-
Bble JOKasan Haluyue CONSHOW KWUCNOTbI
B CEKPETE KeNyKa y MIEKONUTaIOLWMX, NTULL
1 6ecno3BOHO4YHbIX. Kpome Toro, oH o6Hapy-
KU, 4TO BO BPEMS MULLEBAPEHUS B Kenya-
Ke npucyTcTByeT ofHa M3 GOpM MOJIOYHOM
KWUCNOTbI.

Puiue nHTepecoBancs MMKpoO6GMOOrMen.
Pa6oTas ¢ XK. SpuKypom, OH 06Hapyxun 6ak-
Tepuio Staphylococcus, Bbl3blBaloLLylO CMep-
TenbHoe 3a6oneBaHne y KPOSIMKOB, HO NULLb
OrpaHWYEeHHblIe THOMHWKKU Y MHOULMPOBAH-
HbIX co6akK. Mpsamoe nepenvBaHne KponMKam
B BEHY KpPOBM cobaK C Lenbio nepeaatb UM
YCTOMYMBOCTb K GaKTEpPUM OKa3blBano TOK-

cuyecKoe aencreue. OgHaKo, ecnv KPOBb CO-
6aK nepenuBany KposiMKam B OPIOLMHHYIO
nofocTb (MPOCTPAHCTBO MEXAY JIMCTKaMu
OPIOWNHBI), U3 KOTOPOM KPOBb MeANEHHO
BcacblBanacb, To nepefada yCTOMYMBOCTH
OCYLLECTBNSNACh YCMELIHO, U KPOIUKK Npu-
obpeTann UMMYHUTET K Nocnieayowmm HHOK-
umMpoBaHusam Staphylococcus.

CBol0 «remoTepanuio» (Ha3BaHHylo BMo-
CNefiCTBUM CbIBOPOTOYHOW Tepanuew, wuau
cepoTepanuen) yyeHble pelnam npuMeHnTb
K 3aboneBaHusiM 4yenoBeKka. OHM Hayvanu
C «HeygayHoro» Bbl6opa — Ty6GepKynesa.
N xoTs camu aBTOpbl BbIHYXAEHbI Oblan
npu3HaTb, 4TO WX NepBOHa4vanbHas Lenb
He [OCTWUTHyTa, OHAKO OHW OGHapPYXWK,
4YTO KOPMJIEHME CbIPbIM MSCOM MPUBOAWUT
K YNYYLWEHUO COCTOSIHWUSA GOJMbHbIX TYGEPKY-
nesom cobak. B 1900 r. Puwe gokaszan, 4to
30MOTepanus (MMTaHWe COKOM CblPOro mMsca)
MOXET 6biTb 3PDEKTUBHLIM CPEACTBOM Jie-
4yeHus TybepKynesa y HenoBeKa.

YcoBeplUIEeHCTBOBATL MO3HAHWUSA B TOK-
cuKkonornv Puwe nomorna HaydyHas 3Ke-
negnumns B CpeanusemMHOM Mope C MPUHLEM
MoHaKo, rae emy 6bI710 NOPy4YeHO uccneno-
BaTb SA0BUTble Lynanbla NopTyranbCKoro
Kopabnuka. BepHyslunchk Bo dPpaHumio, yye-
HbIl Hayan CpaBHWTENbHOE WccnefoBaHWe
a4a MOPCKOM aHeMoHbl. OH BBOAMN coba-
KaM 94 B pasnnyHbIX KOHUEHTpaLM§X, YTo-
6bl onpefennTb TOKCUYeCKyto ao3y. Ecnun co-
6aKu BbXXMBANK, Yepe3 HECKONIbKO Heaenb
UM MOBTOPHO BBOAWAcS aa. W, Kak nucan
Puwe, «Bapyr o6Hapyuncs notpsicaolmi
daKT, B KOTOPbIK f caM MOBEPUST C OrpoM-
HbIM TPYAOM: Korja cob6akaM NoBTOPHO BBO-
OUNUCb Topa3fo MeHblive [J03bl f4a, OHU
0o4yeHb ObICTPO Mornéanu». Y4eHblh HazBan

9T0 sBJleHWe aHadunakcuen, T.K. OHO Obl-
/10 NPOTMBOMONOXKHO NPODUNAKTUHECKOMY
(npeaynpeantensHomy) adpbeKTy o6bl4HOM
UMMYHM3aLIMK.

AHadunakcus UMeeT BakHenLee 3Have-
HWe ans MeanuMHbl. Tak, npotuBoandTEPUit-
Hasl CbIBOPOTKa, pa3paboTaHHasa bepuHrom,
He Bcerga npuHocuna xenaembli ahdeKT:
Yy HEKOTOPbIX 60NbHbLIX pa3BMBanachb 6ypHas
peaKkuusa Ha Hee, BNAOTb 4O CMePTENbHOro
ucxoda. B cooTBeTCTBUM C AaHHbIMU Pulue,
OHW nornéann OT aHaPpUNaKTMYECKOro LWo-
Ka — 4Ype3MepHoOV annepruyeckon peakuum
Ha MHOPOAHbIE B6EeNKNU. Y NNL, C NOBbILLEHHOM
4YyBCTBUTENIbHOCTbIO aHadunakcuio Moryt
Bbl3BaTb JIOWAANHAS CbIBOPOTKA, NMPUMEHSe-
Mas Ans UMMyHU3auun NPOTUB CTONGHAYHO-
ro TOKCWHa, YKYCbl MYeN, BBEAEHUE NEHULMN-
NMHa. HezaBWCMMO OT NpuMpoabl aHTUreHa
HeKoTopble CUMNTOMbI aHapUNaKCMn oanHa-
KOBbI: PBOTA, 3y[l, CHUXKEHWE apTepunanbHOro
[aBNeHns, NoTeps CO3HaHUS, 3aTpyaHEHHOe
[IbIXaHWe, CHUXEeHWe TemnepaTypbl 1 Aaxe
CMepTeNbHbIN UCXOA,.

B 1913 r. Pvwe 6bina npucyxaeHa
Ho6enesckas npemMuss no ¢Gpu3nMonoruu wu
MeauumnHe «B 3HaK npu3HaHus ero pabot
no aHadunaxkcum». B HobeneBcKow nexkuuu
y4YeHbI yKazan, 470, ecnu aHadpunakcus
N SBNAETCS «HECYACTHbIM ClyYaem [ans oT-
[eNbHOro MHAMBMAYYMa, OHa B TO e Bpe-
MSA Heobxoauma AN BMAa B LENOM, 4acTo
3a CYET OTAENbHbIX 0COBEN... TaK Kak npeao-
XpaHaeT BMA OT KPOBOCMeLLeHUs». Tem ca-
MbIM TOAAEPKMBAETCA WHAWBUAYANbHOCTb
Kaxaoro Buaa.

Bnarogapa pa6otam Puwe Bpayin He
TONIbKO MOHSAMN LEHHOCTb MPODUNAKTUKM,
HO W y3Hanu ee 060POTHYIO CTOPOHY.



