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AKTyaZIbHO€ MHTEPBbIO

[Tpodeccop JI.C. HAMA3OBA-BAPAHOBA:
«Heobxommmo, 4ToObI OOJIBHBIE TEeTH

Halllel CTPaHbl MMeIV paBHbBIN JOCTYII

K OLVIHAKOBO Ka4€CTBEHHOV COBPEMEHHOM
MeIVNIVTHCKON ITOMOIIII»

Opdpanmvle 3a6071€6aHUS — 3110 2PyNna peoKux
6one3Heti, npexcoe 6cezo HACIEOCTNBEHHO
00ycnosneHHvix. EOuHbLX 100X0008 K UX
OuUazHOCMUKe U TIeYeHUI0 NOKA He Cyujectayem.
Paspabomxa cospemetvix pekomeHOAUUTI

10 1eueHuo NAYUeHMo8 ¢ OpPHaHHbLIMU
3a60ne6aHUAMU, BHeOpeHUE UHHOBAYUOHHDIX
OUAZHOCUYECKUX Mer0008, a makice obecheueHue
607bHLX TIEKAPCMBEHHBIMU NPENAPAMAamu —
OCHOBHbLE HANPABTIEHUS POCCULICKO20
30pasooxparenus. O npobnemax, c6A3aHHbIX

¢ OUAZHOCMUKOLL U TledeHUemM OPPHAHHbIX
3a60ne6aHUli, 0C0OEHHOCMAX OP2AHUSAUUU
MEOUUUHCKOL NOMOUAU NAYUEHINAM PACCKA3bIBAeM
Jletina Cetimyposna HAMA3OBA-BAPAHOBA,
0.M.H., npogpeccop, unen-koppecnonoenm PAH,
3acnysxennolii dessmenv Hayku P, samecmument
oupexmopa Hayuroeo uenmpa 300posevs

demeti — oupexmop HUV npodpunaxmuueckot
neouaAmpul U 80cCMAaHOBUMENLHOZO

nevenust Llenmpa, sasedyrou,as xkageopoti
annep2on0euld U KIUHUMeCKot UMMYHOI02UU
neouampuueckozo gaxynvmema Ilepeozo
Mocko6cko20 20cy0apcmeeHH020 MEOUUUHCKO20
yHusepcumema um. V.M. Ceuerosa, 3a6edyrou,as
Kagedpoti pakynvmemckoil neouampuu
neouampuueckozo gaxynvmema Poccutickoeo
HAYUOHATLHOZ0 UCCTIE008aNENTbCKO20
MmeouyuHckoeo yHusepcumema um. H.J. ITupoeosa.

JddekTBHad hapmarotepanua. 3/2015
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— Jleitna CeliMmypoBHa, HACKOTbKO
aKTyanbHa, Ha Bam B3rmap, mpo-
6mema op¢daHHBIX 3ab0meBaHMII
IVIs1 OT€YEeCTBEHHOII MefMaTpIyec-
KOJI CTTy>KOBI?

- 3ameuy, 4To mpobrema ophaHHbIX
3a00/IeBaHNIT AKTya/IbHA /151 [Ief1aT-
praecKoit ciry>k6sI He TonbKO Poccnu,
HO 11 GOJIBIIMHCTBA PAa3BUTHIX CTPAH,
MOCKOJIbKY KOJIMYECTBO PeNKux 60-
JIe3Hell, KOTOpble CTAHOBATCS U3BeEC-
THBI 4€TI0BEYECTBY, CTPEMUTEIBHO
pacrer. HecmoTpst Ha HM3KyIO pac-
HPOCTPAaHEHHOCTb OTHENbHBIX HO-
30/mornyeckux Gopm, obuiee I1CIO
607pHBIX OpdaHHBIMHU 3a60TeBaHM-
SIMM JJOCTaTOYHO Benmmko. Ellle HeaB-
HO pasfie/l KIMHIYECKOI MeIUIIMHBL,
HOCBSIICHHBI U3Y4eHNI0 Op(aHHBIX
3aboneBaHNIl, He BXOAUT B 06paso-
BaTe/IbHbIE MPOrPaMMbl MEMIINH-
ckrx By3oB. Ho ¢ pasBuruem Menu-
IIVTHCKOJ HAyKJ IOSIBUINCH HOBBIE
METOABl IMAaTHOCTUKM U Tepanuy
penkux 6omesneit. CeropHs memmar-
pudeckas 0OIeCTBEHHOCTD JO/DKHA
XOpOLIO OPUEHTUPOBATBHCA B ITON
HOBOI1, HO O4YeHb CIIOXKHOI Ipobiie-
Me, Befb op¢daHHble 3a60M€BaHMA
MOTYT IIPUBOAUTD K MHBATUM3ALNN
U CMEPTHOCTHY KaK B PaHHEM JETCTBE,
Tak 1 B 6oOjlee MO3[[HEM BO3pacTe.
VIMeHHO 1103TOMY 0C060€ 3HAYeHIE
HPUIAETCS BHEAPEHNIO COBPEMEHHBIX
METOJIOB JMArHOCTHUKI U pa3paboTke
HOBBIX 3 (PEeKTUBHBIX METOJIOB Tepa-
IV pefKUX OOIe3Hell.

- KakoBa snupemMmonornmdeckas
CUTyalMsl B Halllell CTpaHe B OTHO-
HIeHuy op¢daHHbIX 3200/IeBaHMIT?

- B coorBercTBUN ¢ DefepanbHbIM
3akoHOM «O6 oCHOBaX OXpaHBHI
310pOBbsA IpaXkpaH B Poccuiickoin
Depepanun» oppaHHBIMU CUNTA-
f0TCsA 3a00/eBaHMsA, YaCTOTa BCTpe-
YaeMOCTM KOTOPBIX peXke 4eM OfiMH
cnydait Ha 10 000 HOBOPOXX/IEHHBIX.
B pasHbBIX cTpaHaX HOPMBI OLIEHKN
PacIpoCTpaHeHHOCTN penkux 6o-
nesHelt pasnnyHbl. OfHAKO peabHasg
SMUJIeMUONIOTNYeCKasA KapTHHA B OT-
HoIIeHVM OpdaHHBIX 3a001eBaHNI
U B Hallleil CTPaHe, ¥ B MMpe OlJCaHa
(dparMenTapHO. OTO CBA3AHO IIPEXie
BCETO C TeM, YTO B GOTIBIIIHCTBE CITy-
JaeB pefiKue 3a60/IeBaHNA He YAaeTcs

Meanatpus. N2 1
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paHo amarHoctuposaTb. OpcdanHoe
3a00/eBaHIe MOYXKeT OCTABAThCSA He-

BBISIB/ICHHBIM JIO/ITO€ BpeMs, a pe-
OeHKa IPU 9TOM JIedaT OT APYIUX
6ornesHeit. [I0cKONMbKY GOIBIINHCT-
BO opdaHHBIX 3a00/IeBaHNIT NMEET
TeHeTNYeCKYI0 IPUPOLY, OCHOBHBIM
AMArHOCTITIECKIIM METOfIOM IIPV3HAH
HEeOHATA/IbHbIN CKpUMHMHT. OfHAKO
[IPOBOAUTD T€HETNYIECKOe TECTUPO-
BaHJe BCeM HOBOPOXX/IEHHBIM CIIHLII-
KOM JIOPOTO IaKe I/IsI 0O€eCIieYeHHBIX
cucTeM 37paBooxpaHeHust. Xots, 6es-
YCIIOBHO, pacliypeHne IpOrpaMMbl
HEOHATA/IBHOTO CKPVHIHTA IT03BOJI-
710 GBI YIYYLINTD CUTYALVIO 10 Pefi-
KuM 3ab6oreBanmsAM B ctpane. OTme-
9y, 4TO He JIsI BCeX PeAKyX Oome3Heit
CerofiHs MMEIOTCA afjeKBaTHbIe [ya-
rHOCTIYecKye cucTeMbl. Ha Tekymmi
MOMEHT MbI MOXXEM OIIEPMPOBATH
[AQHHBIMIL TO/IBKO B OTHOLIEHNN TeX
IAIVIEHTOB, KOTOPBIX HAO/IIOfAeM.

- KakoBa npupopga opdannbix 3a-
GomeBaHMIT M KaKue JeTH BXONST
B IPyIIy pucKa?

— Pepkue 6omesHy yCIOBHO HOfpas-
[e/ISIIOT Ha JiBe TPYIIIBL: HACTEACTBEH-
Hble 11 HeHac/leAcTBeHHble. Hanbornee
pacIpocTpaHeHbl HAC/IeACTBEHHbIE
opdanHble 3a607€BaHMs, KOTOPHIE
MOTYT He TO/IBKO IIepeaBaThCsi OT PO-
IUTeNIEl, HO ¥ BO3HMKATD BCIE[ICTBIIE
HOBOI1 MyTanuy reHoB. CUMITOMBbI
TaKMx 3ab60/IeBaHMII He BCerfa IIpo-
SIBIISIIOTCSL CPasy IOC/Ie POXKAEHNS
pebenka. OHM MOTYT pPasBUTHCA
Yepe3 HECKOIbKO MeCSLIeB MM fjaXe
neT, 0cO6EHHO B Ciry4yae GonesHeit
HaKOIUIeHVs (MyKOIIO/IMCAaXapI03,
6onesnb Tomre, 6one3np Padpn). Po-
[UTeNN fleTell ¥ [eAuaTphl He BCeria
CIOCOOHDBI MOHATD, YTO Y pebeHKa
penkoe 3abojeBaHue, IOCKONBKY
HpOSIBJISIIOTCST Heclennduaeckne
pu3Haky 60/Ie3HN, HAIIPUMep dac-
Thle peclnupaTopHble MHQEKINN
C HePBbIX HeeNb Y MECSALEB XKU3HIL,
3aTSAHYBIIASCS JKENTYXa, IOBTOPHbIE
IpbDKY. Popyurenn, 3aMeTus y pebeH-
Ka HEOOBIYHBIE CUMIITOMBI, JO/DKHbI
HeMeJl/IeHHO 00paTuThCs K Iefmar-
py. Takue CHMITOMBI MOTYT OBITH
CTapTOBBIMIU JI/Is1 MHOTUX PENKUX
6omesHeit. CreryanicTsl IepBUYHO-
rO 3BEHA, IeJMATPbI JODKHBI OBITh

MHPOPMUPOBAHBL O PefKuX 3aboe-
BaHMAX, VX AMATHOCTUYECKUX IIPH-
3HAKaX VI BO3SMOXKHbIX TOCTIEACTBISIX,
94TOGBI BOBPEMsI BBISIBUTH I1ATO/IOTH-
JecKye HapyLIeHNUs U HavyaTh CBOe-
BPEMEHHOE JIeYeHIIe.

- Kakum momkeH ObITh COBpeMeH-
HBIJI aNTOPUTM o0OCIemOoBaHUA
JeTeil C MOJKO3peHNneM Ha opgaH-
Hoe 3a60neBaHMe?

- Kaxpplit pe6eHOK ¢ momo3peHnem
Ha pepKoe 3abo/meBaHNe HYX[aeT-
cs B KOMIIIEKCHOM 00CTIefOBaHUN
C IpUBJeYEHNEM KOMaHJbI CIel-
anucroB. CHavYaIa BBIIOMHSAIOT OC-
HOBHBIE OMOXVMUYECKe aHA/IU3HL,
pesynbraTthl KOTOPBIX MOTYT IIOJ-
TBEPAUTDb KaKue-mnbo M3MeHEeHMs,
HarpuMep fieQULUT ONpefeIeHHOro
depmenTa. [lanee mpoBOIAT psf Te-
HeTUYECKIX MCCIeOBAHMIL 3aMeay,
YTO ONTMMAJIBHBII A/ITOPUTM 06CITe-
TOBaHUA IIPY ITOfI03PEHMY Ha OpdaH-
Hoe 3a607IeBaHIe YINThIBACT OCOOEH-
HOCTH TaToreHesa 60Je3HI, BO3pacT
U cocrosHMe pebenka. [1py Hamaum
IIPU3HAKOB KaKoro-nmbo sabomnesa-
HUA HOABIAITCA OCHOBAHUA JIA
yrmybmeHHoro obcnenoBanust. B cumy
pasHOO06pasust BUAOB OpQaHHBIX 3a-
607eBaHNIT aIrOpUTM 00C/IEOBAHIS
B K&K/IOM KOHKPETHOM C/Iy4ae, 6e3y-
CTIOBHO, Oy/IeT MHAVBUYaTbHBIM.

- Kakyio TakTuKy BefeHus feTeil
c opdannbiMu 3a6omeBaHnsAMY Bb1
cynTaeTe ONTUMAIbHON?

- CBoeBpeMeHHOe afieKBaTHOE Jiede-
HIE€ BO MHOI'UX cnyqaﬂx II03BOJIAET
n36eXaTb OCIOKHEHMUIT, CII0cO6CT-
ByeT yTy4dIICHNIO Ka9e€CTBa 1 YBEIN-
YEeHUIO IPOLO/DKUTEIbHOCTH XXMU3HU
mareHToB. TepameBTNYecKast TAKTH-
Ka JIeYeHns eTeit ¢ opaHHBIMU 3a-
60HeBaHI/I}IMI/I 3aBVICUT IIPEXTE BCETO
OT TeHOTHIIA 6OoIe3HN. ISl KOKI0ro
pebeHKa IoabypaeTcs COOTBETCTBY-
Iollasi MEAMKaMEeHTO3Hasl Teparusl.
[TatoreHeTNYECKOE TI€UEHIE, KOP-
peKTupyoliee reHeTIIeCKIe Hapy-
IIeHNA IpK geduunTe Kakoro-mbo
¢depmenTa (pepMeHTO3aMeCTUTEND-
Hasl Tepas), He0OXOAMMO HAadHATD
KaK MOXXHO paHblile — [0 Pa3BUTHS
HeoOpaTUMBIX U3MEHeHUI cO CTOpO-
HBI PasHBIX OpraHoB U cuctem. IIpn
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AKTyaZIbHO€ MHTEPBbIO

HO3/IHell TOCTaHOBKe JMarHo3a 1 He-
CBOEBPEMEHHO HA4YaTOM JIeYeHNUU
LIe/IBI0 TePaIny ABJIACTCA KOPPEKIVIA
IIATOJIOTMYeCKMX M3MeHEHMII B opra-
HU3Me pebGeHKa, BOCCTAaHOBJIEHME
HOPMAa/IbHOTO (PYHKIIOHVMPOBAHMS
€Tr0 OpPraHOB C IIOMOIIBIO OIpefe-
JICHHBIX I'PyNI IpenapaToB. O4eHb
IIOMOTAIOT HaM ¥ HeMeJMKaMeHTO3-
Hble BO3MOXKHOCTY BOCCTaHOBJIEHMS
3m0poBbs: KoMmIulekcel JIOK, kuHe-
sutepannu, ¢pusnonedenme. C Kax-
JiBIM peOEHKOM I eTO CeMbell, KOHed-
HO >Ke, JOJDKHA paboTaTh KOMaH/a
IICHXOJIOTOB-II€/IarOTOB.

- KakoBa B Hameil cTpaHe cuTya-
U C MOABIeHUEM HOBBIX Npema-
PaToOB I TeYeHNs pefKux 6omes-
Heli? IIpoBoasarca nu B Hayunom
IEeHTpe 3XOPOBbhA JeTeil KINHMN-
YecKye MCCIefOBaHNA HOBBIX Ipe-
NapaToB I TeYeHNA op¢daHHBIX
3a007MeBaHMIT?

- B nurepartype ommcaHbl THICAYM
BUIOB pefKux OoyesHell, ImpuieMm
6ONMBIIMHCTBO U3 HNUX 00YCIOB/IEHDI
reHeTmyeckumy nojpoMkamu. Kax
IIOKA3bIBAET OIIBIT, IIATOTeHeTHYec-
Kas Tepalnus 03BO/IAET OCTAHOBUTD
mporpeccuposanue 3aboaeBaHMs,
crocob6CcTBYeT 0OpaTHOMY pasBu-
TUIO CUMIITOMOB 0OJIe3HV U 3HA4U-
TENbHO YIy4llaeT KadeCcTBO >KM3HU
60nbHBIX. HO, K COXKalneHUIo, IJd
nedeHuss oppaHHbIX 3ab0mMeBaAHMIT
y HeTell IpenapaToB He TaK MHOTO.
9TO CBA3AHO C OIpefle/IeHHBIMU
TPYAHOCTAMM 3aKOHOJ/IaTeTbHOTO
nopsgka. B poccuiickom 3akonopa-
TeJIbCTBE B OT/INYME OT 3aKOHOJA-
tenbcTBa CIIA, cTtpan EBpocorosa,
SInonuM HeT TMONOXKEHMIA, CTUMYIN-
PYIOLIMX IPOM3BOACTBO U IIpOBe-
IleH1e KIVMHIYEeCKIX UCCIefOBaHNIA
JIeKapCTBEHHBIX IIperapaToB UMeH-
HO JyIsl TPyNIbl OONBbHBIX HETCKO-
ro Bospacra. Bo Bcem Mupe nepefn
IIMPOKUM BHeIpeHMeM HOBBIX IIpe-
[IapaToB B KIMHNYECKYI0 IIPAKTUKY
00513aTeNIBHO TIPOBOJSITCSL CTPOTO
KOHTpPOIUpyeMble KIMHUYeCKMe ViC-
C/IeflOBaHNsA, B XOJje KOTOPbIX IIOJ-
TBEP)KHAETCsT He TONMbKO 3 eKTus-
HOCTb JIeKapCTBEHHBIX CPEfICTB, HO I
ux 6esonacHoctb. Ho 13-3a HecoBep-
IIIEHCTBA 3aKOHOZATeNbCTBA Poccns

He OYeHb aKTMBHO Y4aCTBYeT B MEX-
IYHAPOSHBIX MHOTOLIEHTPOBBIX JC-
CIE[IOBAHMSIX, MOCBSAIIEHHBIX IPO-
6remMe peKux 3a60IeBaHMII y leTeit.
TeMm He MeHee Ha 6ase Halllero Ha-
YYHOTO I[eHTpPa MPOBOAATCS MCCIIe-
IOBAHNUs HOBBIX METOIOB TEPAINIL,
paspabaTbIBAalOTCsI HOBbIE METO[IbI
60pb6bI ¢ OphaHHBIMK OOTE3HAMIL.
B HayuHoM LieHTpe 3[J0pOBbs JeTeit
HAO/TIONAIOTCS U IPOXOAAT JIeYeHMe
00/IbIIIOE YICIIO AeTell C Op(aHHBI-
MU 3a00JIeBaHVAMMI.

- Kak cxmappIBaeTcs CUTyanus ¢ jie-
KapCTBEHHBIM O0ecrieyeHneM aeTeii
c opaHHBIMM 3200TeBaHMAMU?

— OpHa 13 OCHOBHBIX IIPO6TIEM — BBI-
COKasl CTOMMOCTD Op(aHHbBIX Hpera-
partoB. I[TockonbKy 1x mprobpeTeHe
JIOKUTCS TSDKEIBIM (UHAHCOBBIM
OpeMeHeM Ha WIEHOB CEMell, B KOTO-
PBIX MMEITCS HeT ¢ OpdaHHBIMU
3a00JIeBaHMAMI, BOIpoc 06 obecre-
YeHNMM IALNEeHTOB JeKapCTBEHHBI-
MM IIperapaTtamy peuaercs Ha ro-
cygapcTBeHHOM ypoBHe. CormacHo
IeJICTBYIONIEMY 3aKOHONATENbCTBY
obecriedeHne JeKapcTBaMM IaLji-
EHTOB C PeAKMMU 3a00/IeBaHMUAMMU
OCYILIECTB/IAETCS 3 CIET CPEICTB T0-
CymapcTBeHHOro Oropxera. CeropHs
YacTh MALMEHTOB C peaKnMu 60se3-
HSMU TIOTy4aeT IIperaparsl 3a CYeT
denepanpHOrO 6GIOIKETAa B paMKax
IporpaMMbl «7 Ho3omnoruit». Kpome
TOT0, 0becIedeH e IEKapCTBEHHBIMI
cpepcTBamMy GOIBHBIX OCYILECTBILA-
€eTCs1 C IIOMOLLBIO PETVIOHAIBHBIX G107
JKETOB B PaMKaXx IIPOrPaMMBl 110 pefi-
KuM 6071e3HsIM. MeXy TeM cuTyanust
C JIeKapCTBEHHBIM O0ecIedeHreM
IaIVeHTOB ¢ opdaHHBIMU 3aborte-
BaHISIMM [IOTHOCTHIO He pellleHa.
B psijie ciydaeB maijieHTaM OTKAa3bl-
BaIOT B 0OecredyeHnn HeoOXOqMBbI-
MU IIperaparami 13-3a HeJoCTaTKa
CPEfCTB PErMOHAIbHOTO OrofpKeTa:
MHOT/JJa CTOMMOCTBD JIEYeHNUs] OFHOTO
op¢aHHOro 6OBHOTO Ha rOf IIPeBbI-
maet Bech GIOKET 3[[paBOOXpaHe-
HVIsI JAaHHOTO PErioHa Ha BCEX fieTeil
Ha 11e7blit rof. [Ipobnemy Heob6xomu-
MO pellaTh BCeCTOPOHHE, TIPUBJIeKast
pasnIuyYHble MCTOYHUKN (PMHAHCUPO-
BaHusA. Hy>XHO 1CIOMIb30BaTh CUCTe-
My 6/1arOTBOPUTENILHOCTI. SHAYEHIE

6/71arOTBOPUTEIBHBIX OPraHU3AINIL
B (DMHAHCHPOBAHNN JIeIEHNs TsDKe-
JIBIX OOJIBHBIX B MMpe, B TOM 4UCTIe
B Poccum, TpypiHO IepeoneHnTb.

- Jleiina CeiiMypoOBHa, B 3aK/II04e-
HUe Halell 6ecenbl NO3BOIbTE 3a-
maTh mocnegHuit Bonpoc. Kakosbl
MEePCIEKTUBBI 0TEYeCTBEHHOI Te-
muarpun B 60pbbe ¢ oppaHHBIMI
3a0oneBaHMAMU?

— MHe xo4eTcs ObITh ONTUMMICTOM.
51 Bepio, 4TO XOpoOMmNUX U KOOPBIX
nIofiein Oonblne, YeM IUIoxux. Ecnn
[0 KaKuM-mbo npudnHaMm y dene-
PaIbHOTO MM PETMOHATBHOTO OI0f-
JKeTa CETONHS HeT CPENCTB Ha OIl-
JIaTy JIEKApCTBEHHBIX IIPEIaparoB
I peTeit ¢ opdaHHBIMU 3abore-
BAHUAMY, MOXXET, HA IIOMOIIb Yall[e
OyAyT IPUXOAUTD OOIIeCTBEHHOCTD,
6/1arOTBOPUTEIbHbIE OPraHU3ALUN?
MenniuHcKasi HayKa pasBUBAeTCs,
MTOAB/IAITCS HOBbIE MHHOBALIVIOHHbIE
3¢ deKTUBHBIE TEKaPCTBA, TO3BOJIA-
OLIME JeTAM C PefKMMHU 3a60jeBa-
HUSMU BECTU TIOTHOLIEHHBIT 06pa3
>KU3HM. PaspabarbiBatoTCs U BHENPS-
I0TCsI HOBBIE TepaIleBTUYECKIIe IIOf-
XOBI K e4eHNI0 opdaHHbIX 3a60-
NeBaHMil. B HalleM Hay4HOM LIEeHTpe
paspaboTaHa yHUKaJIbHasA IIPOrpaM-
Ma BeJeHUsl MaJeHbKUX HalEHTOB
¢ penkyMu OO/Me3HAMH, TIpefIona-
raouias My/IbTUAUCIUIUINHAPHBII
nozxoft. [Ist peberka mopbuparTcs
COOTBETCTBYIOIIASI MEVMKAMEHTO3HAsI
Tepanysi, KOMIUIEKC QU3NYeCKoll aK-
TUBHOCTH, QU3NOTEPANEBTUIECKIX
HPOLIEAYP, C HUM U €T0 POAUTEISIMU
paboTaOT MMEfaroru M MCUXOMOTH.
MBI yBepeHbI, YTO MY/IbTUAVCIINI-
JIMHApHAasl TaKTMKA BefleHMs MaljieH-
TOB ¢ opdaHHBIMU 3a00/IEBAHVISIMIA,
paspaboranHas B HaydHoM 1eHTpe
3I0pOBbA JIeTel, JO/DKHA BHELPATD-
Csl B aHAJIOTMYHBIX IIEHTPaX B peru-
onax. Heobxonumo, 4T0661 60MbHBIE
[eTH Hallell CTPaHbI IMeTM PaBHBII
JOCTYII K OffTHAKOBO KaueCTBEHHOI!
COBPEMEHHOI MENUIIMHCKON IIOMO-
I[¥, OCHOBAHHO HA JIYYIINX IIOfXO-
Jlax K BeeHMIO [TAL[JIEHTOB C PeIKIMIU
6onesnamu!

- Cnacu6o0 3a coprep>kaTebHOe VH-
TEPBBIO.

JddekTBHad hapmarotepanua. 3/2015
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VIl HAYYHO-NMPAKTMYECKAA KOH®EPEHLU WA C MEXXKOYHAPOOHBIM YYACTUEM

«BopoHnuosckue umenus.
Canxm-Ilemepoype — 2015»

Hoceawaemen namamu npodeccopa Mzops Muxaiinoeuua Boponyosa
g

Bpemn paboTh!
KOHpepeHumn:
27 ¢ghespansa ¢ 9.00 do 18.00

28 ghespansa ¢ 9.00 do 18.00

MecTo npoeeaeHnn:

BusHec-yeHmp omens
«llapk WIHH lNMynkoeckasy,
CaHkm-lNemep6ype,
nn. lNobedsi, 1.

Cm. mempo «Mockoeckas»

BXOA CBOBOAHBLIN

PermcTpaumn
Y4YaCTHMKOB KOHhepeHunm:

27 u 28 ¢pbespans ¢ 8.30

B PAMKAX KOH®EPEHIIHHN
B pamkax koHgheparUUU NaHupyemcs cboyxdeHue akmyankHelx sonpocos cospeMeHHol neduampul, 8 makxe qposedeHus;
= [llkonkl noebiuaRUs Keanughukaluy epava-neduampa
« Uikons: no demckod NyNEMoHONOZUU (KAUHUYBCKUE peroMeHdaluy o duasHoCMUKE U NeYeHLio 3aboneaanud delxamensHod
cucmemsl, pedkue U HachedocmeeHHbie 3850M883HUA opaaHos deixaHus v demel)
= llikonk Mo annspeonoeul U UMMYHONOZUU
« lWikone: no demcwod kapduonozul U peaMamonoaul
= [llkonsl Mo HYMPULUONO2UU U 28CMPO3HMEPONDSLY
« UWkone: no demckol depmamonozul
« Wiansi no Heomaoxrod momowiy, Hoebie cmandapmsl OKE3aHUR HECMAOKHOD NoOMOWL Jemam
= lWikonsl no demcwod Hedbponoauy
» likons o demcium LUHGheKkUUOHHEIM Gofe3naM
= lllkonsl o Hesponoauu
» Macmep-wnacca no payuonansHol atmubakmepuaneyod mepanuy v demel
« Monodexnozo uHmennexm-knyGa dne cmydermos U MOnoOEx YHEHEIX

OPITAHH3ATOPbBI KOH®EPEHIINN

CaHvkm-lNemapbypackoe pealiodansHoe omdanaHue obljecmesHHol opzaduzalliy « Coros neduampaoa Pocouus, Komumem ne
adpascoxparerun MNpasumenecmaa Cankm-Tlemeptypeaa, KoMumeam o sdpasooxpaseruie MeduHepadcrkod obnacmiy,

FEOY B0 «Caxkm-Nemepbypackul 2ocydapemeernbil neduampuyeckuld MeduliuHokul yHusepcumems Munucmepcmea
adpaacoxpareHus P@, QFEOY BrAC « Bosrno-meduyuHckas axademus usm. C M. Kupogas MO P

OIHEPATHBHASA HMH®OPMAILINA O KOH®EPEHIIIN
__gagh Ha caiime: WWW. pediatriya-spb.ru 4
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3IpaBOOXpaHEHME CETONHA

Hepena rpyiHOTO BCKapM/IMBaHU A

Exceeo00Ho KpacHosapckum 20po0cKum ueHmpom epyoHo20 6CKAPMAUBAHUS cOBMecHO ¢ Munucmepcmeom
30pasooxparenus Kpacroapcxoeo kpas, HUM meounyurckux npobnem Cesepa CO PAMH u Kpacrospckum
20cy0apcmeeHHuIM MeOUUHCKUM YHUBepcumemom um. npogeccopa B.®. Botiro-Acerelyxoeo nposooumcs akuus
«Hedens epyorozo eckapmnueanus 6 Kpacnospcke». Llenv akyuu 3aKa04aemcs 6 NOBbldeHUU Meopemu4ecKux
3HAHUTL U NPAKMUHECKUX HABbIKO8 MEOUUUHCKUX PAOOMHUKO8 6 N000epicKe NPAKMUKU 2PYOH020 BCKAPMIUBAHU.

knua «Hepensa rpymHoro BcKapMIMBaHUA

B KpacHosipcke» mpouria ¢ 25 mo 31 oxTs6ps

2014 r. B mepBbIit JeHb aKIMM COCTOAIACH HAYIHO-
IpakTnyeckas KoHpepeHIMs Ha 6a3e 3-il MOMVKIVMHUKY
JI'b Ne 8, B xone koTopoit komnekTusy Kexxemckoit IIPb
KpacHosipckoro kpast 6bUIM BpydeHbI 61arofapcTBeHHOE
mMcbMO 1 cTaTyaTKa «KopmsaAmjas MagoHHa» 3a aKTUB-
HYIO pabOTY I10 BHEIPEHNIO B IIOPA3/IE/IEHIISIX OOIbHIIBI
IpUHINIIOB BceMupHOI opraHusanyy 34paBoOXpaHeHVIA
(BO3) u IOHUCE® «bonpHuna, fobpoxenarenbHas
K pebenky». Ha KoH}pepeHINM IPO3BYYann JOKIAMLL,
MIOZITOTOBJIEHHBIE Bpayamu I. KpacHosipcka u coTpynHu-
Kamy MHCTHTYTa mtanns PAMH (1. Mocksa), HoBokys-
HELIKOTO VHCTUTYTa MOBBILIEHN KBaIupuUKaumum Bpa-
4eli, KpacHosApckoro rocyapcTBeHHOTO MeIVILIMHCKOTO
yHuBepcurtera uM. mpodeccopa B.®. Boriro- SIcenenkoro,
KpacHospcKoro 1ieHTpa IpyIHOr0 BCKapM/IMBAHIAL.
B KpacHOspcKOM IieHTpe IPyIHOTO BCKapM/IMBAHIIA 27 OK-
TAOPSI COCTOSICS CUMIIO3VYM, ITOCBAIICHHBIN aKTYa/IbHBIM
npobrieMaM JieTeit IpyIHOTo Bo3pacTa. B xozie nieHapHoro
3acefaHms, KOH(EPEHINN 11 CUMIIO3UyMa 0c060€e BHIMA-
HIe OBUIO yZie/IeHO TAKTUKE BBENEHIS B MEHIO peOeHKa
IIPOZIYKTOB IIPUKOPMa. YYUTBIBAs POJIb IIPUKOpMa B Gop-
MUPOBAHNM NPEXKJIEe BCETO MUILEBAPUTEIBHON CUCTEMBI
pebeHKa, JOK/IATINKIU aKI[eHTUPOBAIY BHIMAaHUE ayiyi-
TOPMUM Ha COBPEMEHHBIX MOfIXO/AX K PelIeHNIo IpobreM
HeAMaTPUIeCcKOl AMETONOINN — AMETONIOTUN Pa3BUTHA.
Ha npumepe mmpoKoro acCOpTMMeHTa IPORYKTOB Ipu-
kopMa «PpyToHsHA» GBI OCBelleHbI BOIPOCH CBOEBpe-
MEeHHOT0 obecIiedeHNs ieTeli TPYFHOTo BO3pacTa Hanboee
HOJTHBIM HaOOPOM IMTATe/IbHBIX BELIeCTB. B accopTimente
metckoro mutanusa «PpyToHAHA» IpefcTaBIeHbl He TOMb-
KO MJeaNbHO MOAXOJAIINE [/ IepBOro IPMKOpMa -
HoaJUIepreHHble IPOLYKTHI «IIEPBOL IOKKIM» (MX HU3Kas
MMMYHOT€HHOCTb JJOKa3aHa pe3y/lbTaTaMy KIMHIYECKIX
VICCTIENOBaHMIA, IIPOBEJIEHHBIX B Hay4HOM LieHTpe 370po-
Bbs ieTeit PAMH B 2011 1 2013 rT.), HO TaK>Ke MOHO- ¥ ITO-
JIMKOMIIOHEHTHBIe OOOrallleHHbIe MPOYKThl IPUKOpPMa
C BoKasaHHOI 3P deKTUBHOCTDIO U Ge30macHOCThI0. COB-
peMeHHbIe TEXHOJIOTUY ITPOM3BOCTBA ITPOYKTOB JETCKO-
rO MUTAHVSI C Pas/IMYHON CTENeHbIO M3MeTIbUeH s 0bec-
[eYVBAIOT MaKCUMaJIbHYI0 OMOJOCTYIIHOCTD INIEBBIX
BEIIeCTB Y JieTeil IPYIHOTO BO3pacTa.

B mocnenytommue Hy OB IpOBeeH MacTep-Kaacc «Yc-
IellTHOe CTAHOBJIEHME Y TOfiflepKaHye ITPaKTUKU IPYL-
HOTO BCKapM/IMBAHMA», OPTaHM30BAHDI IPA3THNUKN LA
ceMeli ¢ IeTbMI TPYJHOTO BO3pacTa 1 npasgHuk «loTo-
BJMCH K TPYJHOMY BCKapM/IMBaHUIO».

B pamkax «Hepmenu rpygHoro BcKapMaMBaHUA» COCTO-

ANCA CeMMHAp C MeIUUIVHCKMMU IpefCTaBUTeNIAMU

110 BBIIOTHEHNIO «MeXyHapOZHOTO CBOZA MPaBUI

MapKeTMHTa 3aMeHUTesIell TPYJHOIO MOJIOKa», ObIIN

OpPraHM30BaHbI JIEKIMY 10 BOIIPOCAM MOTUBALUH, J1O-

CTYIHOCTHU U 6e3aIbTepPHATUBHOCTI TPYIHOTO BCKAPM-

JIMBAHUS, COCTOSIOCh OOCYXK/IeHVIe POIU MEIULIMHCKIX

pabOTHMKOB B CTAHOBJIEHUM VI MOAEP)KAHNUN IIPAKTHU-

KM TPY[IHOTO BCKapMuBaHuA. OTMeYeHO, 4YTO 3HAHMA

U HaBBbIKY, IOMyYeHHble MEIUIIMHCKMMIU PabOTHUKA-

MI 32 OJMHHAJUATUIETHNI Iepuof, CylieCTBOBAHUA

akuuy «Hepena rpygHoro sckapmauBanusA B KpacHo-

APCKe», TO3BONVMIN B T€YEHMEe MOCIEHUX IIECTU JIeT

MHULMMPOBATh KOPMJIeHNE fieTell IPyAblo Ooree yeM

y 70% >xenmyH I. KpacHospcka.

TopopcKoilt LIeHTp TPYAHOTO BCKapMIMBAHMS B O/IIDKali-

1meM OyAyILeM IUIAHNPYET PeLNTh CIeAyIOLIe 3aadi:

/ TIpUBJ/IeYeHNEe IPUBEP)KEHIeB TPYSHOTO BCKAPMIIN-
BaHNsA, PACIIMpPEHNe VX BIMAHUA HE TONBKO Ha yd-
PeXIeHNA POJOBCIIOMOXKEHNA 1 JIETCTBA, HO M Ha Y4-
peXIeHNsA, OKasblBaloIye MeJVIMHCKNE YCIyTu
OepeMeHHbIM 1 KOPMSIIINM SKeHII[IHAM;

v/ peanusanysA NonokeHuit VIHHOUeHTUIICKOM JleKnapa-
1y Ha Tepputopuy KpacHosspckoro Kpas;

v/ TOAJep)XKa BBIIOTHEHNUS IIONOXKEHUIT IT06aIbHOI
nanimatussl BO3/IOHVMCE® «BonpHuma, mobpo-
JKeJlaTelIbHasA K peOeHKy» B POIM/IbHBIX JOMaX U JeT-
CKUX TIOIMK/IMHMKAX TOPOZA U Kpas;

v/ TIOUCK TIyTeil TOBBILIEHNA peiiTUHra 3BaHusA «bomb-
HIIA, JoOpoXemarenbHas K peGeHKy» Ha MyHUILINU-
[Ia/IbHOM, PETMOHAIbHOM I (hefilepaIbHOM YPOBHSIX. 3
IToozomosun B.JI. ®ypues, douenm xagpedpo
NOAUKTUHUHECKOTE NeOUaAmPUU U NPONedesmuKy
demckux bonesteti ¢ kypcom ITIOP Kpacrospckoeo
20Cy0apcmeeHH020 MeOULUHCKO20 yHUBEpCUmema
um. npogpeccopa B.D. Botiro-Aceneyxoeo, enasHuiii
BHEUMAMHDLLL CHEYUATTUCI N0 0eMCKOMY NUMAHUIO

Munucmepcmea 30pasooxparnerus KpacHospckozo kpas

JddekTBHad hapmarotepanua. 3/2015



MHWHUCTEPCTBO 3APABOOXPAHEHUA PP
BCEMUPHASA PEAEPALLUA CEPALLA
POCCUUACKASA AKAAEMUSA HAYK
AEMAPTAMEHT 3APABOOXPAHEHUSA I. MOCKBbI
MWHUCTEPCTBO 3APABOOXPAHEHUS MOCKOBCKOWN OBAACTH
POCCUACKOE KAPAUOAOTUYECKOE OBLLECTBO
POHA COAENCTBUA PA3BUTUIO KAPAUOAOTUU «kKAPAUOTPOTPECCH

30 mapTa - 1 anpeas 2015 r., r. Mocksa

Yyactme okoao 3000 aAeAeratos 13 MOCKBbI, ARYTMX PEMMOHOB POCCKK, CTPAH BAMXKHETO
M AOABHEro 30pybeXbs

Hay4HOd MPOTrPAMMA BKAKOHAET MAEHAPHbIE 3ACEAQHMS, KPYTAbIE CTOAbI, AEKLMU, CUMIO3UYMBI,
po36op KAMHNHE CKUNX CAYHAEB M MACTEP-KAAQCCHI

BbICTYNMAEHMS BEAYLLIMX BKCrepTos Poccuum, EBponbl M CLLUA
KyAbTypHQAS MPOrPAMMA BKAIOHAET AOCTOMPUMEYATEABHOCTH, TEATPLI M MY3EM MOCKBbI

BbICTABOYHbIE CTEHABI U yHaCTHE BoAee 60 IAPMALLEBTUYECKMX KOMMOAHUM U MPOU3BOAUTEAEN
MEAMLIMHCKOTro 060pyAOBAHMS

CotpyaHm4ecTBO C EBponemckmm obLLLECTBOM KAPAMOAOTOB U BcemupHom doeaepaLmen
cepaALld
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! Hayunoui uenmp
300posvs Oemeti PAMH

? [epswiii Mockosckuii
20CY0apCmeeHHblil
MeOUUUHCKULL
YyHUeepcumem

um. YI.M. Ceuerosa

3 Poccuiickuii
HAUUOHATILHDLTL
uccnedo8amenveKuil
MEOUUUHCKUTL
yHUsepcumem

um. HJ. Ilupozosa

a HoMepa: OpGaHHble 3a00M1eBaHuA

100 et 60j1€3HU
Humanna - Iluka:

YTO HOBOTO?

JI.M. Kysenxosa"?, JI.C. HamasoBa-bapanosa"*?, B.M. Crynenukun">,
A K. l'eBopksan', H.J]. Bamakmanze"?, A.M. Mamenbsapos',

T.B. ITogkneTHoBa'

Anpec s nepericku: Bragmvunp Mutpodanosna Cryaennkus, studenikin@nczd.ru

B cmamve paccmampusaiomcs smuonozus, namozeres, KAaccupukauus,
2eHemuveckue u KnuHuveckue ocobennocmu 6onesnu Humanna - Iuxa
munos A, Bu C, a makxe cospemenHble 100X00bl K UX OUAZHOCINUKE

u neweruto. Ocoboe sHumarue yoeneHo npenapamy muenycmam (3asecka®)
6 mepanuu 6one3nu Humanna - ITuxa muna C y demeii.

Kniouesvte cnosa: 6onesnv Humanna — Iuxa, nusocomanvHoie 60]163Hu,
60/1e3HU HAKONIEHUS ﬂunubos, C(fiquomuenuHasa, muenycmam, 3asecka
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peau MM30CcoMaabHBIX (M-
‘ 30COMHBIX) 60/e3Hell 0co-

60ro BHMMaHMs 3aCITyXIU-
BaeT 6one3np Humanna - Ilmka
(BHII), oTHOCAmasACA K HOATPYIIIE
chunronunupo3os. [Ipu counronn-
MI03aX JIUIINAABI aKKYMYITUPYIOTCS
B Pa3IMYHBIX OpPraHaX: FOIOBHOM
¥ KOCTHOM MO3Te, TIe9eHN, Ce/Ie3eH-
Ke, JIETKMX, BBI3BIBAsI VX HOBPEXJie-
Hue [1].
BHII - sTo rpymnma HacneCTBEHHO
IeTepMMHUPOBAHHBIX (TeHeTUIec-
KIX) MeTabONMMYecKnx 3a001eBaHmIT,
IIPY KOTOPBIX CHUHTOMMENH U PY-

rue $hochomuImAbl HaKAIIMBAIOTCS
B IM30coMax [2].

JKCKYPC B UCTOPUIO

BriepBble cOCTOsIHNE, COOTBETCTBY-
romee bHIT tuna A, onmcan A. Hu-
manH (A. Nimann) B 1914 1., a B
1920-1930-x rr. JI. Iluk (L. Pick)
oIy6/IMKOBasI ZaHHBIE O IIATO/IOTO-
AHATOMUYECKNX U3MEHEHUAX Pas-
nn4HbIX opraHoB mpy BHII [3, 4].

B 1946 r. W.S. Alexander coo06-
mun o cnydae BHII ¢ xanpum-
dbukanmeit HagmOYeYHUKOB [5].
B 1954 r. R.D. Terry u coaBr. onca-

nmu BHII tuna E (B3pocnblit nunu-
1o3, HanomuHaromumit BHIT) [6].

B 1961 r. A.C. Crocker mpemmoxmn
nonpasfenatb bHII na yeTsIpe Tnma:
A,B,CuD.

B 1966 1. R.O. Brady u coaBrt. o6Ha-
PyXmmm B TKaHAX nanyentos ¢ BHII
Tina A I1y60KyI0 HelOCTATOYHOCTD
chuHromMmenHassl. Brocnencrun
QHAJIOTVYHbIE JAaHHBIE ObIIV HOIy4e-
Hbl ipy BHIT Tumna B, 4ro nossommio
paccmarpusatb BHII tinos C un D kak
OT/ie/IbHbIe HO30JI0TMYeCKe HOPMBI
[7]. C rex nop BHII tuna C cunraercs
60/1e3HDI0 HAaKOIIEHNsI He CUHTO-
MIE/IHA, a XO/ecTepyHa (HapyleHe
TPAHCIIOPTA K/IETOYHBIX JINIINJOB) [8].
ITosguee E.L. Schneider u coasr.
(1978) coobmmmmu o BHII tuma F
(me6T B HeTCKOM BO3pacTe, OTCYT-
CTBJ€ HeBPOJIOTMYECKIX HAPYILEeHN,
CHJDKEHHasl aKTMBHOCTbD ¥ TepPMOJIa-
6mnpHOCTD ChrHrOMMennHa3sbl) [9].
B Hacrosmee Bpemsa BHII tunos D,
E u F He paccmaTpuBaercs.

PacnpoctpaHeHHOCTb

BHII orHOCKHTCS K pefkuM 3abo-
neBaHUAM. PacrnpocTpaHeHHOCTD

JddekTBHad hapmarotepanua. 3/2015



BHII tunmos A um B (cymmapho)
B o0miell NONMYIALUM COCTaBIsAET
IIpMMEPHO OfIMH ciay4ait Ha 250 TbIc.
HaceneHus. Vicknodenne — espeu-
amkeHasy (BbIxopubl n3 Boctou-
Holt EBporsr), cpepy koTopeix BHIT
Tuma A BCTpedaeTcA yalie: ONUH
ciy4ait Ha 40 TbIC. (110 FPYTUM HaH-
HBIM — ORMH cnyd4ait Ha 100 TbIC.)
[1,2, 10, 11].

Pacnpoctpanennocts BHII tuma C -
ofuH ciny4vait Ha 120-150 Thic. Hace-
JIEHMs, TO €CThb BCTpevaeTcs yalle,
yem BHII Tunos A u B [1, 2, 10, 11].

Tunbi BHM v reHeTHYeCKNE
MyTaLun NpY KaXKAOM TUne

B Hacrosliee BpeMs NPUHATO BbI-
nenatsb Tpu Tuna bHIT - A, B u C.
Tunbl A u B acconumpoBaHsl ¢ My-
TAIVSIMI TeHa KIUCTION IM30COMaIb-
Hoil couHrommennuassl (SMPD1),
atun C - ¢ mytanusamy reHos NPC1
u NPC2, kogupyromux 6e/oK Kite-
TOYHOI MeMOpPaHBI MM PACTBOPHU-
MBIII 6e/I0K-IIepPeHOCYNK TM30COM,
OTBETCTBEHHBIE 32 TPAHCIIOPT XO-
JecTepuHa U JIUIUIOB B KIETKaX
(1, 11].

Takum obpasom, mpu BHIT tima C ot-
CYTCTByeT IepBUYHBIN JedeKT Ka-
Tabonusupyounux ¢epMeHTOB.
IaHHbIT TUI 3a00/I€BAaHKA B CBOIO
odepenb MOAPA3AeNAETCS HA IOJ-
bl C1 (95% cinyqaes) u C2 (5%)
(1,2, 10, 11].

Panee (xnaccudmkanms BHII
1961 r.) paccmarpuBaics u tumn D.
OpHako B XOfie YITyO/IeHHBIX TeHe-
TUYECKUX MCCIeAOBAHNI BBIACHN-
nocp, yto BHII Tnma D BuI3biBaeTcA
TeM ke TeHoM, 4To u BHII tuma C
(NPC1).

s Bcex Tunos BHII xapakrepen
ayTOCOMHO-PeI[eCCUBHBII THUIT Ha-
CTIe[OBAHMA, TO €CThb [ Pa3BUTHA
3aboneBaHms TpebyeTcs, 4TOOBI 06e
amreny crenyduueckoro reHa 6uuIn
nospexensl. OO6BIYHO pOAUTEIN
TAKVX IAL[MEHTOB SIB/ISIOTCS HOCHU-
TensAMu 6oje3Hnu (y HUX OOHapyxu-
BAIOTCS [IATONIOTMYECKIE MI3BMEHEeH IS
TOJIBKO OJHOII aJIEJIN, TPV 9TOM BBI-
paboTka K10l ChUHrOMUeTMHASBI
He Hapymraetcs) [10].

ITpn BHII tuma A (xmaccuyeckui
MHGAHTU/IBHBIN TUI) HELOCTATOY-
HOCTb KIC/ION COUHTOMUENTNHA3DI
006yC/I0B/IEHa MVUCCEHCHO MyTallu-
en [1].

Meanatpus. N2 1

Tema Homepa: opdaHHble 330011683

B 2013 r. H. Galehdari n coasr. 06-
Hapy>XWIN HOBYIO OZHOHYK/ICOTH-
Hyio fenenuioo B reHe SMPDI, BbI-
sBaBmyio BHII tuma A y pebGenka
n3 Vpana [12].

B 2012 r. R. Hua n coasT. onmuca-
nn fBe HoBble MyTauum SMPDI1
(V36A BcnencrtBue c. 107T>C B 3k-
3oHe 1, N522S BcrmenctBue c. 1565
A>G B 3K30He 6) y IBYX TIAIMIeHTOB
n3 Kuraa ¢ BHII tuna B [13]. Orta
He(aTa/IbHASA MUCCEHCHAs MyTallyis
npuBOguUT K 20%-HOMY CHIUDKEHUIO
NMM30COMAaNbHON KUCION CHUHTO-
MUENMHA3bl (B yCIOBMAX in vitro)
U CONIPOBOXKJAETCA TelaTOCIIeHO-
Meranueir 6e3 HeBPOTOTMYECKUX
nposiBieHui [13].

R. Osaki u coasr. B 2013 r. mpepicTa-
BIUIU JaHHbIE O TONMMOpdu3Me reHa,
IIOf0OHOTO reHy, 00yCIoBIMBaIOLIe-
my BHII tumna C1, B An0HCKOII ITOMTy-
nauym [14].

B 6ase ganupix OMIM (Online Men-
delian Inheritance in Man — MeHpe-
JIEBCKOE Hac/IefloBaHe y YeloBeKa)
BHII tuma A cooTBeTcTByeT #257200
(remeTmyeckuit mokyc 11pl5.4),
timna B - #607616 (mokyc 11p15.4),
tuma Cl - #257220 (nokyc 18q11.2),
tuma C2 - *601015 (moxyc 14q24.3).

JTuonaroreHes

Kucnaa cdmurommenuuasa - nu-
30COMAJIbHBII (epMEeHT, KOAUpY-
€MBbIil Te€HOM, JIOKa/lM30BaAHHBIM
Ha xpomocoMe 11. Jeduiut kucmnoit
cuHrOMMeIMHASBI COIIPOBOXK/AET-
Cs1 HaKOIUIeHUeM COUHTOMMeINHA
(mepamMupHBII Gocdonummn) u gpy-
I'MX JIAINLOB B MOHOLIMTAPHO-MaK-
podaranpHoIt cucteme [1].
Ot/10)XeHMe U HaKOIUIeHUe CuHro-
MMENVHA B LIEHTPAJIbHOV HEPBHO
CIICTeMe BBI3bIBAET JIeTeHePATVBHBIN
npouecc npu BHII tuna A. Akkymy-
nsnus chuarommenuua npu BHII
TUIA B NpUBOANT K IATOJIOTUM BUC-
LlepaIbHBIX OPTAaHOB, BK/II0Yasd JIeT-
kue [1, 2].

OCHOBHBIMU OMOXMMUYECKUMMU
nedexramy npu BHII tuma C sB-
NAIOTCA HapylleHMe TPaHCIOpTa
XOJIeCTEpUHA U €r0 HeflOCTaTOYHAsA
acTepuuKaLMs, YTO CIOCOOCTBYET
HaKOIUIEHVIO C(MHTOMMENIHA U XO-
7ecTepyHa B IM30COMaX, a TaKXe
BTOPMYHOE IapIiiaIbHOe CHIDKEHVE
aKTMBHOCTU KUCTION cpuHroMuenn-
Hassl [1, 2, 10, 11]. ITo MHeHMIO psifia

UCCIeoBaTesiel, BaKHbIM IaTore-
HeTM4yecKuM MexaHusmMoM npy BHIIT
tuna C gBIsSeTCS OKUCIUTENbHBIN
ctpecc [15].

06wwue npoaBneHus

IIpn BHII cTpaparoT Te opraHbl,

B KOTOPBIX Hanbojee MHTEHCUBHO

aKKyMynupyeTcst chuHromMmmeny [1,

2, 10, 11]. IIpn mopa>keHMn pasHBIX

CHCTEM OpTaH3Ma MMEIT MECTO OII-

peleNieHHble U3MEHEeHS:

/ HepBHas CUCTeMa: aTaKCUsd, NHU-
3aprpus, gucdarus, FUCHYHKIV
6asajbHBIX TaHIIMEB (AaHOMAIUM
MO3BI, TIOMIOXKEHUsT KOHEYHOCTEI,
TY/IOBMINA, JIALEBO MUMMKM),
[OpaXXeHNe KOPbl  TOMOBHOTO
Mosra (Cymoporu, KOTHUTUBHBIE
EUCPYHKLIUY, [IeMeHIN:A), Iopa-
JKEHIe CTBOJIa TOJIOBHOTO MO3ra
(HagbsAmepHDbIT mapanmuy  B3O-
pa), myMccoMHuu (MHBepCHs CHa,
COH/IMBOCTD, Oecconnuna). le-
JacTUYeCKast KaTarieKcus (He-
OXUIaHHAS CMabOCTh MM Tajie-
HIe, IPOBOLMPYeMble CUIbHBIMU
SMOLMAMY, OCOOEHHO CMEXOM)
BCTPEYAETCsI PETKO;

v/ INIeBapuTeIbHasA CUCTEMA: CHU-
JKeHMe aIlIIeTUTA, B3AYTHE KUBO-
Ta, abJOMMHaAbHbIe 0OO/IM, remna-
TOMeETrajIus;

v/ KPOBETBOPHAsI CUCTEMA: CIIJIEHO-
Merausi, TPOMOOIUTOTIEHNIS;

/ KOCTHasl CUCTeMa: MCTOHYEHME
KOCTHOJ IUIaCTMHKY, fedopma-
s 6empeHHON KocTu (IO TUILY
coxa vara), GpopMupOBaHMe KPYI-
HBIX TIO/IOCTENl B KOCTHOM MO3Te
T

/ [IbIXaTe/lbHas CUCTEMA: dYacTble
OCTpble pecrnmpaTopHble 3abore-
Bauus# [1, 2, 10, 11].

Oco6eHHocTu nposineHui bHI
pa3NUyYHbIX TUNOB

BHII tuma A (naHdaHTUIbHAS UK
Kmaccudeckasi ¢popma) mporexaer
Haubosee TsXeno. VIMeHHO pnA
9TOTO THIa 3ab0JeBaHMsA Xapak-
TepHO Iporpeccupymoliee mopa-
>KeHJe HepBHOI cucTeMbl. [lepBbie
npusHakyu 6one3Hu (06BIYHO re-
IIaTO- M CIIIEHOMeTasns) HpOosAB-
JAKTCA Ha NEePBOM IOy >KU3HU
(4amre B HIECTMMECSYHOM BO3pac-
Te). B mepnope HOBOPOXIEHHOCTH
OHU HeodYeBUAHBI. MoxeT oTMe-
4aThCs JIMLIb 3aTAXKHO XapaKTep
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¢dusmonornyeckoil (KOHbIOramu-
oHHoOII) >xentyxu. [Tomumo renaro-
CIIJIEHOMETA/NIUM Y JleTeil BBbIAB-
JsIeTCs YMepeHHOe yBeludeHle
nuMdaTUIecKnx y3noB. B mcuxo-
MOTOPHOM pas3BUTHUM IAI[VIEHTOB
CHayajla OTMedYaeTcsA 3aflepikKa,
3aTeM ABHBII perpecc. IIpu atom
Bce 6omee OYEBMAHBIMU CTaHO-
BATCA [BUTATe/IbHbIE HApYLICHN,
HOXORAIINe KO CHACTUYECKOTO Ia-
panuya, ¥ OTCTaBaHuUe B ICUXUYeC-
KOM pas3BUTHU, IPENATCTBYIOIee
aJleKBaTHOM KOMMYHMKAaIMU C OK-
pyxatomum mupowm [1, 2, 10, 11].
K.N. Vykuntaraju u coasrt. (2012)
omucany BHII tuna A c nposBnenn-
SIMM B BUJI€ OJIHOCTOPOHHETO TPEMO-
pa [16].

BHII tuma A cTpeMuUTeNbHO IpO-
rpeccupyet, ¥ HalleHThl YMUPAIOT,
MHOTTIA He JOCTUTHYB paHHEro JIeT-
ckoro Bospacta (mo 85% 60mbHBIX
He IOKMBAIOT 10 18 Mecs1eB).
CunTaercs, 4TO IPU3HAKM TOpaxKe-
Hu nerkux npyu BHIT Tuna A 6onee
TUNOMYHBL [ NalLVeHTOB, MO-
CTUTIIVX 3penoro Bospacra. Tem
He MeHee PEeHTTeHO/IOTMYeCcKye Ipu-
3HAKU 3a00/1€BaHUS B BUJIE CETYATOI
IIepeCcTPOVKM JIETOYHOTO PUCYHKA
U/WNM OYaroBble TEHV HU3KOW UH-
TEHCUBHOCTY MOTYT OOHAPY>KMBaTh-
cs B TPYAHOM U paHHEM JIeTCKOM
Bospacre [1, 2, 10, 11].

BHII tuna B (BucuepanapHas mian
XpoHMndecKkas popMa) XapaKTepusy-
eTcst 6oree yMepeHHBIMMI TIPOsIBIIE-
HUSAMMK 1 1e6I0TOM B 60rtee cTapiiemMm
BO3pacTe VN 110 TOCTVDKEHUM CO-
BeplIeHHONeTuA. Tun B He cunra-
eTCsl HeJIPOHOMATIYeCKOI POopMOIl
3aboneBaHuss. OCHOBHBIE CHMII-
TOMBI — TeNaTOoCIHIeHOMeTranus,
3ajiep)kka GU3UIECKOro U MCUXO-
MOTOPHOT'O Pa3BIUTHA, @ TAKXKe Hapy-
IIeHNs JIETOYHOI PYHKIUM (JacTbie
pecnimparopHsle 3aboneBanus). le-
IaToMeranus MOXKeT TpaHcpopmu-
poBaTbcA B NUPPO3 MEYEHM, HE VIC-
K/II0YeHa BEPOSATHOCTb Pa3BUTUSA
MIOPTA/IbHON I'MIIePTEH3UM U aCLIUTa.
B pape cny4aeB BTOpUMYHBIA TUIIED-
CIUIeHM3M TpebyeT IIpOoBeleHM s Jac-
TUYIHON VIV TIOTHOM CIVIEHSKTOMUM.
Heo6x0guMO0 IOMHUTD, YTO CIIICH-
9KTOMMsI CIIOCOOHA MHAYI[MPOBAThH
IporpeccupoBaHue JerOYHON Ia-
TOJIOTYY, @ 3HAYUT, YCYTYOIATD TA-
KecTb 6onesun [1, 2, 10, 11].

a HoMepa: OpGaHHble 3a00M1eBaHuA

CHmxeHue jeroyHoit puddysuu,
00YC/IOBIEHHOE Y pAfa MAIVIeHTOB
a7bBeONAPHOI MHUIbTpaLMel],
CTAHOBUTCS OYEBUJJHBIM B CTaplIeM
LEeTCKOM BO3pacTe WIM IO JJOCTU-
JKEHUU COBEPIIEHHONETUA. Y HEKO-
TOPBIX MaLMEeHTOB K 15-20 rogam
BO3HMKAIOT Cepbe3Hble Npobie-
MBI C JibIXaHUeM (HU3KNUII ypo-
BeHb PO,, AucmHO? mpy Harpyske,
OpOHXOIHeBMOHUM, POpPMUPOBa-
Hue nerounoro ceppua). [Ipu BHII
Tuna B HeBponormueckue npossie-
HIS1 CPaBHUTEIBHO PEfIKIL, XOTS Y He-
KOTOPBIX IAIMEeHTOB BCTPEYAIOTCS
TaKue maroaorndeckue GpeHoOMeHbI,
KaK MaKy/Ia ¢ BUJJOM «KpacHOJ BUII-
HEBOJT KOCTOYKI», Tepudeprdeckas
Heiipomarus [1, 2, 10, 11].

H. Pavlu-Pereira u coasrt. (2005)
IIPEAIONOXKIIIY, YTO MEXJY Heilpo-
BUICLiepa/IbHOM (TUII A) U 9MCTO BYIC-
nepanpHoi (tun B) dopmamu BHIT
CymiecTByeT (PeHOTUIIMIECKUIT KOH-
TUHYYM, & IPOMEXYTOYHBII THII 60-
JIe3HM covyeTaeT B cebe KIMHUYECKIe
npossinenusa bHII tunos A u B [17].
BHII tuma C moxxeT me6oTuUpO-
BaTh B /M060M BO3pacTe: M3BeC-
THBl C/ly4ayl IOABJICHMA CUMI-
TOMOB 3a00JIeBaHMA B T'PYLHOM
BO3pacTe, B pa3jIMyHbIE MEPUOJIbI
IDEeTCTBA, a TAaK)Xe M0 HOCTVOKEHUN
copepmeHHoneTus (0-55 ner).
Tem He MeHee nebIOT 3a00/IeBaHMSI
00BIYHO HAbII0/IaeTCsI B CPeHEM
(3-8 net) u mosguem (10-15 ner)
meTckoM Bospacte. Kimaccnueckn-
MU HEBPOJIOTMYECKUMMI IIPOsIBIIE-
Hussmu BHIT tuma C cumrawTcs
BEpPTUKANbHBIN HaJbsAlePHBIN
napanud B3opa, gucharus, fu-
3aprpus un arakcusa. Kpome roro,
OTMedYaeTCs Mporpeccrupylomas
KOTHUTUBHAA JUCPYHKIMA, OpU-
BOZAIIAsA K Pa3BUTHIO JeMEHLVI.
AKKyMynALusA TMINLOB B IIeYeHN
U celle3eHKe IPUBOAUT K pPasBU-
TUIO TE€MATOCIIEHOMeTaNn, 6oee
BBIPa)KEHHOII B paHHEM JIeTCKOM
Bo3pacTe. Y HOBOPOXXJEHHBIX
MO>KeT OTMe4aTbcs xonecras. Kmn-
HMYecKe NPOSBIEHUs IOJTUIIOB
C1 n C2 mpaKTH4ecK) He pas3nnya-
orc (1, 2, 10, 11].

Kak mpaBmuio, Ha HNpOTAKEHUU
nepBbIX €T XM3HU getu ¢ BHII
tuna C pa3BUBAIOTCA HOPMA/IbHO,
HO B Ja/IbHeJIIeM y HUX IOABIA-
I0TCS HNPU3HAKU IPOTpeccupy-

I0IeT0 HEeVPOJEereHepaTUBHOTO
npouecca [1].

M. Stampfer u coasrt. (2013) cuura-
10T KOTHUTYUBHBII JeULUT U KOOp-
[VHATOPHbIE HAPYLIEHUSI PAHHUMM
nupnkaropamu BHII tuma C [18].
M.C. Patterson u coast. (2013), oc-
HOBBIBAsICh Ha JaHHBIX MEX[yHa-
POIHBIX PETVCTPOB NALMEHTOB, Aa/I1
nogpobuyio xapakrepuctuky BHIT
tuma C [19].

IlnarHocTuka

CeropHs CyI[eCTBYeT MHOXECTBO
7abOPATOPHBIX TECTOB, [IO3BOJISIO-
mux BbIABUTH BHII B pasnmunbIx
KIVMHWYeCKUX cuTyanusax [1, 2, 10].
Tak, paspaboTaH MeTOJ aHTEHATAIb-
HOTO OTIpefe/IeHNs aKTUBHOCTH KIC-
7071 CPUHrOMUENNHA3EL B KY/IbTYpe
aMHMOLIMTOB, a TaKXKe B BOPCUHKAX
xopuona. Eme ofuH ZOCTYIHBII
MeTOJ AMArHoCcTukKM 3aboneBa-
HUA — MONEKYIApHbI anamms JTHK
B ¢eTanbHbIX KiaeTKax. [Tpn BHII
tuna C (C1 u C2) onpepensor My-
TaHTHbIE [€HbI B IIYIIOBMHHOI KPOBU
II0fa.

K pgmarHocTMYecKMM IpU3HAKAM
BHII Ttumna A, moMuMo CHU>KeHUS
AKTUBHOCTU COUHTOMMETNHA3DI
B JIEMIKOLMTAX KPOBU U KYIbType
¢nbpo6IACTOB KOXM, OTHOCITCS
HOBBbIIIEHNE AKTUBHOCTU IMede-
HOYHBIX (EPMEHTOB U TUIEPIN-
nupeMus, a TakXKe Hajau4ue Kie-
ToK Humanna — ITuka (meHuCTHIX
KJIETOK) B JIeMIKOLUTAaX mepudepn-
YeCKOil KpoBM U 6mMomTaTax Koc-
THOro Mosra. IIpu BBIIOTHeHNU
9/IEKTPOHHOJ MUKPOCKONINM B LjU-
ronasme KneTok Humanna - IInka
00HapyXMBAOT HOTUMOPQHbBIE
MeMOpaHO3HBIe CTPYKTYpbl (co-
CTOAIME U3 TPAaHYIAPHBIX TeJlel).
ITo pesynbpraTraM aHamnu3a KpOBU
OTMeYaeTCs aHeMUs YMepeHHOI
BBIPa)XXEHHOCTU U TPOMOOLUTO-
IEeHNA, MAarHUTHO-PE3OHAHCHO
tomorpadun (MPT) - cHmxeHne
ob1eit Macchl Mo3ra, arpodus Oe-
JIOTO BelecTBa GOIBIINX IOMYIIA-
pUii, yMepeHHas BEHTPUKYIOMera-
YA, IPU3HAKM JeMUeTNHN3ALUN
B 3aTBUIOYHBIX JO/ISIX. B OT/ie/IbHBIX
C/IydasiX y MalMeHTOB MIPY BBIIOJ-
HEHUM 3neKTpomuorpadum pe-
TUCTPUPYIOT CHIDKEHUE CKOPOCTH
IIpOBefieHN A MMITY/Ibca o nepude-
pudeckum Hepsawm [1, 2, 10, 11].
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[Tpu BHII tuma B Habmomatorcst na-
60paTOPHO-UHCTPYMEHTA/IbHbIE U3-
MEHEHVs, aHAJIOTMYHbIE ONMCAHHBIM
BblIlle, a PEHTTEHOIOTMYECKOoe JC-
CJIefloBaHIe OPraHOB IPYAHOIN KIIET-
KI TO3BOJISET BBIABUTD B JIETKUX
MHO>KeCTBEHHbIe 04ary NHPUIbTpa-
mun. OKoHYaTenbHbIN fuarHo3 bHIT
tuna B cTaBsAT mocme oOHapyKeHMs
B KOCTHOM Mo3re crenndnyecknx
knmetok Humanna - Iluka. ITocnen-
HMe Tak)Xe XapakTepHbl ana bHII
tuma C [1, 2, 10, 11].
TpaguumoHHbIe METOAbl [uar-
vHoctuku BHII tuma C Bkaroya-
0T TUCTOIATOMOTUYECKUI aHaNTNU3
acmypara KOCTHOTO MO3Ta, McCrie-
JNOBaHMe OMOITaTa TIeYeHU U KOXKIA,
(b1yopecieHTHYIO U 9TeKTPOHHYIO
MMKPOCKOINIO, a TaKXe MCCe-
noBaHue screpuuKanum Xomec-
TepuHa. B mocnenHee Bpems Bce
Jarie /151 CKPYHMHTA MCIIO/Ib3YeTCs
TECT Ha OIpefie/ieHIie OKCICTePOIa
B IU1a3Me KpoBMU. JJaHHBIN MeTabo-
JIUT SBJIAETCS NMPORLYKTOM OKUC-
JIeHMsI XOJlecTepyHa 1 crenupuy-
HbiM Mapkepom BHII tumna C. Kaxk
ykassBalor K. McKay Bounford
u P. Gissen (2014), HOBble METOMBI
OMATrHOCTUKM C MCIIONb30BAHUEM
Macc-CIeKTPOCKONNM [/l OIpefie-
JIEHUS IPOYKTOB MeTabomm3Ma Xo-
jlecTepyuHa B OmipKariiieM 6yayiieMm
CTaHyT PyTVHHBIMU TeCTaMU IpU
BHII tuma C [20].

IIpn BHII tuna C pgmarHos mop-
TBEPXKAETCs B C/Iy4ae BBIABICHIS
XapaKTepHON MyTalUM WIN CIIe-
U(UYECKOr0 OKpallMBaHMUA KYIIb-
Typbl pubpobractos. B 6monrarax
PasIMYHBIX JIOKYCOB (IeYeHb, cere-
3€HKa, KOCTHBII MO3T, TOYKM, JINM-
daTyeckne y3ibl, 1erkue, IIafKasd
MYCKy/JIaTypa, MMHJA/IMHbBI) OOHa-
PY>KMBAIOTCA TMEHUCTbIEe KIETKMU
¢ munupgabiMu INK-monoxurennb-
HBIMIJ BK/TIOYEHVSIMI. DIeKTPOHHAS
MUKPOCKOIMSI TI03BOJISIET BBISIBUTH
B HellpOHaX KOHI[eHTpUYeCKue
IUTACTYHYAThIe Tejla, JaHHbIe BU3Yya-
musanuu (MPT romosaoro mosra) —
CUMMETPUYHYI0 aTPOUI0 KOPHI,
MO3>K€4Ka, TUITOIIa3MI0 MO3OJIC-
toro tena [1, 2, 10, 11].

B xavyecTBe IMAarHOCTUYECKUX OMO-
mapkepos BHII tuma C1 C.V. Cluzeau
1 coaBT. (2012) mpeyIoKnIn NCIIONb-
30BaTh HA/INUME IBYX OETKOBBIX CY0-
craHuuit (rajieKTuH-3 U KaTerncuH),
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KOTOPBIE OMIPEESIOTCS B CBIBOPOTKE
Kposu [21].

B.II. 3b1k0B (2007) cpenyu usMeHe-
HIIIT, OTMEYEHHBIX B XOfi€ TIEKTPOIH-
1jedpasTorpaMMBbl U XapaKTePHbIX IS
BHII tnnos A n C, HasBas 3a/iep>KKy
¢dbopMupoBaHNA 61109TEKTPUIECKOI
aKTMBHOCTY MO3T4, JOMIHMPOBaHIe
MeJIJIEHHOBOTHOBOI aKTUBHOCTH Jie-
JbTa- U TeTa-[gualasoHa 4acTOTOI
1,5-3 Iy u 4-6 Iy ammmmrypoit 120-
200 MKB, pemyxnuio aanoa—pMTMa,
PErucTpannio OCTPhIX BOMH, MUKOB
M JIOKaJIbHBIX M1V T€Hepann30BaH-
HBIX SMMIENTUIECKUX KOMIIIEKCOB,
IIUK-BOJIHY yacToToit 1,5-3 Iy [2].
M.C. Patterson u coasrt. (2012) or-
METIMIN, YTO TIOKa3aTeny PyTUHHBIX
MabopaTOPHBIX TECTOB, BKIYAs
CTaHJapTHBIN MeTaboaMuecKuii
CKPUHUHT, OMOXMMUYECKUIT aHA/IN3
KPOBU U MCC/IEIOBaHe HECBA3aHHO-
ro 6uanpy6ouHa, y marenTos ¢ BHIT
tuna C 06bIYHO He OTKIOHSIOTCH
OT HOpMBIL. B TO ke Bpemsi y Takux
OO/NIbHBIX OTMEYAEeTCHA CHIUKEHUE
B IIJIa3Me XOJIeCTepMHA HU3KOI
U BBICOKOII IUIOTHOCTY U TOBbILIE-
HUe YPOBHs TPUITUIEPUOB. AB-
TOPBI IPEAIOIOXIIIN, YTO YPOBEHD
XOJIeCTEPUHA BBICOKOI MIIOTHOCTU
006paTHO KOPPENUPYeT C TAXKECTDIO
Omoxmmmdeckoro gpexHoruma [22].
IIrpokoe pacIpoCTpaHe e MOy In-
JTa IUaTHOCTIMYECKAs! IIKa/Ia BEPOSIT-
Hocty BHIT tuma C (1ukasa Bubypra).
Vnpexc menee 40 6a/I0B IpepIionara-
eT MaJIyio BepOsITHOCTb 3a00/IeBaHMS,
ot 40 10 69 6a/7I0B — BEpOSITHOCTD 3a-
6oreBanms, a Bbiie 70 6a/IIoB — BBICO-
KYIO BepOSITHOCTH [8, 23].

Mporuo3 npu bHN

K coxanenno, mporuos npu BHII
tuna A HebGmaronpusTHbin. Jle-
TaJIbHBIJ MCXOJ] HacTylaeT B BO3-
pacTe Tpex-ueTbIpeX JIeT, HepeKo —
Ha IIepBOM TOfy KU3HMU [24].

BHII tnma B xapaxrepusyercst 6oree
671arompUATHBIM HPOTHO30M, I103-
OHUMMU CpoKaMu MaHKdecTanuu
U XPOHUYECK)M TeYeHMeM B OTCYT-
CTBJE€ HEBPOJIOTMYECKOI CUMIITOMA-
TUKJ, MEHDIIEN CTENEHbIO IeaTo-
cruteHomeranuu [24].

ITpn BHII tuma C 6e3 cueuundu-
YeCKOil Tepamuy IPOTrHO3 Hebrma-
TONPUATHBIN: NMALMEeHTHl YMUPAIOT
IpeXJeBpeMeHHO, dYalle MeXHAy
10 u 25 rogamu [24].

Neyenne

Crnenuduveckas rtepanus BHII
Tima A moxa He paspaboTaHa, Ipo-
BOJIMTCS TO/IBKO CUMIITOMAaTHY€eCKas
(1, 2, 10, 11]. TpancrmanTanus Koc-
THOTO MO3Ta, KaK 1 OPTOTONMYeCcKast
TPAHCIUIAHTAL[US TI€YeH, IPU ITOM
ture HeapdexTnBHa [25].

IIpu BHII tnna By coBepiiennoner-
HUX IAIVIEHTOB BpauyeOHas TaKTUKa
HaIpaBJiecHa Ha CHIDKEHUE YPOBHA
XOJIeCTepUHA O HOPMaJIbHBIX 3Ha-
yeHUI (IPUMEHSAIOTCA CTaTUHBI).
B psime cyuaes nanueHTaM Tpedyer-
Cs1 TPAHCIUIAHTALS KOCTHOTO MO3Ta
(1,2, 10, 11].

ITonpITKM TpaHCIIAHTALMM aMHU-
OLIMTOB C TePAINeBTIYECKON Le/NbI0
OKasach besycremHbMu. Vmeror-
Cs1 €IUHNYIHbIE COOOIIEHNST O TPAHC-
IUTAHTALMK COMU/IHBIX OpraHoB [1].
Hepasno B CIIA 6pimm 3aBepiie-
HbI uccnenoBanus daser I o 3amec-
TUTeNbHOM 3H3uUMOTepanuyu BHII
tumna B. 3ariaHnpoBaHsl JjabHeltIe
uccrefoBanus ee a¢dexruBHOCTH [1].
JJo HemaBHEro BpeMeHM METOLOB
nedenus BHII tunma C He cymiec-
TBOBano. OQHAKO C IOsBIEHUEM
Impenapara MUIJIYCTAaT CUTyalusd
usMeHmnace. B auBape 2009 r. pap-
MaKoJiornyeckas kommanus Actelion
Pharmaceuticals (IlIBeiiapus) co-
obuia, uto Muraycrar (3aBecka®)
IOy ogobpeHne B cTpaHax Es-
POIIENICKOTO CO03a [Isl JIe4eHMs
IPOTPeCcCUPYIOINX HEBPOIOTMYeC-
KUX IPOsABJIEHNI y JeTell U B3poc-
nbix ¢ BHII tuma C. B ToMm ke rony
npemnapar, npousBoguMbiii Almac
Pharma Services (Benukobpuranus),
OB/ 3aperncTpUpPOBaH B KaueCTBe
JIEKapCTBEHHOTO CpencTBa B Poccun
(Ne JICP-008892/09, 2009-11-05).
IIpenapar 3aBecka®, ABMARINIICA
MHTMOUTOPOM ITIIOKO3MILIePaMUJ-
CUHTa3Bl, MpefHAa3HaYeH [/ Jie-
YeHMS JIM30COMaJIbHBIX OoesHeit
HaKoIUIeHus (BKm0o4as 60Je3Hb
Towe Tuma 1, BHII tuna C u fp.).
IeTsam oT yeTbipex mo 11 ;meT fosa
mpemapaTta IOZOMpaeTCcss UCXO[s
M3 IIOLWAfY IOBEPXHOCTM Teja
(> 1,25 m* - 200 mr Tpu pasa B [ieHb,
> 0,88-1,25 m? - 200 mr gBa pasa
B fieHb, > 0,73-0,88 m? — 100 mMr Tpu
pasa B geHb, > 0,47-0,73 m? - 100 Mr
IBa pasa B JieHb, < 0,47 M*> - 100 mr
OIIVIH pa3 B JIeHb), AllVIeHTaM CTap-
mwe 12 et — 200 Mr Tpu pasa B [ieHb.
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B xope paHZOMM3UPOBAHHOTIO
KOHTPOJMPYEMOTr0 MCCIef0oBa-
Hus Oblna pokasaHa 3¢¢exTus-
HOCTb Muriycrara B nedeHun BHII
tuna C. Y manmeHTOB, IPUHU-
MaBIIMX MUIIYCTAT, OTMEYaNnch
yIydlleHY e HEeBPONOTUYeCKOI
CHMIOTOMATUKY U 3aMeJljIeHue/cTa-
6unusanus sabonesanns [26].

B. Heron u coasr. (2012) npexcra-
BUJIV JAHHBIE O IIPMMEHEeHNM [TpeTia-
para murnycrat npu BHII tuna Cy
dpaHIY3CKOI KOTOPTH J[eTell
(20 manmeHTOB C paHHel mMH(paH-
TWIBHOIL, IIO3/IHel MH(AHTIIBHOIN
U I0BeHMIbHOI dopMamu pebioTa
6ore3HM), yKas3as, 4TO JIeUEHNe CIO-
COOHO YIYYIINTD UK CTaOUIN3KPO-
BaTh HEBPOIOTUYECKIIE TIPOSIBICHII

a HoMepa: OpGaHHble 3a00M1eBaHuA

3aboneBanus mpu Bcex popmax Je-
61o0Ta [27].

B mocnemHue rofbl MOABUIICA €I
onuH Metop tepanuu BHII Tuma C -
mpemnapar 2-TUApOKCUIponua-6era-
LMK/IOfeKCTpuHA (IapeHTepaabHas
¢dopma) [28]. B HacTosIee BpeMs
9TOT METOf, IPOXORUT dasy KIMHMU-
YeCKUX UCIbITaHum [29].

H. Pipalia u coasrt. (2011) [30],
a Taxxe P. Helquist n coasr. (2013)
[31] mpexmomoxuan, 4T0 MHTUOM-
TOpBI TUCTOH-fealLeTnnaas (Hampu-
Mep, BOPMHOCTAT — Ipenapar Ais
JedeHUs KOXXHOI T-KaeTodHOIt
AUMQOMBI) MOT'YT IPUMEHATHCSH
B mannuatuBHoM nedeHuy BHII
tuma C (g5 3aMefIeHNsI TpoTrpec-
CUpPOBaHMs 3a00I€EBaHMS 1 CHIDKE-

HIUST aKKYMYJISIUM XO/IeCTepuHa
B pubpobnacrax).

3aknioyeHue

3a 100 met, mpOIIEALINX C MOMEHTA
nepsoro onucanua BHII, noasu-
JINCh HOBbIE METOJBI IMATHOCTUKMA
U JIe4eHNs 9TON IPYIIBI 3ab07eBa-
Huit. B Poccun BpipaboTaH Myib-
TUAUCHUIUIMHAPHBIN MOAXON K Be-
peHuio nanueHtoB ¢ BHII, o gem
CBUJIETE/IbCTBYIOT MHOTOYMC/IEHHDIE
nyomukanym [32-42]. VI camoe rnas-
HOe — MOSIBUJICS COBPEMEHHBIN CIIo-
co6 dapMaKoIOrnYecKoro jgedeHms
BHIT tumna C (mpemapaT MUITYCTAT),
YTO KOPEHHBIM 00pa3oM MeHs:-
eT NPOTHO3 U yIy4llaeT KauyecTBO
SKV3HU TIALIMEHTOB.
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[annas cmamos npedcmassisiem co6oti 0030p omeuectneeHHbIX U 3apyOexHbIX
nybnuxayuii, nocesujenHoix 6onesnu Pabpu. Llenvio 0630pa AenTeMCs
cmpemierue NOBbICUMb UHPOPMUPOBAHHOCMY Bpateli 6cex cneyuanvHocmeil
06 amom 3abonesanuu. Pannss ouasHocmuka u céoespemerHoe HA4Aano0
apPexmueHoz0 neueHuss — 08e COCMABAIOUUE, NO3BONTIOULUE YTIYHUUMD
KA4ectmeo JHU3HU U Y8enudumy ee npoOOIHUMENIbLHOCb Y MHOSUX NAUUEHIN08
¢ bonesvio Pabpu.

Kniouesvie cnosa: 6onesnv Pabpu, aHeuokepamomvl, anva-anakmosudasa A,
azancudasa anva, Pennazan
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AKTyanbHocTb

B nmocnepuue mecaruinetus 61aro-
faps MOABUBILIEVICSA BO3MOXHOCTY
3HAYNMTE/IbHO IIOB/IMATH HA TeUeHMe
u nporuos 6omesHu Pabpu nHTEpEC
K Hell BO3poc.

C 6onesupro ®abpu Obin CBsA3aH
pAxn sabnyxpenuit. Hampumep,
[onroe BpeMs ZaHHOe 3aboseBa-
HIe CYUTAIOCh ITOIMOPTAHHOM IIa-
tonoruei. CerogHs M3BECTHO, YTO
6ome3np Pabpy MOXeT NPOTEKATh
C HOpa)keHNeM KaK HeCKOJbKMX,
TaK ¥ OZHOJ CHCTeMBI (CepiedyHo-
COCYIMCTOM, MOYEBBIJIETUTENIbHO,
HepsHoit) [1]. Panee monaranu, 4to
U3-3a PelecCUBHOr0 X-ClLiemeH-
HOT'O HaC/IeOBaHys OOBIINHCTBO
manueHToB ¢ 6onesHpo Pabpu -
IpeACcTaBUTENN MY>KCKOTo IIONa,
a KJIMHUYeCKUe IIPOSB/ICHN Y JKeH-
IIVH U AeBOYeK 1100 MYHVMAa/IbHEL,

b0 OTCYTCTBYIOT. B Hacrosimee
BpeMsI He BbI3BIBAET COMHEHMIT TOT
¢dakT, YTO KIMHUYEeCKas KapTu-
Ha y XXEHIIVH, CTPajaloliNX 9Tl
[MaTOJIOTHMEl, MOXET OBITb TaKoll
JKe APKOJ, KaK y My>X4uH. B mpo-
moM 6one3ub Pabpu onuceBanu
Kak 3aboneBaHue, feboTUpYIOIEE
Ha BTOPOM-TpPeTbeM HeCATUIeTUN
knsHn. Ceifyac yCTaHOBIEHO, YTO
K/IMHIYeCKNe IPOsiBIeHNs 60Ie3HN
MOT'YT BO3HMKATh B IIEPBBIE TOXBI
JKU3HY, @ HaKOIIGHME HaTONOTHU-
4ecKoro cybcrpara B KJIeTKax op-
raHu3Ma, IPUBOJsIee K Pa3BUTUIO
CHMIITOMOB, Ha4MHAETCSI BO BHYT-
pUyTpOoOHOM Iepuoje pasBUTUI
[2]. Bonesup Pabpy mo-mpexHe-
MY OTHOCAT K PefJKMM reHeTudec-
KM 3a00/IeBaHMAM, MOCKOIBKY
ee pacIpoOCTPaHEHHOCTb, [0 JaH-
HBIM MEX/YHApOJHBIX MCCIeL0Ba-

HUI, Konebnercsa ot 1:117 000 pmo
1:476 000 >xMBBIX HOBOPOXK/I€HHBIX
[3, 4]. Mexny TeM, KaK IOKa3aIn
pe3y/IbTaThl MaCCOBOTO CKPMHUHTA
HOBOPOX/IEHHBIX, IPOBEJJEHHOTO
B Mranum, gactora 3abomeBaHus
HaMHoOro Bbimre — 1:3100 merenn [5].
Takum 06pasom, pefKOCTb JAHHOTO
3abo/leBaHNA BBI3bIBAeT COMHEHIE,
a HM3KasA BBIABISIEMOCTb CKOpee
Bcero obycnoBieHa monnMopdHoi
K/IMHNYeCKOI KapTUHOI, Hecllel -
(GMYHOCTPIO MHOTUX PAHHUX CUMII-
TOMOB (MUKPOIPOTENHYPUA, 60D
B KOHEYHOCTSIX, )KMBOTE, aPUTMUS)
U HEIOCTaTOYHOI OCBeJOMJIEHHOC-
ThI0 MEIUIIMHCKO 00IeCTBEHHOC-
TU O JaHHOI pobeMe.

C 2001 r. B MUpPOBOI MeIULIMHCKOII
npakTtuke npu 6onesHu Pabpu uc-
HOTB3YIOT CHennduIecKyio maro-
TeHeTUYecKylo (pepMeHTO3aMeCTH-
TEJIPHYIO TepPaIIo, IIO3BOJIAIOLIYIO
IIpU paHHeN JUArHOCTMKE M CBOe-
BpeMEHHOM Hayajie Je4eHUs IO-
BIIMATD Ha T€YEHME ITOTO TSXKENIO0-
0, HEYKJIOHHO IIPOT'PeCcCUPYIOLIero
3a00JIeBaHM .

OHPEAEIIEHME uTepmuHonorua

Bonesup ®abpu - TsKenoe, mMpo-
rpeccupymoliee HacIe[CTBEHHOE
3aboreBaHNme, OTHOCSIIEECs K JIU-
30COMHBIM 00JIe3HSIM HaKOIIJIe-
HIS, CBSI3aHHOE C HapYLIEHUSAMMU
MeTtabonusma cOUHTONUNIULOB,
sABJsIoNleecs oOfHON u3 dopwm
COUHTONMNITNTO30B.

JddekTBHad hapmarotepanua. 3/2015



Brepssre 60mesup Pabpu 6bi1a onu-
caHa B 1898 I. 1ByMsA fepMaToIoraMu
He3aBMCHMO APYT OT ipyra — JIxo-
HoMm Qabpu (J. Fabry) ns I'epma-
Huu n BunbsamoM AHzepcoHOM
(W. Anderson) n3 Anrmmn. Cyecr-
ByeT I IPyroe, MeHee PaclpocTpa-
HeHHOe Ha3BaHMe 3ab0NeBaHMA —
6onesub AHnepcona — abpn.

JTuonorusa n natoreHes

B ocHOBe maroreHesa jie>kaT MyTa-
uuu B reHe GLA, KOTOpBIiL KOgupyeT
¢depmeHT anbda-ranakrosnnasy A.
I'eH KapTMpPOBaH Ha JUIHHOM II7Iede
X-xpomocoms! (ydacTok Xq22), TO
eCTb TUII Hac/lefoBaHNA OONe3HN —
X-cuenieHHblil. VIMEHHO ITO3TOMY
Janie 60/IeI0T MaTbIMKI U MY>KUM1-
HbI. VIHTepecHO, 4TO >KEHIIMHBI —
HOCUTEJIbHNIIBI MYTaHTHOTO TeHa
MOTYT MMeTb KIMHUYECKYI0 KapTH-
Hy 3abo/eBaHIsA, MHOIZIA He MeHee
TAXKENYI0, 4eM Y TOMO3MTOTHBIX
myx4uH. He uckmodeno, 4ro sra
ocobeHHOCTD 60me3uu Pabpu cBs-
3aHa ¢ (EHOMEHOM MHAaKTUBAIVN
370poBOJ X-XpOMOCOMBI, ONMCAH-
HpiM MLF. Lyon [6].

I'en GLA cocTouT M3 ceMu 39K30-
HOB, pacIipefie/IeHHBIX 6ojee yeM
mo 12 mapam HykneoTupgos. [le-
¢dextnl reHa GLA upesBbIyaiiHO
pasHoo6pa3Hbl. ONNMCAaHO CBbIIIE
400 MmyTauuii. bonpmMHCTBO M3 HMUX
ceMeliHble. Yalle BCTpedaoTCsa MIC-
CeHC- U HOHCeHC-myTanuu. bonee
HpOTSKEHHbIe Jelelyy U MHCep-
Ly 06HAPYXMBAIOTCS pexe [7].
HepocTaTO4HOCTD M30COMATBHOTO
¢depmeHTa anbda-ranakTo3ugasel A,
kopupyemoro reHoM GLA, BbI3bIBa-
eT aKKyMYIALWMIO HelTpaabHBIX
COUHTONUINAOB C TePMUHATbHBI-
MU OCTaTKaMu anbda-rajgakTo3uia
B JIM30COMaX PasHBIX TKaHel yeso-
BEYECKOT0 OpraHusMa 1 (pusnomno-
TMYeCKNX XUAKOCTAX. OCHOBHBIM
aKKYMYIUPYeMBIM COUHTONININ-
JIOM ABJIAETCS ITI0O0TpYO3NILepa-
mug (Gb3) (gpyroe HasBaHme — 1e-
paMUATPUTEKCOTN]). B opranusme
3[JOPOBOTO Yel0BeKa rI060Tpuo-
3WILEPaMUL, ABIAIOIINIICA OGHUM
U3 IPOAyKTOB pacHasia CTaperoux
PUTPOLUTOB, pacUeN/AeTcsA ajb-
¢da-ramakTosnmazoi A Ha JTaKTO3y
U JIaKTa3yaLepaMuz. Y manueHTa
¢ 6onesnpio ®abpu Gb3 Hakan-
JMBAaeTCA B 9HJOTENNANbHBIX,

Meanatpus. N2 1

Tema Homepa: opdaHHble 330011683

NepUBACKY/IAPHBIX U TITafKOMBI-
LIeYHBIX KJIETKaX KPOBEHOCHBIX CO-
CYZIOB, FTaHITIMOLATAaX BET€TaTMBHOM
HEPBHOII CYCTEMBI, SIUTENNATbHBIX
KJIeTKaxX IOYeYHBIX KIYOOYKOB
U KaHaiblleB, KapAMOMUOLNTAX,
a Tak)Xe B pOrOBHIle, IMCTHOLN-
TapHBIX U PETUKYIAPHBIX K/IETKaX
COEIVHUTENbHOI TKaHU, YTO HpU-
BOZUT K HapyueHUAM (QyHKIWI
CePJeYHO-COCYAUCTON CUCTEMBI,
II0YeK, HEPBHON CUCTEMBI, JKeTy-
TOYHO-KMIIEYHOTO TPAKTa, KOXM,
OpraHOB 3peHN:A U CIyXa.
V3y4yeHne reHo-(eHOTUNNYECKUX
KOppensLuil COMPSXKEHO C PAXOM
TPYAHOCTE — HU3KOI 4acTOTON
BBIsIBJICHNS 3a00/IeBaHUsA, ceMeil-
HBIM XapaKTepoM OOJbIIMHCTBA
MyTrauuii. Ha maHHBII MOMEHT
CYIeCTBYeT TMIIOTe3a O TOM, YTO
MOMMMO CIelnu(UKNA OTHETbHBIX
myTtanuit Ha ¢popmuposaHre de-
HOTUIIA BIUAIOT JPYTrue TeHbl. ITO
NIpe/II0ONIoKeHe CBA3AHO C TEM,
YTO HOMMMOPPHOCTD KIMHUYIECKON
KapTUHBI C HAIMIMEM KaK TAKENbIX,
TaK ¥ MATKUX (PEHOTUIIOB MMeeT
MeCTO Jla)Ke Y Y4IeHOB OfHOI ceMbl
(8, 9].

Knunnyeckune npoAsieHna
N CMMNATOMbDI

ITepBble KIMHMYECKNE TIPOSBIIEHUA
6omesun Oabpy 06BITHO BO3ZHUKA-
10T B IOJPOCTKOBOM ¥ IOHOIIECKOM
Bospacre. Ilpassia, B psage coydaes
IpUSHAKY 3a60/IeBaHMsA MOIYT fe-
OI0THPOBATH B TPU-YETHIPE FOAA UIN
He IIPOABUTHCS [JO TPETbEro fiecs-
TUIETUA XU3HN. VI3sHayanbHO B Ka-
yecTBe KJIaCCUMYECKOIOo BapMaHTa
6omesnn @abpu paccMaTpuUBanOCh
MYJIBTUCUCTEMHOE IOPakeH e Y TIa-
LIMEHTOB MY>KCKOTO Tojna. Brnocnen-
CTBUM OBIIM ONMCaHBI TaKMe aTH-
INMYHbIE MOHOCKCTEMbIE BapUAHTHI,
KaK KapAMOIOTMYeCKMIl, peHalb-
HBII ¥ TIPOMEXYTOYHBIN (B 3aBUCH-
MOCTY OT NPENMYIIeCTBEHHOTO II0-
PaKeHMsI OIpeJie/IeHHOI CUCTeMBbI)
[10-12], a Takxe ycTaHOBIEH PaKT
HaJIM4uMs MYIbTU- Y MOHOCHUCTEM-
HOTO MOPaKeHM: y HeBOYEK U XKEeH-
muH [13-15].

Hesponaruyeckass 60nb, UIn ax-
pomapecTe3unu, Hambomee 4acTo
ABJIAETCSA MEePBBIM CMMIITOMOM 3a-
6oneBaHus u oTMedaeTcs1 y 60-80%
HmeTel ¢ KJIacCUYeCKOoil 60Ie3HbI0

Ny
&\

/13HauanbHO B KauecTBe KNaccuyeckoro
BapvaHTa bone3Hin Pabpu paccMarpuBanoch
MYBTACUCTEMHOE MOPaXKeHHe Y NaLueHToB
MY>CKOro nofa. BnocneacTsim Obinu onucaHbi
TaKue aTniyHble MOHOCUCTEMbIE BApUaHTDI,
KaK KapAMonornyeckmii, peHanbHblil

1 IPOMEXXYTOUHbIN, A TaKXe YCTaHOBMEH

(haKT Hannuma MyNbTU- i MOHOCUCTEMHOTO

NOPaXKeHUA Y AEBOYEK U XKEHLLIMH

®abpu [16, 17]. AkpomapecTtesun —
9TO J[/INTEJbHbIE, NHTEHCUBHBIE
XKIy4ue, KOTIOUNe, N3HYPSOIre
60711, BO3HMKAIOLIME B RUCTANb-
HBIX OTJE/IaX KOHe4YHocTel. B 3a-
BUCUMOCTU OT JIUTEABHOCTH
Y MHTEHCUBHOCTY PA3INYAOT XPO-
HIYECKYI0 HEBPONATNYECKY0 OO0TIb
CpenHell MHTEHCUBHOCTY, NPU-
CYTCTBYIOLIYI0 MPAaKTUIECKHU IOC-
TOSIHHO, ¥ 9IIM304MYeCKYI0 (KpU3bl
@abpn). Kpussl mpomomKanTCcs
OT HECKO/IBKMX YaCOB 0 HECKOJIb-
KUX CYTOK M XapaKTepU3YITCs
BBICOKOJ MHTEHCUBHOCTHIO OO
BorbHbIE 4aCTO OMMCBHIBAIOT ee KaK
HeBBIHOCUMYI0. TpurrepusiMu ak-
TOpaMu, KOTOPbIe YCUINBAIOT XPO-
HU4ecKye 60U U CIOCOOHBI CIPO-
BOLMPOBAThH 6OJIEBOIT KPU3, CITY>KaT
¢dbusmyeckas HarpysKa, yCTamoCTh,
cTpecc, rumeprepmusi, IpebpIBaHe
B [YIIHOM IIOMELIeHMH, TepeMeHa
noropsl [18]. s manyeHnTta Mmydn-
TEeJIbHBI He TOTBKO XapakTep 60,
ee MHTEHCUBHOCTb U [/INTENBHOCTD,
HO U MMHIMAJIbHAsI PEAKI{/sI HA Me-
TOZBI 00e300MMBaHMA. DTO CyIIeCT-
BEHHBIM 00pa3soM BO3HeCTBYeT
Ha KauyecTBO XXM3HM ITaLlM€HT4, €T0
IICMX03MOLMOHANbHYI0 cdepy. Hac-
TBIe COCTOSIHMS, CONMYTCTBYIOI]/Ee
XPOHMYECKON HEBPONATUYECKON
6onn, - cHIDOKeHMe (OHA HACTpoOe-
HUs, VHBIHME, TEIpeccysi, HU3Kas
MOTMBALMS K XXVM3HI BIUIOTD 0 IIO-
IBITOK CYMIIV/A.

To4uHBII MeXaHN3M pPa3BUTHS He-
BpOTATH4eCKON 6Onu He sCeH.
ITpepmomnaraloT, 4To oHa O0yC/IOB-
JIeHa OT/IOKEHMEM MATOJIOrIYec-
KOro cybcTpaTa B aKCOHaX HEPBOB,
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HopameHme noyek — Hanbonee

cepbe3Hoe npoAsneHie onestin Padpu.
OZHUM 13 NepBbIX NPU3HAKOB AUCOYHKLINN
NOYeK, Kak NPaBuio UMeloLLIen MecTo

y [IeTeil 1 NOAPOCTKOB C 0ONE3HbI0

(Dabpw, ABNAETCA MIKPOMPOTEUHYPUA

138

1 MIAKPONbOYMIAHYPUA

(3kcKpewna anbbymuHa ¢ Moo

ot 30 70 300 mr/cyT)

CUMIIATMYECKIX TaHIINAX, 3aTHUX
KOpelIKax CIIMHHOTO MO3ra M vasa
nervorum [19]. B psage cnydaes
C BO3PACTOM y IIallIeHTOB ¢ 6oses-
Hpi0 Pabpyu HapylaeTcss TAKTU/Ib-
Has, TeMIlepaTypHas u 6oeBas
YYBCTBUTEIbHOCTD, YTO IPUBOJUT
K YMEHBIIECHNIO MHTEHCUBHOCTY He-
Bpomarudeckoit 6omu [20]. OpHako
6OBIINHCTBO MALMEHTOB MCIBITHI-
BaIOT 6OJIb B TeYeHe BCell KU3HIL.
YacTeIM CMMIITOMOM 0O/E3HM sIB-
NseTCA AHTUAPO3 U TUIOTUPO3
(oTcyTcTBue moTOOTHENeHNA). Pexxe
BCTpeYaeTcsl rUneprufpos (u3osl-
TOYHOe moTooTaeneHne). CHIUKe-
HUe IOTOOT/E/IeHN YacTO COIpO-
BOXKJIaeT HEBPOIATUYECKYI0 OOIb
M CTAHOBMUTCS ellle OJHOM MpUYu-
HOJ IIJIOXOJ II€PEHOCUMOCTH XKap-
KOJI TIOTOJbI, JYUIHBIX TIOMENIeHMI
1 GU3NYECKVX HAI'PY30K BIUIOTD JI0
PasBUTHA TUIIOTUMUIECKUX, 0OMO-
pouHbIX cocToAHMIl. Hapymenue
MIOTOOT/IeTIEHNS CBA3AHO C OT/IOXKe-
HyeM CUHTONMNUIIN/IOB B TKaHSX I10-
TOBBIX JKejle3, KPOBOCHAOXAIOIIX
UX COCYJIOB, a TaK>Ke Iepudepuydec-
KOTO 3B€Ha BETeTATVBHOII HEPBHOI
CuCTeMBl. AHTUAPO3/TUTIOTUAPO3
0COOEHHO XapaKTepeH J/Is JeTei
U TIOAPOCTKOB. JJaHHBIE 3TEKTPOH-
HOJl MMUKPOCKOIMM IIOKa3bIBAIOT
y HUX BBIPaXXEHHYVIO leTeHepaljnio
CEeKPETOPHBIX U MMUOSINUTETUATD-
HBIX KJIETOK IOTOBBIX ene3 [I,
21-23].

[ pyrue HeBponoru4ecke mposise-
Hus 6onesuu Pabpu — repebpoBac-
KYJIApHbIe HapyIIeHUs, COPOBOX-
[arol[ecsi HOBBIIIEHHBIM PUCKOM
nHcynbra. OgHAKO B [IETCKON IO-

a HoMepa: OpGaHHble 3a00M1eBaHuA

OyJISLUN 3TY KIMHIYECKIe CUMII-
TOMBI pefgKu. Y psAja MalMeHTOB
OTMEYAIOTCs IpexXofsAliye Hapyle-
HUsA MO3TOBOTO KPOBOOOpAIleHNUs
¢ 12 ner [24]. B xopme uccnegoBanums
«VIHCYIBT y MOJIOABIX IMAI[MEHTOB
c 6onesnpio Pabpu», nHpoBegeH-
HOro B 15 eBpomeiicKux cTpaHax,
6111 06cmenoBanbl 5023 mamyeHTa
C MIIEeMMUYECKNM ¥ TeMopparmdec-
KVM MHCY/IBTOM, a TaK)Ke TPaH3U-
TOPHBIMM MIIEMMUYECKMMU aTaKa-
mu. [JuarHos 6onesuu Pabpu 611
HocToBepHO ycTaHOBeH Y 27 (0,5%)
60/1bHBIX [25].

[TopaskeHne mo4YeK — HanboIee cepb-
esHoe nposBieHue 6onesuu Pabdpu.
OJHMM W3 TIePBBIX IPU3HAKOB JVIC-
(bYHKI[UY IOYeK, KaK IPaBUJIO MMe-
IOIIeNl MECTO Y JieTell U MOJpPOCT-
KoB ¢ 6onesHbio Pabpu, ABngeTCA
MUKPOIIPOTEVHYPUA U MUKPOAIID-
OyMUHYpHUs (3KCKpeuys anboymu-
Ha ¢ Moyoit oT 30 go 300 Mr/cyT).
B cuny HecnenmduaHOCTI 1 Hemoc-
TOSIHCTBA 3TOMY CUMIITOMY 4acTO
He TpPUJAT 0COOOro 3HaueHus,
YTO YPEBATO MO3/HEll MOCTAHOBKOII
nuaruosa. ITo Mepe mporpeccupo-
BaHIIs 3a60/IEBAHIS I TIOCTEIIEHHO-
ro HakomteHus Gb3 B kiayboukax
Y KaHaJIbllaX CHIDKaeTCsA QUIbTpa-
I[MOHHAsl M KOHIEHTpPAIMOHHAs]
crioco6HOCTD moYek. BrocencrBun
dbopMupyeTcst XpoHMIeCKast T0Yed-
Hasl HEJIOCTATOYHOCTD, Tpebyromast
VICIIONIb30BAHNA TeMOfIMaN3a U sB-
nsIasics Harbojee YacTo mpu-
YIHOI JIeTa/IbHOTO MICXOJA IIPU 3TOM
maronoruu [26, 27].

CHUMIITOMBI TTIOpa)kKeHNA CepPIeTHO-
COCYAMCTOI cUCTeMbl IIpu 6omes-
Hu Pabpu MOTYT HPOABIATHCSA
B BUJIe HapyIIeHUII puUTMa Cepaua
(cynmpaBeHTPUKY/IAPHAs TaxMKap-
IV, XKeTy[OYKOBas 9KCTPACUCTO-
1s1), MOBBIIIEHNS apTePUATbHOTO
DaBJeHUS, TUIEPTPOPUIECKON
KapguOMMIONaTUM, CEPAEYHON He-
HoCTaToYHOCTH. [IpmunHOIl Kapan-
OJIOTMYECKUX IPOsABJICHNIT 60Ie3HN
CTaHOBMTCsI HAKOIITIEHVe CPUHTONNU-
[U/{OB IPAKTUYIECKY BO BCEX CTPYK-
Typax cepplia: SHIOKapHe, MUOKap-
Iie, IPOBOJ LN CUCTeMe, KPYITHBIX
U MEJNKMX KOPOHAapHBIX COCYHAaX,
BereTaTMBHOJ HEPBHON CUCTEME,
perynmpypomen cepaedHblii puTM.
ITopaxeHue ceppua NpOABIAETCA
pasIMYHBIMU cUMOTOMaMu. B mop-

POCTKOBOM BO3pacTe y OONIbHBIX
OTMEYAIOTCSI IePUOAIIeCKIIe IO b-
eMBI apTepMaNbHOTO aB/IeHUs, KaK
IpaBUIo, 6eCCUMIITOMHBIE BapyUaH-
TBI APUTMMUIL, 3aPETUCTPUPOBAHHbIE
Ha 9/IeKTpOKapanorpamme. B 6onee
CTapIeM BO3pacTe MaIIeHThl MOT'YT
HPeADbBIATD )XaI00bI Ha 601H B 06-
JIacTU Ccepplla, cepalebuene, rono-
BOKPY>XeHIIe, AVUCITHO9, CHHKOIIA/Ib-
Hble cocTosiuust. Kapanonornyeckue
OCJIOXKHEHNsI — ellje OfjHa IPUYMHA
COKpallleHUs IPOJOKUTENbHOCTH
JKU3HU M PAHHETO JIeTaJIbHOTO WC-
XOJIa MalMeHToB ¢ 601e3Hb0 Pabpn
(28, 29].

Tunu4Hble KOXHbIE IPOABIECHUSA
6omesnn Oabpu — aHIMOKEPATOMBI
MOTYT HabII0JAaThCsA Y HALlMEHTOB
B paHHeM [JeTCKOM Bo3pacTe. AHTH-
OKepaTOMBI NPEefCTABISIIT CO00I
MeJIKJie, BBICTyTIAIOIIMe HaJ| OoBep-
XHOCTBIO KOXM 6e360/e3HeHHbIE
aQHTMOMBI TEMHO-KPACHOTO IBeTa.
ITepBble 3/1eMEHTHI YaCTO IMOSIBIISI-
I0TCsI B IOAPOCTKOBOM BO3PAcTe,
B OOJBLUIMHCTBE CIydYaeB OBIBAIOT
eIVHUYIHBIMU ¥ MOTYT UMEThb HETHU-
HOMYHYIO TOKaIM3aunio (YU, Ipys-
Hasi KJIeTKa). Y B3POC/IbIX MAI[IEHTOB
OHM HOCAT BUQY3HBIIL XapaKTep,
MOTYT C/IMBAaThCs, HO OOBIYHO Mpe-
obnmajaroT B obmactu befep, MymKa,
SATOANII, HVDKHEN YacTH >KMBOTA
1 npoMexHocTu. Jlokanusanusa
arHMOKEPATOM Ha CIM3MUCTHIX 000-
JIOYKaX MOJTOCTM PTa, KOHBIOHK-
TUB, BEPXHUX [IBIXaTeTbHBIX MyTell
BcTpedaercs pepko. Cpean gpyrux
KOXXHBIX TPOSIB/IEHMIT OTMEYaIOTCs
numdeneMa HUKHUX KOHEUHOC-
Teil, U3MEHEHM IJIOTHOCTYU BOJIOC
Ha TeJIe.

ITopa’xenne oprana 3peHns y Nauu-
eHTOB C 6071e3HbI0 Pabpy nMeeT psijy
crerduyecKnx 0CO6eHHOCTEN, 9TO
MO3BOJIAET HPU UX OOHAPY>KEHUN
HPEANOIOKNUTb HAMN4YNe 9TOTO 3a-
6onesanns. Hanbomnee xapakTepHo
«MYTOBYAaTOE» IIOMyTHEHME POTO-
BUIBI (TaK HasbiBaeMas BOPTEKC-
Has KepaToIlaTus, UK cornea ver-
ticillata) - u3MeHeHne B POroBuMIlE,
HaIlOMMHAIOIIee MYYOK JUCThEB
VIV JIENIeCTKOB Ha KOHIle CTeOsIs
U, KaK IpaBU/IO, He IIPUBOAAIIEE
K HapyLleHMsM 3peHus. JIpyrum
HAaTOTHOMOHUYHBIM CHUMITOMOM
SIB/ISIETCSI IOMYTHEHNUE XPYCTaINKa
B BIJIe paJia/IbHON 3aJHell CyOKar-

JddekTBHad hapmarotepanua. 3/2015



CYJISIPHOI KaTapaKThl — KaTaPaKThl
®abpu n [ByCTOpOHHEI IepefHel
KaIICy/JIAPHOM U IOJKAICYAAPHON
KaTapakKThl. J[pyrue mposBIeHUs
HapyWeHMUn CO CTOPOHBI Opra-
Ha 3peHUsI — KOHBIOHKTUBAIbHBIE
aQHEBPM3MbI, OTEK 3PUTENBHOI CeT-
YaTKM U/UNYM [MUCKA 3PUTENbHO-
ro HepBa, aTpodusa 3pUTETBHOTO
HepBa, a TaKXXe paclIMpeHNe pe-
TUHATBHBIX COCYHOB. Y OGOIBHBIX
MOJKET YCUINBATHCS U3BUTOCTH
COCY/IOB KOHBIOHKTUBBI (0COOEHHO
110 3a/fHEMY TOJIOCY) [21-23].

S. Pitz n coasr. (2009) omucanyu npu
6omesan Gabpy cTydan ONTIIECKOTO
HEBPUTA, IPOABIIAIOIETOCA Hapylle-
HMAMM TI07Ieil 3peHs ¢ GopMMpoBa-
HJEM LJeHTPa/IbHBIX CKOTOM [30].
Hapymenne cmyxa - ogHO U3 Tu-
OMYHBIX MPOSIBIEHUI 6O0/Ne3HU
®abpn. Y B3pOCHBIX NAaIMEHTOB
B 6O/BIIMHCTBE CIy4aeB GopMuUpy-
eTCs1 HelPOCEHCOPHAsI TYTOYXOCTb.
K 6oree paHHUM CHMMIITOMaM, BO3-
HUKAIOLIVM B JETCKOM I IIOAPOCT-
KOBOM BO3pacTe, OTHOCATCSA IIYM
(3BOH) B ymax (OZHO- MU ABYCTO-
POHHUII) ¥ TONIOBOKPY KEHIUeE.
lacTtposHTeponornyeckue nposAs-
7leHVs1 60/Ie3HI MOTYT OBITH OTHNM
U3 HeOITHBIX CUMITOMOB 3abore-
BaHIL, HO B CUJTY MasIoit crienuud-
HOCTH CITy>KaT KOCBEHHBIMM MapKe-
pamu 6one3nn Pabpu B coyeTaHUU
¢ ipyrumu 60ree TUIMYHBIMY CYM-
nromaMu. Yacto HabmoganTCA
CXBaTKOOOpasHbIe OO B KUBOTE,
B3JlyTUe XXMBOTA, HEYCTOWYIMBHIN
CTYJI, TOIIHOTA, PBOTA, CHIDKEHIIE
annerura u feduuut Beca [31].

K 6onee penxum 1 MeHee creruduy-
HBIM CHMIITOMaM 3a060/IeBaHNs OT-
HOCSITCSI 0COOE@HHOCTY BHEIIHOCTH
(M3MeHeHM s 110 TUITY aKpOMeTaIni),
HapyIIeHN IbIXaHUA, aHeMU s, CKe-
neTHble aHOManuu (medopmanns
AMCTATBHBIX OTAEIOB MeXxdanaH-
FOBBIX CyCTAaBOB IIA/IbL[EB PYK C Ha-
PYLIEHNEM UX IOABY>KHOCTI, YTO-
I[eHMe KOHIeBbIX (ha/laHT MasblieB
1o Tuny 6apabaHHbBIX IaI04eK), OC-
TEOIEHMsI, OCTEOIIOPO3, TPEIINHbI
U 9PUTEMATO3HbIE U3MEHEHNUs IPU-
GOBIIHBIX COCOYKOB Ha JOP3a/IbHOI
HOBEPXHOCTY A3bIKA, ITIOCCUT, I'Pa-
HYJIEMAaTO3HbBINl XENINUT, TUIIOTH-
peos, 3afiep>KKa II0I0BOrO Pa3BMU-
T, Tpuanusm u ap. Ilpu 6onesun
®abpyu npuMepHO B [jBa pasa Jalie
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OOBIYHOTO BCTPEYAIOTCS KUCTHI
U TICEBIOKMUCTBI MAKCUIISIPHBIX CU-
HycoB [21-23].

HnarHocTuka

Inarnos 6onesun Pabpu o6bIu-
HO YCTAHAB/IMBAIOT Ha OCHOBAHUI
TUINYHON CUMIITOMATUKU U/UTN
OTSTOL[EHHOTO TeHea0rMIeCKOTO
aHaMHe3a, a TaK)Ke JAHHbIX 00beK-
TUBHBIX Ta0OPATOPHBIX METOJOB
IUArHOCTUKU. [IpefcTaBUTENAM
MY>KCKOTO IIO/Ia AMArHO3 MOXXeT
OBITD ITOATBEP>KAEH IPY BbISIBICHUN
MOHVDKEHHOW aKTUMBHOCTU anbda-
rajlakTo3Maassl A B KpoBU (JIeliKo-
LIMTBHI), MaTepuase 6MOICUY MOYeK,
KyZIbType KOXXHBIX Ppubpobractos
VTN IPYTUX OMOIOTMYECKUX CPefiax.
CriefyeT IIOMHUTB, YTO YPOBEHD alb-
¢a-ramakro3nmassl A B KpOBU y fe-
BOYEK U >KeHIIMH HeMHPOpPMaTIBeH,
IIOCKO/BbKY 13-32 IPOLECCOB MHAK-
TUBALMM X-XPOMOCOMBI Y IpeAcTa-
BUTEJIbHIL] )KEHCKOTO TI071a YPOBEHb
dbepMmeHTa MOXKET OBITH PE3KO CHU-
YKEHHBIM VIV HOPMaJIbHBIM Ja)Ke IIpU
Ha/IMIMY KITMHUYIECKUX TIPOsIBIEHNU
6onesun ®abpu [32]. Haubornee Tou-
HBIMI IMArHOCTIIECKMMI METOfIAMI
IUISL HUX SIBJISIIOTCST MOJIEKY/LIPHO-Te-
HeTUYeCKMil aHa/Iu3 1 oOHapyKeHue
crieruduuecKux (IIaToreHe TUIeCKIX)
myTanmit B rene GLA.

[Ipy HaMMYIUY CEMENHBIX aHAMHEC-
TUYECKUX JAHHBIX 0 6ore3Hn Pabpu
JICTIOIB3YIOT METORBI ee IIpeHaTab-
HOJ ZMaTHOCTUKM — MCCTIeSOBaHNMe
BOPCVMH XOPMOHA VI/WJIN KY/IbTYPBbI
KJIETOK aMHMOTNYECKOI KUITKOCTU
Ha 9-11-11 Hefene GepeMeHHOCTU
C IOCTIEAY IO MM M3y YeHMEeM aKTVB-
HOCTK anb(a-ramakTo3upassl A u
nposenenneM [JHK-ananusa [33].

InddepeHunanbHan AnarHocTuka

Bonesoit cuHppom mpu 6one3Hu
®abpu HeobxomuMO AUbdepeHn-
POBaTb OT PeBMAaTOMJHOTO apTpPUTa,
peBMaTu3Ma, CUCTEMHON KPacHOM
BOMYaHKY, 6onme3Hu Peiino, ¢pu6-
pommanrun. B geTckoM u mogpocT-
KOBOM BO3pPacTe €ro TAKXe CIefyeT
OT/INYATh OT TAK HAa3BIBAEMBIX OOl
pocra [1].

IOndoysHyo aHrmoxkepatomy Ty-
noBuma upu 6omnesHu DPabpu
nuddepeHIUPYIOT OT CXOXUX
BbIchImaHui npyu GMI1-raHramnosu-
To3e, [IMKOIIPOTeNHO3axX (acmapTu-

JIIIMKO3aMUHYpus, PyKo3nnos, He-
Ta-MaHHO3UI03, Cuanumos tuma II),
a TaK>Ke OT IIeTeXMaIbHOIL ChIIY IIPU
MHEKIMOHHBIX 3a00/IeBaHMAX, Te-
MOPPAarn4ecKoil TeeaHIM09KTa3UN
Panmio - Ocrnepa — Bebepa, aurnoxe-
parombl Mubenm, MHOKECTBEHHBIX
nedunutoB pepMeHTOB (ramakro-
cuanupos, 6onesup Kansakn) [1, 21,
22].

[acTpOSHTEPOTOTUIECKIIE TIPOSIBTIE-
Hust 6orme3nn Pabpy MOTyT HAIIOMM-
HaTb 000CTPEHsI TACTPUTA, CUHIPOM
PpasopakeHHOTO KHUIeYHNKa [34].
BopTekcHas KepaTomaTusi MOXeT
MMETb CXOXYI0 KapTUHY IIOpaske-
HJS POTOBMIBI C MI3MEHEHUSAMMU
BCJIEZICTBIE OT/IOXKEHS B Hell HeKO-
TOPBIX JIEKAPCTBEHHBIX IPENAPATOB
(ammopmapoH u fip.).

Mporxos

[Tporuos 6omesun Pabpu [ BbI-
3IOPOB/IEHN I HeO/IATOIPUATHBIIL.
IIpornos pis >XM3HM BO MHOTOM 3a-
BIUCHUT OT CBOEBPEMEHHOCTI Bepu-
¢dbukanuy AuarHo3a ¥ HasHaYeHUS
COOTBETCTBYIOILIIETO JIedeHus [35].
ITo mamubiM S. Waldek u coasr.
(2009), npepmnonaraemasi IIpOIO-
JKUTETBHOCTD JKM3HU Ipu 6oses-
Hu Qabpyu y My>XYMH COCTaBJIAET
40-60 net, y >xenmuH - 40-70 ner
[36].

ITockonbky pepMeHTO3aMeCTUTEIb-
Has NpPUMEHseTCs He TaK JaBHO,
JaHHble O IPOJOIKUTENbHOCTH
JKM3HYU MAlEeHTOB, CTPafaioinX
6onesupio Pabpu, Ha (oHe TedeHNS
moka oTcyTcTBy0T. OZHAKO €CTh
OCHOBAHMA IOJIATaTh, YTO CBOEBpE-
MEHHO HaJaTas Tepamnus I03BONAeT
YAYYIINTD Ka4eCTBO M YBEIMUUTD
IPOJO/KUTENBHOCTD JKU3HU OOJIb-
HBIX 9TUM 3a00JIeBaHVEM.

Jleyenue

Ha panHOM aTame pasBUTHS Mefu-
OUHBL (pepMeHTO3aMeCTUTeTbHA A
Tepanus — Hanbosnee 3G PeKTUBHDIIN
Merop nedenus 6onesun Dabpu,
HO3BOJIAIO I HOPMa/IM30BaTh Me-
TabOIMYeCKIe HAPYIIEHNUS U 3aMef-
JIUTH IPOrpeccUpoBaHye OONIe3HN.
CBOeBpeMeHHO HayaTas MaTOTeHe-
TUYEeCKas Tepanus I03BOJIAET 3Ha-
YITE/IbHO CHU3UTDH MHTEHCUBHOCTD
HeBPOIATUYECKON 00N BIIOTH
IO ee IOJHOTO MCYe3HOBeHus [37],
YIY4IINTD CIyX [38], HOMOXUTEND-
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npenapata AnA neveus boneHu Gadpu:

Pennaran® (arancuzaza ansga), nony4eHHbiil

CACNONb30BAHNEM KYJIbTUBPOBAHHbIX

(1OPO6NACTOB KOXIA YenoBeka
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pekoMOnHaHTHoM JIHK Ha KneTkax

KITAIACKOr0 XOMAYKA 11 3aperucTpupoBaHHbI
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[U19 CMI0b30BaHIAA B Ao3e 1,0 Mi/kr

OZH Pa3 B BE HesieM

HO BJIMSET Ha COCTOSIHME IT0YeK [39,
40], cepe9HO-COCYANCTON CUCTEMBbI
[41, 42], KynupyeT raCTpOMHTECTH-
HaJ/IbHBIE IPOsIB/IeHN s 607e3Hn [34].
B Hacrosiiiee BpeMsi CYILieCTBYIOT 1B
dbepMeHTO3aMeCTUTENPHBIX TIperna-
para ms nedenus: 6omesau Dabpu:
Pemmaran® (arancupasa anbda)
(Shire, Cambridge, MA, USA), mony-
YEHHBIII C UCIIONb30BAHMEM KY/IbTH-
BUPOBAHHBIX puOP06IACTOB KOXKI
4Yel0BeKa ¥ 3apeTruCTPUPOBAHHBIN
IUISI UCTIONIb30BaHMsA B mo3e 0,2 Mr/Kr
OZMH pas3 B iBe Hemeny, u Gabpasum®
(aramcupasa 6era) (Genzyme Corp.,
Cambridge, MA, USA), npousse-
INEeHHBI C IIOMOIIBI0 TEXHOJIOIMU
pexombunantHoit JJHK Ha kmeTkax
KUTaCKOTO XOMSYKa U 3aperucr-
PUPOBAHHBIN IS MCIIONb30BAHNS
B fo3e 1,0 MI/KT ofuH pa3 B [iBe He-
pemn. Oba mpenapara 3aperncTpu-
poBaHbl B Poccun, mpefHa3HaueHbI
I PeryispHOrO MOXXM3HEHHOTO
BHYTPUBEHHOTO MUKPOCTPYIIHOTO
BBefleHus1. besomacHocTh u addex-
TUBHOCTb 000uX pepMeHTOB IOJ-
TBep>KJeHa pe3y/IbTaTaMM psifia paH-
JOMU3MPOBAHHBIX BOMHBIX CIETIBIX
I1a1}e6OKOHTPOJIPYEMBIX HCCTIEHO-
BaHmit [43-46].

A. Mehta u coast. (2008) mpepcra-
BUIM HaHHbIE O CPaBHUTENTbHOI
K/IMHNYeCKOiT 3¢ (eKTUBHOCTI Tpe-
[apaToB arajacupiassl anbda u beTa,
He 00HapyXXIB CYIeCTBEHHBIX pas3-
manin [47].

a HoMepa: OpGaHHble 3a00M1eBaHuA

Snonckue uccnenosarenu K. Tsuboi
u H. Yamamoto (2012) ykasanu
Ha OTCYTCTBME Pas/IN4uii B COCTOS-
HUM TAIeHToB ¢ 6one3Hpio Oabpu
[py Tepexofie ¢ TepaIruy mpemnapa-
ToMm arancuaasa 6era (Pabpasum®)
Ha TepaIuio MPENapaToM arajcua-
3a anbda (Permaran®) mo psany 6a-
3UCHBIX TOKa3aTenel (mkama 6omu,
YPOBeHb IJIOMepYIIspHOIL (umbrpa-
I[N, MHIEKC JIEBOTO >KEeIYLOUYKa,
[OKas3aTe/lIy KadecTBa >KusHu) [48].
[TpakTuyecky aHa/IOTMYHbIE JAaHHBIE
npuBozaT A. Pisani n coast. (2013)
n3 Vtamum [49], a Takxe A.C. Vedder
u coaBr. (2007) u3 Hupepnaumos [50].
Buenpenne ¢epmeHTO3aMeCTUTENID-
HOJI TepaIny CTao IPOPLIBOM B Jie-
yenun 6omesun Pabpu. Ho ceropus
MIMEETCs PSIfT HepelleHHbIX BOIIPOCOB
0 ee IIPYMEHEHNN B Pa3HbIX BO3PACT-
HBIX I'PYyNIax M >KEHCKOJ IOmyJis-
uuu. B cBA3M ¢ TeM 4YTO KAMHUYEC-
KI€ CUMIITOMBI 3a0071eBaHMA MHOT/A
MIPOSIBJISIIOTCS TOCTATOYHO ITO3/HO,
B MUPOBOM MEIMI[MHCKOM COOb1IIec-
TBe He CYLeCTBYeT eAUHOI0 MHEHVS
[0 TIOBOAY KPUTEPVEB MHULIMALIN
(bpeMeHTO3aMeCTUTENbHOI TePaITiL.
JIaHHBIT BOIIPOC OCTAETCSI AMUCKYTa-
6empHBIM. OH 0CO6EHHO aKTyajeH
UL YKEHCKOII U JJeTCKOM IOy IALMIA.
Pexomenparuu skcnepTos [51] co-
ISATCS K CTIeAYIOIIeMYy.

Bo-mepBBIX, B3pOC/IBIE TpeNCTa-
BUTEIM MYXXCKOTO Iona (cTapiie
16 neT) HYXJAIOTCA B pepMeHTO3a-
MECTUTETIBHOI Tepanuy ¢ MOMEHTa
[IOCTAHOBKM IMaTrHO3a.

Bo-BTOPBIX, MajbuMKaM IO CEMMU
JIeT Tepanus IPOBORUTCS IPY Ha-
MVYUY KIMHUYECKUX TPOSBICHNUI
3aboneBaHus. B caydae nogrBepx-
[€HHOTO JUAarHO3a U B OTCYTCTBUE
CUMIITOMOB JIe4eHle MOXET OBbITh
Ha4yaTo B CeMb — JecATh 1eT [51].
B-TpeTpux, mpeacTaBUTENbHUILIbI
JKEHCKOTo Tmosa a160ro Bo3pacTta
HY)KJAIOTCSI B TepAINM IPY HOSIBIIe-
HIM KIMHUYECKON CUMIITOMATUKI
3a007eBaHusL.

O BO3MOXXHOCTU U 0€30IaCHOCTU
MpUMeHeHNsI Ipenapara Pemmaran®
B T€paIlMu JeTell B BO3pacTe MJIaJ-
e ceMu jeT coobiraercs B pabo-
te U. Ramaswami u coasr. (2011),
HabII0IaBIINX BOCEMb IMAI[IEHTOB
(cpepuuit Bo3pact 5,0 + 1,6 rona)
c 6onesnpio ®abpu B Teuenue 1,2-
6,7 ropia (B cpentem 4,2 roma) [52].

(umnTomaTtuyeckas

U najinaTuBHaAA Tepanua

npu 6onesnu Gabpu
CumMnromarudeckoe nedeHne 6oe-
BOro crHApoMa 1ipu 6onesnu Gabpu
VUCIIO/IB3YeTCsT B Ka4eCTBe JJOIIOJIHe-
HUS K YIIOMSIHYTOII BbIlle (pepMeH-
TO3aMeCTUTEIbHOI Tepannu, KOTo-
pasi coco6CTByeT 3HAYMTEIbHOMY
YMEHBIIEHNI0 BBIPAXXeHHOCTHU 601N
y HaIMeHTOB, OJHAKO MMEET OT-
cpoueHHbl adpdexT. Kak npasuro,
yMeHblIlIeHJe 60/IeBOr0 CHHpOMa
OTMeYaeTCst TOC/Ie YeThIPeX — IeCTH
MeCsII[eB HEIPEPBIBHOTO IAaTOreHe-
TIYeCKOro nedeHus. CuMnromarn-
yecKoe JiedeHye 601 y MarueHToB
¢ 6onesupio ®abpu mpegnonaraer
IpUMeHeHNe aHA/IbTeTUKOB, HeCTe-
POMUAHBIX MPOTUBOBOCIIANINTED-
HbIX nnpenapaTos (HIIBII), mecTHBIX
aHeCTeTMKOB (ITACThIPe ¢ MUI0Ka-
MHOM) 1 aHTMKOHBY/IbCAHTOB [1, 22,
37]. C aTo¥ 1[eNIbI0 UCTIONb3YITCA
Ipenaparsl Iperabanny, rabameH-
TVH, A1eHNITUAHTONH, Kapbama-
3enyH u p. HapkoTnyecknx aHasb-
TeTMKOB PeKOMEH/yeTCs U36erars.
Ilnst moppepxauus PyHKUMIT cep-
JEYHO-COCYUCTOM CUCTEMBI IIPU-
MEHSIOTCS AHTUAPUTMUYECKUE
U TUIIOTEH3VBHBIE IIPeIapaThl, M-
I/TAHTA U UCKYCCTBEHHBIX BOJU-
Tejeil pUTMa, KOpOHApHOE IIYHTH-
pOBaHIe U jake IepecagKa CepALa.
ITpu pa3BuTUM y TAL[MEHTOB C 60Ie3-
Hbio Pabpy MoYeUHOI HeOCTaTOU-
HOCTHU BO3HMKAaeT HEOOXOAMMOCTb
B IPOBELEHNN INPOIEAYP TeMo-
AManmsa /WA TPAaHCIUIAHTALVN
noyex [53].

B kayecTBe TpoUIAKTUKY UHCYIIb-
TOB 1 TPAH3UTOPHBIX MIIEMUIECKIX
aTaK MOTYT IIPMMEHSTHCI aHTU-
TpOMOOUMTApHAs TepaIusi, aHTHU-
KOArymsHThl [54].

V3 dpapmakomornueckux mpemapa-
TOB B KOPPEKI[UU raCTPOUHTECTHU-
HAJIbHBIX CUMIITOMOB IIpu 60/Ie3HN
®abpu, KaK MPaBUIIO, VCIIOTb3YIOT-
€Sl METOKJIONPAMUJ| ¥ TAHKpe/INIIa-
3a (maHkpeatnH) [55, 56].

s KoppeKuuy HapylIeHnI cryxa
HAXO/ST IIPMMEHEeHVIe C/TyXOBbIe all-
[apaTsl ¥ MEPOIIPUATHS [0 OTPAHN-
YEHMIO TaK Ha3bIBA€MOI LIYMOBOI
TPaBMBI.

B majinaTiBHOM JIeY€HNM AHTIOKe-
PaTOM IIPUMEHSIOTCS XXU/KIUII 30T,
9/IEKTPOKOAT Y/, XUPYprudec-
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KO€ yZIa/IeHIe, 4 TAKXKe Pas/InIHbIe
BapMaHTHI TasdepoTepanun [57].

KnuHuueckuin cnyyaii

IManuent JI. 15 ner ¢ 60ne3HDBIO
®abpu Habmopaerca B HayunoMm
LleHTpe 300poBbsa pereii PAMH
B TE€UEHMe MOJyTOpa JIeT C MOMEHTa
IIOCTAHOBKM [MarHo3a. Y marepnu
manueHTa 6epeMeHHOCTb M POMbI
DaHHBIM peOeHKOM IpoTeKkann ¢pu-
3nojorndecky. Passutue ManbpymKa
10 ngeboTa 601€3HM COOTBETCTBO-
BaJIO BO3PACTY, OH OTIMYHO yUUIICS
B LIIKOJIE, 3aHMMAJICA CIIOPTOM.
3aboneBaHue febOTIPOBATIO, KOT/A
HalyeHTy 65110 gecATh et (2009 1.).
[Tocne pusnyeckoit Harpysku (3a-
HATYUA TEHHUCOM) y manuenra JI.
BIIepBBIe MOABUIUCH OOIb U JKOKe-
Hue B obmactu crom. IToce orpbixa
6071eBOII CUHIPOM OB/ KYIIMPOBaH.
Tem He MeHee ¢ IIelIbI0 MCKIIIOUeE-
HUsI TPaBMBI peOeHKa HaIlpaBu-
JIY Ha KOHCY/IBTALNIO K OPTOIENY.
OpTomnepuyeckas MaTonorus Obira
uckiodyeHa. [Tocse B0306HOBIEHN A
3aHATUI TEHHUCOM U/UIU IPyTON
¢usuvecKolt HaTpysKM y MaJIbunKa
BHOBb IIOSIB/ISIACH GO/ B HIDKHIX
KOHEYHOCTAX C II0[beMOM TeMIIepa-
Typbl Tena Ko GpebpunbHbIX 1UdP.
bonp HOCuma Xrydmi xapakrep,
ee MHTEHCUBHOCTb BapbUPOBa-
J1a OT CpefHeN [0 BBIPA)KEHHOI.
VHorga 601b CONPOBOXAATUCH
napectesusMu. bonb, M3Havyanb-
HO JIOKa/M30BaHHAasl Ha ThUIbHOI
HOBEPXHOCTH CTOII, BIIOCTIECTBUN
IepexXofii/Ia Ha BepXHUe KOHEYHOC-
TU — TBUIbHYI0 HOBEPXHOCTDb KMC-
Tell PyK. YKasaHHbIE CUMIITOMBI
0OBITHO KYIMPOBAIUCH IIOCIE CHA
U OTHbIXA.

PebeHka MpPOKOHCYTBTHPOBANH
crnenuanucTel (peBMaTosor, Ile-
ZMATp, HEBPOJOr) pasIUIHBIX
npoGUIbPHBIX MEAUIMHCKUX V-
pexpennit . Mocksbl. PeBmaro-
Jory4ecKkas MmaToynorus Oblna Mc-
KnodeHa. [lanmeHT Habmromancs
C [MarHo3aMy peLyAuBUPYIOIel
BUPYCHOI MHQEKINN ¥ TEPMOHEB-
posa. Tepanus cegaTMBHBIMU U CO-
CYAMCTBIMU CPeCTBaMU He JaBaja
HOTOXUTENbHOTO 3 dekTa.

B TeyeHue MOCIEAYIOMMNX ABYX JI€T
6071b B KOHEYHOCTAX HapacTaja
II0 YaCTOTe M VHTEHCUBHOCTHU, Ky-
IMpOBaJach TONBKO MOC/IE IIpyeMa
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HIIBII. KpaTkoBpeMeHHOe 06er-
YeHIe IIPMHOCKUIIO NTOTPY)KeHMe HOT
U PYK B XonofHYy10 Bofy. C OKTAOpA
2012 r. pebeHOK HAXOAWIICS Ha eXe-
OHEBHOM TpPeXKpPaTHOM IIpueMe
HUMECYIMUAA. DTO CHUXKANIO UHTEH-
CMBHOCTD 00JIM 1 06/1eryano cocTo-
anue. IIpn oTMeHe mpemnapara 601b
OecroxomIa Manb4rKa MOCTOSHHO,
ee BBIPAXKEHHOCTD ObITa MHTEHCUB-
HOJ, IEPUOANYIECK HEBBIHOCVMOIL.
B cBs3u ¢ XpoHUYeCcKUM 60T€BbIM
CUHIPOMOM peOeHOK HMpeKpaTu
3aHATUSA TEHHUCOM, IlepecTasl Io-
CemaTh MIKOMy. Y HEro OTMeYasnch
CHIDKeHMe (OoHAa HaCTPOEHMUs, IO0-
BBIIIEHHAs TPEBOXKHOCTD, JeIpec-
CuBHbIe nposapneHusa. Popgurenn
HalMeHTa MOBTOPHO 0OpaTMINCh
K HeBponory us Hay4yno-npakru-
YEeCKOr0 ILIeHTpa JEeTCKOM IICHUXO-
HeBponoruu JlemapraMeHTa 3fpa-
BoOXpaHeHus I. Mocksbl. bonesoit
CUHZIpOM ObII MHTEPIPETUPOBAH
KaK aKpoIapecTe3ny, BCIeACTBIE
Yero BO3HUKJIO IIPeJIOIoXKeHe
o 6onesuu ®abpu. Ha ocHoBaHNUM
CHIDKEHMsI aKTUBHOCTHU anbda-Ta-
JaKTO3MJa3bl A B KpPOBU IMArHo3
OB TOATBEPK/IEH B TabopaTopun
HaCJIeICTBEHHBIX 00Je3Heil oOMeHa
BelecTB MeJMKO-TeHeTU4eCKOT 0o
Hay4HOro 1eHTpa Poccuiickoii aka-
meMuM MeIMLIMHCKIX HayK.

Takum 06pa3om, mocie MosIBIEHMS
y Ma/ib4MKa 6011 B KMCTSX U CTONAX
IIUTENbHOCTD AMATHOCTUYECKOTO
IIOVCKA IIpeBbICKIA TP rofa (ana-
ruo3 6onesun Pabpu ycraHOB/IEH
Vb IO JOCTVKEHUM pebeHKOM
BospacTa 13 yet 10 Mecs1ieB).
MoneKynsapHO-TeHETUYECKOE MC-
ClefloBaHMe y MallYieHTa I er0 poJic-
TBEHHIKOB IPOBEJIEHO B 1ab0paTo-
pUM MOJNEKYIAPHO-TEHEeTUIeCKO
puarHocTukyu HaydHoro meHTpa
3goposbs feteit PAMH. V pebenka
1 ero MaTepu o6HapyIKeHa MyTalls
c. 1163T>A B sx30He 7 rena GLA.
Manp4mKy Tak>Xe IIPOBEIN KOMII-
JEeKCHOE KIMHUKO-MHCTPYMEH-
TanbHOe obcnenoBaHMe. B xone
¢$u3MKaTBPHOTO OCMOTpA BbISBIIE-
Ha eVHCTBEHHAs aHIMOKepaToMa
(1 x 1 mm) Ha neBoM 1teve. I1pu og-
TaJIbMOCKOIN OOHAPY KEHBI JUCT-
poduueckme N3MEHEHVSI POTOBUIIBL.
B 61oxuMmdeckoM aHanmuse MO4Yn
OTHOKPAaTHO 3aperuncTpupoBaHa
MUKPOIPOTENHYPUA.

IIpu nposeneHun Apyrux mabopa-
TOPHO-MHCTPYMEHTA/IBHBIX MCCIIe-
moBaHMi (06WMII aHAMM3 KPOBMU
U MOYM, MarHUTHO-PE30HAHCHAs
TOMOrpadsi FOTOBHOTO MO3Ta, 9XO0-
Kapguorpagus, yIbTpasByKoBOe
MICCTIelOBaHMe BHYTPEHHUX Opra-
HOB OpIOIIHON IOJOCTU U IOYeK,
CTUMYIISLMOHHAS 3JIEKTPOHENPO-
Muorpadus BEePXHUX U HIDKHUX
KOHEYHOCTeN) MaTOMOTMIeCKUX
M3MEeHEeHUII CO CTOPOHBI pasnnmy-
HBIX OPTaHOB M CHUCTEM Y IallMeHTa
He BBISBIICHO.

ITocne obcmenoBanmss 6ONIBHOMY
ObITa Ha3HAYEHA ITATOTeHEeTIIeCKast
Tepanns — GepMeHTO3aMeCTUTeNb-
HBIJl IIpelapar arajacujasa anbga
(Penmaran®). Ilpenapar BBOAMIN
BHYTPUBEHHO, MEJJIEHHO, B [j03€
0,2 mr/kr/cyT (OBVH pa3 B ABe Hefle-
). B kauecTBe cpeficTB CMMIITOMA-
TUYECKOIl Tepaluy Ha Ha4aJbHOM
9TaIle BBEJEHI IIperapara araacu-
Iasa anbga UCIONTb30BAJINCD IIpera-
6amuu v HITBIL

Ha ¢oune dpepmentosamectnrens-
HOJ Tepamnuu npemnaparoMm Perm-
jaran® Ha OPOTSDKEHUM ABYX JIEeT
y ManpuMKa 3aperucTpUpPOBAHO
3HAYMTEbHOE YMEHbIIeHNE BbI-
pakeHHOCTM 60/I€BOTO U THIIEp-
TePMUUYECKOTO CUHAPOMOB, UTO
[O3BO/INJIO CYILIECTBEHHO CHUSUTH
no3y rcronbayemoro HIIBIT (Hume-
CY/UE), @ 3aTeM IIOJTHOCTBIO OT HEro
oTkasartbcs. Kpome Ttoro, y manu-
eHTa 3HAYMUTEIbHO MOBBICUIICS (OH
HACTPOEHNUsI M CHUBNJICS YPOBEHb
TPEBOXXHOCTU. MajbuMK BO306OHO-
BIJI 0OydYeHMe B MacCOBOJI IIKOJIeE,
4TO AB/AETCSA BaXXHBIM (PakTOpOM
COLIMA/IbHOM ajlalTal[ VN,

IIpy odTanbMOCKONUM JUCT-
podnudeckme uM3MeHEHUs po-
TOBULBI COXPAaHAWTCA, OZHAKO
OTpUIIATE/IbHOI AMHAMMKMU He Ha-
omopaercs. Ilporennypus 6onblie
He PEerNCTPUPYETCSL.
ITepeHocuMocTp Hmpenapara Oblna
YA OBIETBOPUTENbHOI, a HeXea-
TeNTbHBIX ABJIEHUI, aCCOLUNPO-
BAHHBIX C €r0 JCIIONb30BAHMUEM,
He 3aperucTpuposaHo. B HacTos-
Ijee BpeMsl COCTOsIHNUE IaljMeHTa
yIOBIeTBOPUTENbHOE. Maabumk
IPOJIO/KAET IMOAy4yarh pepMeHTo-
3aMeCTUTEIbHYIO TepPAINIo Ipemna-
parom arancupasa anbda (Pemna-
ran®). s
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The current paper represents an overview of domestic and international publications dedicated to Fabry disease.
The goal of the review was a desire to improve awareness of physicians from all areas of medicine about this
disease. Early diagnostics and timely onset of effective treatment are two constituents letting to improve quality
of life and extend lifespan in many patients having Fabry disease.
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OcHo6Hast yenb 0aHHOU NyOIUKaUUU — NPUBJIes BHUMAHUE MEOULUHCKOL
00u4ecmBeHHOCU K NPOOIEMAM, CBA3AHHBIM C HACTIEOCNBEHHO
muposuremueti. Peuv udem o céoespemeHHom u becnepe6oiiHom
niekapcmeeHHom obecheueHu 60MbHLIX, MAKCUMATLHO PaHHell

Juazrocmuke, 00ve0UHeHUY YCUNULL 8payeti PA3IUHBIX CHEUUAIbHOCTel]
(eenamosnozos, peaHuMamosno208, 2acmpoIHMePOsI0208, XUPYP206-0PHONe)0s,
Hegpo710208, HEBPOI0208) 07151 BLIPAOOMKU NPABUNLHOL MAKIMUKY JIeHEHUS

8 KaH0OM KOHKPEMHOM CTIyUae.

Kniouesvie cnosa: nacnedcmeeHHAss mMuposuHemus, anvda-gpemonpomeu,
CYKUUHULAUCTNOH, HUMU3UHOH, Opdaoun
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AKTyanbHocTb

HacnepcTBeHHass TUPO3MHEMUS
1-ro tuna (HT1), win remartope-
HaJIbHasA TUPO3UHEMUS, OTHOCUTCS
K PeIKMM TeHeTHIeCKMM 3abojIeBa-
HIUSIM C aYTOCOMHO-PeIeCCUBHBIM
TUIIOM HaC/efOBaHIMs, 00yCIOBIeHa
MyTalUysMu B reHe gpepmenTa pyma-
punaneroarerass (pymapuaarero-
rugponassl (FAH)), OMIM 276700,
KOZ 10 Me>XXIyHapogHOI Knaccudu-
Kauuy 6osesHelr 10-ro mepecMor-

pa - E70.2. Yacrora HT1 B pasHbIx
monynANuAX Konebmerca ot 1:100-
200 ThIC. )XMBBIX HOBOPOXX/ICHHBIX.
YacToTa HOCKUTENbCTBA MYTaL UM
HT1 B nonynanusax - 1:150-100 ge-
noBek. I1omoBbIX pasnmnymii Mo yac-
TOTE BCTPEYAEMOCTU U TSKECTU Te-
yennsa HT1 ne BoiaBneHo [1, 2].

Oco6eHHOCTDI0 POCCUIICKUX 6O0TIb-
Hpix HT1 sABnsAerca mospHAA Auar-
HocTuka. Ha pmomo XxpoHmyecKkux
OOJIbHBIX IIPUXOAUTCS GoTIee MOoIo-

BJHBI BCeX OONBbHBIX. B HeKOTOPBIX
mrarax CIIA u ctpan Espombl, rae
TUPO3VHEMMIA BK/IIOYeHA B Ilepe-
yeHb OoJie3Hel, MOIIeKAINX He-
OHATaJIbHOMY CKPUHUHIY, XpOHU-
geckux ¢popm HT1 He BcTpevaercs
M3-3a paHHETo Havana jedeHus [3].
Ho peTpocmekTMBHO OTMEYanoch,
4TO 3/4 MAIMIeHTOB CTPajanmy OCT-
poit popmoit 3abonesanusa (HT1A)
u TONbKO 1/4 — XpoHMYECKOI
(HT1B). bonpmunrcteo (mo 90%)
manyueHToB 0e3 crenuduieckoro
MedeHNA U TPaHCIUIAHTAUM IIe-
YeHN yMMpann B BO3pacTe 10 Je-
caru net. B uccnemoBanun EJ. van
Spronsen u coasT. (1994), oxBaTus-
meM 125 merTtpos Espomsr, CIIIA,
Kanappl n fnonnm, ydacTBoBamm
108 gerenn ¢ HT1. Kak moxkasanu
Pe3y/nbTaThl, BBDKMBAEMOCTb 3aBM-
cesla OT CPOKOB IIOSIBJIEHMS CUMII-
tToMoB. [Ipn me6roTe 3ab6oneBaHMs
IO IBYX MecsAleB K TOAy yMepin
mpakTideckn Bce ety (96%). Ilpu
[e00Te OT ABYX HO IIECTU MeECSIEB
BBDKMBAEMOCTb ObI/Ia 4y Th BBILIIE (1O
HIeCTH JIET JIETATbHbI MCXON, IMeT
MecTo B 74% ciydaes). [Tpu mosse-
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HUU CUMIITOMOB B BO3pacTe CTapIie
IIeCTV MecsAIleB B TeYeHUe AeCATU
net ymepiu 38% marueHToB [4].

Ten FAH nmokanmsoBaH Ha [IMH-
HOM nnede 15-11 XpOMOCOMBI
(15923-q25), coctout u3 14 skso-
HOB. JI3BecTHO 20 pasaMYHBIX My-
Taluif, YeTblpe — JacTble. YeTKUx
B3aMMOCBA3€Ml MeXJy TeHOTUIIOM
1 pEeHOTUIIOM He YCTaHOB/IeHO. Pas-
HbIe KIMHIYECKVe BApMAHTbI MOTYT
HIPUCYTCTBOBATh Y WIEHOB OJHON
CeMbH C OITHAKOBBIMM MYTaLMAMU
[2,5,6].

MarTorexes

ITatorenes HT1 3aknwvaetcs
B MHTOKCUKALUM NPORLYKTAMU
AHOMAa/NbHOTO pacmaja TUPO3U-
Ha - ¢yMapmianeroaneTaToM
U MaJIeMIalleTOAIeTaTOM U UX KO-
HEYHBIMU MeTabONMUTaMU — CYKLU-
HUJIAIleTOHOM M CYKIIMHU/IALeTo-
aneraToM (puc. 1). Hakortenne atux
MeTabOoMNTOB IPUBOAUT K PA3BUTIIO
MeYeHOYHON HeTOCTAaTOYHOCTH,
nupposy, Tyoynonatuu ¢ Gopmu-
poBaHuem cusgpoma PaHKOHM, ITO-
JVHENPONaTUY, KapAMOMIOIATHIL,
a Ha 6ojee MO3[HeN CTauy reraTo-
uennosapuoit Kapunaomsr (I'IK)
[7]. Kpome TOrO, CYKLMHMTAL[ETOH
MHTUOVPYET [e/bTa-aMIHOMEBY/IN-
HAT-JeTU/PATasy, IIPOMEXYTOUHBII
MeayuaTop nopQoOMINHOreHa, YTO
IPUBOJUT K HAPYIIEHNIO OMOCHHTe-
3a reMa 1 KIMHUYECKN MOXKeT IIpO-
SIBMIATHCS] CUMIITOMAaMI OCTPOIi TIe-
pemexaromieiicst mopbupuu — 600
B JKMBOTE, aPTEPUAIBHOI TUIIEPTEH-
31€l1, HelipoIaTuell.

Knunnyeckas KapTuHa

Knmmandeckas kaprtuna HT1 gpes-
BbIyaiiHo monumopgHa. Kak yxke
OTMeYanoch, pasanyaloT ABa KIU-
HUYECKUX BapMaHTa — OCTPYIO
U xpoHndeckywo ¢opmol. Octpas
dopma - HT1A o6b19HO pasBuBa-
eTCsI B BO3PACTe 10 MIECTI MECALIEB.
Hamnbonee tsxenas ¢opma c fge-
010TOM IO ABYX MeCsAILeB XapakTe-
pusyerca BuTaMuH K-3aBucmmorii
Koarynomnarueir Ha (oHe OCTpOIl
[IeYeHOYHOM HeZOCTaTOYHOCTH [8].
Kak npaBnio, CTaBUTCA OIINOOYHBII
AMarHo3 CeICuca, LUTOMEraloBu-
pycHoOro remaruta, GeTarbHOrO re-
matuta. Y pereir ¢ HT1A BoipakeHa
VIHTOKCUKALVS, TUIIOT/IVIKEMYISL, JIei-
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Puc. 1. Ilymu pusuonozuueckozo (4epHas MuHUL) U AHOMATLHO20 (KPACHAS TUHUA) Memabonusma
MUPo3UHA, MoUKA Oeticieus HUMUSUHOHA

KOILIMTO3, BO3MOXXEH acCIuUT, JUHa-
Mu4eckass HepOXOAMMOCTD, Iape3
KuieyHnka. IIpu atom oTmevaercs
HOBBIIIEHHBIN YPOBEHDb CYKIVHNIA-
retoHa (= 10-100 pa3), anbda-dero-
nporenHa (APII) (= 100-1000 pas).
Ilutonua oOBIYHO He IIpeBbILIAET
Tpex-yeThIpeX HOpM, yMepeHHasd Ii-
nepOounupyouHeMus B Ipefenax
100-150 MxMoOb/7, B paBHOM CO-
OTHOLIEHUM IIPAMON U HENPAMOIL
OuMpyOomH.

Xpounueckas popma - HT1b xapaxk-
TepusyeTcs cnaboit MHTOKCUKAIIMeT,
AMArHOCTUPYETCsI OOBIYHO B BO3pac-
Te CTaplle OfIHOTO Tofia Ha CTajun
copMIpPOBaHHOTO LUPPO3a V/UIK
paxuTHIecKux gedopMaluii ckeme-
ta. lluTonms MuHMManbHbII (B IIpe-
menmax Tpex HopMm). YpoBenb ADII
noBbIlIeH B mpefenax 1000 Hr/pm,
CYKIIMHMIAlleTOHa — He 6oree 4eM
B 20 pas [9].

VlccnegoBaHme cuCTeMBl CBEpPTHI-
BaHUA KPOBJ HEOOXOIMMO B CBA3N
¢ ButaMnH K-3aBucumoii xoarymuo-
HaTneil — TepUIITOM BCeX NeYeHOY-
HbIX (akTopoB cBeprhiBanus (1L, V,
VII, X, IX, XI, XII), koarynonaruei
C VIUIMHEHVEM IPOTPOMONHOBOTO
U aKTVBMPOBAHHOTO YaCTUYHOTO
TPOMOOIIJIACTUHOBOTO BpPEMEHH,
CHIDKeHMEeM NPOTPOMOUHOBOTO
MHAeKca, GUOPUHOTeHa, CHIDKEHN -
em antutpom6buna III. Koarymorma-
TnA 4ame Bcrpedaercsa npu HT1A

U IIPOTEKAET 3HAYUTEIBHO TSDKETIEE,
4eM IIpY LPyrux 60/IesHsIX HeYeH.
AKTUBHOCTb TPaHCaMIHa3 U COJEp-
JKaHue 6MnMpyOuHa, HalPOTUB, BBI-
PaKeHBI YMEPEHHO KaK 3a CYeT ac-
napratamuHorpancdepassr (ACT),
TaK ¥ aJaHMHAMUHOTpaHCepas3sl
(AJIT). Bricokas cTelleHb LIUTO/M3A
BCTpEYaeTCst PeKo.

ITpn HT1A xonectas yMmepeHHBbIIL,
BHyTpunedeHouHbi, npu HTI1B
MO>eT OBITb [AVMCCOLUVMPOBAHHBIM —
C HOpMaJIbHBIM YPOBHEM OMINpyOu-
Ha, HO C BBICOKIM YPOBHEM raMMa-
rryTamunrpancrentupassl (ITTII),
menoyHoit pocdaraser (IID). IMoc-
JeHAA MOXeT OBITb IPOABICHUEM
OCTPOTO paxmra.

Y pmereit crapiue IByX-Tpex JIET IO-
KasaHusaMu K gmarnoctuke HTI1
sBJIsIETCsT Hammaye cuugpoma PaH-
KoHU — docdar-guabera, paxuTo-
no7f06HOTO 3a60/IeBaHNA, TAXKETbIX
medbopmaruii ckenera.

BropuuHblli TuUnepmnapaTupeos
CONpsDKEH C TUIIOKAJbLjMeMuel
u runodocdareMneil 1 cOOTBETC-
TBYIOLVIMI UM KaIbLunit- u pocdary-
pueit. [Tpusnaku cuagpoma GaHKOHNI
BK/IIOYAIOT IJIIOKO3yPUIO, TeHepaIn-
30BaHHYI0 AMIHOALAYPUIO, T09€Y-
HBIl KaHaJIbIIEeBBIil anymo3, pocda-
typuto. Cuagpom PaHKOHM MOXKeET
OBITH KaK ITO/IHBIM, TaK VI HETIOTHBIM.
IMmornmkeMusi — OAVH M3 YaCTHIX
M TSDKeNbIX CUMIITOMOB OCTPOI

25



Y
KL

11032 HUTI31HOHA 3aBUCUT OT 3GEKTUBHOCTH,

KOTOPAA OLIEHNBAETCA M0 YPOBHIO

CYKUMHWNALIETOHA B MOYE 11 KDOBI 11 YPOBHIO

THPO3UHA B CbIBOPOTKE KPOBM. OOblHas

TepaneBTIAYeCKast 103a COCTaBnAeT 1 Mr/kr/cyT,
HauasnibHad 103a — 1-1,5 MI/Kr/cyT, eciin ypoBeHb

26

Tpo3uHa MeHee 600—800 MKMOmb/T,

HO He BbiLLie 2 MI/Kr/cyT

TUPO3MHEMUMN, IUIOXO IOJJAeTCs
AUeTOTepanny, IO MHEHUIO pAfa
aBTOPOB, 00YCIOBJIEH TUIIEPIPO-
AyKIMeil MHCYIMHA, 4YTO HaMU
He TIO/ITBEP>KJ,eHO HY B OJHOM CIIy-
vgae HT1A.

Knaccudpukayma

B ocuoBe kmaccudpukanunu HT1
JIeXaT KIMHMUYECKMe BapUaHTBI
ee teueHnsa. HT1A xapakrepusy-
eTCA OCTPBIM Te4YeHMeM, PaHHUM
Ie6I0TOM OT [IBYX IO IIATH — CeMU
MecslleB, BCTpedaeTca B TPU pasa
yalre, 4eM TUII b ¢ HogocTphIM 1in
XpoHmndeckuMm TedeHmem. HTIA
XapaKTepu3yeTcs 3aflep>KKOM pas-
BUTK, PeOpUIbHON NTUXOPafKOIL,
PBOTOIlA, Juapeeit, reraToMeraneit.
JKuBoT yBenuyeH, HamnpskeH Kak
3a CUeT relaTOMeTajany, B MEHb-
IIeil CTeTeHM CIIEHOMETanni, TakK
U 3a CYET acUMTa ¥ AMHAMUIECKON
HenpoxopumocTu. Ha cragum ocr-
pOTo remaTuTa He MCKIIYEHA JKell-
Tyxa. IIpn ocTpom XXemyo4HO-Ku-
IIeYHOM KPOBOTEUYEHNUN BO3MOKHA
MeJieHa, PBOTa KO(eiHON IyIeil.
ITpu cHy>KeHUM 6eIKOBO-CUHTETH-
4eCKOil (PYHKIUY [IeUYeHN OsIBIIs-
10TCs1 6e30e/IKOBble OTEKM, aHacap-
Ka, KPOBOTEUYEHM .

[Ipu4nHOI 7n€TanTbHOrO MCXOJa
npu ectrectBeHHOM TedyeHny HTI1A
OOBIYHO CTAHOBUTCS OCTpasi Ire-
YeHOYHas HeJOCTATOYHOCTDb M Ka-
TacTpodudyeckoe KpOBOTeUeHUE
Ha ee QoHe. [INarHO3 3aTpyAHAETCA
TAKMMU CONYTCTBYIOUMMI COCTO-
SIHUSAMIY, KaK BHyTPUYTPOOHAst MH-
(dex1yA, HeOHATAIbHBIN T'eIaTHT,
cerncuc.

a HoMepa: OpGaHHble 3a00M1eBaHuA

HTI1B mporekaer nerde, 0cobeHHO
KOTZIa JIeTU OTKa3BbIBAIOTCA OT Oen-
KOBOJ IUILY, 3 POIMUTENN He HacTa-
UBAIOT Ha ee IpueMe. [emaTomeranns
BBIABIIAETCA y Beex fleteln. [lopaxe-
HII€ ITOYEK OIpefensaeT PasaMIHyI0
CTeleHb paxmUTa OT MUHMMANb-
Hoil runodocdaTeMun u Baabryc-
HOII WM BapyCHOIL fedopMariuy Hor
IO TsKeIol medopMaluy CKeeTa,
MMO3BOHOYHMKA, TPYJHOM KIETKM,
BIJIOTH [0 TIOTHOJ IOTepU OIOp-
Holl crrocobHocTH. Kappuomuona-
TUA M apTepuanbHasg I'MIEePTeH3NsA
NPOABNAITCA B pe3yabTaTe MeTa-
60YeCKIX IIPOLIECCOB ¥ BTOPUYHO
Ha (oHe IMopaKeHNA ITOYeK.

Eme omno ocnokuenne HT'1 - T'TIK.
Yacrora ee passurusa B 40 pas mpe-
BBIIIAET MONY/IALVIOHHYIO.

IlnarHocTuka

1. IIaTOTHOMOHMYHBIN INPU3HAK
HT1 - BbICOKMII YpOBEeHb CYK-
LUHNMIalleTOHa B Modve (HOpMma
0-2,0 MMOJIbB/MONb KpeaTMHMHA)
u ny1asMe Kposu. OfHAKO CYKIMHMIA-
IIeTOH HAOTIoNaeTCsl B KPOBM U MOYe
Ipy 06paTUMOTt MHIMOMIMY pepMeH-
Ta (HamprMep, 6IKOBOM IIEPEKOpPMeE,
IpUBOAAIEM K (QYHKIMOHATBbHOMN
HegocraTouHocTu FAH, kopmienun
HepasBefIeHHBIM KO3bJIM MOJIOKOM).

2. TloBblleHHOE COfepKaHNUe apo-
MaTU4YeCKUX aMMUHOKMUCIOT (TUPO-
31{Ha, METUOHNHA, IIPO/INHA, QeHu-
NMaTaHNHa U Ap.), ONpedensieMbIX
METONOM TaHJEeMHOM MacC-CIIeK-
TPOMETpUM, MOABIEHUE «KaIyC-
THOTO» 3allaxa, KOTOPBbIN CKopee
OTpa)kaeT I€YeHOYHO-KIETOUYHYIO
HEJOCTaTOYHOCTb.

3. AQII - mapkep mponudepanun
JKeTYHbIX XonoB, npu HT1b nmoseI-
IIeH B JlecATKy, a npy HT1A B ThicA-
un pas. [losbimenne APII - He cre-
nuUYHBI, HO YYBCTBUTEIbHBIN
npusHak. [Ipm HOpManbHOM YpOB-
He A®II guarnos HT1 comuurenex
(ADIIy neTett OT HY/IA 10 TPEX Mecs-
ues MeHee 1000 HI/MI1, OT Tpex Mecs-
1eB 10 18 et — MeHee 12 Hr/mi).

4. Kocsennsiit npusnak HT1 - mo-
BBIIIEHNE JIeNbTa-aMIHOIEBYIEHO-
BOJl KMCJIOTBI, TOCKOJIbKY CYKIIMHM-
JIAIleTOH HTUOMPYeT IeTUIpOreHasy
IenbTa-aMUHOJIEBY/IEHOBOII KICTIO-
TBI B [I€YeHN ¥ SPUTPOLUTAX.

5. Tenetudyeckoe mcciaemoBaHme —
HOJITBEPK/JAI0IINII MeTOH. Bpras-

JIeHVe OBYX MyTaluii (TOMO3UTOTHI
VIV KOMIAyH/[i-TeTepO3UTOThI) Be-
punIMpyeT fUArHO3.

Jleyenue

o 1992 r. efMHCTBEHHBIM paju-
KaJlbHBIM MeTofoM nedenus HT1
CuMTaNach TPAHCIUIAHTALMA Ilede-
Hu (oxBaTbIiBama Tonbko 10% meTeit,
B 10-20% cnmy4aeB mmena MecCTO
IIOC/IeONIepALlMOHHAA CMEPTHOCTD).
Jla>ke mpy ymadHON TpaHCIIaHTa-
IV TIOpaKeHNe TOYeK IPOTpeccu-
posao. Tpe6oBamach MOXXM3HEHHAs
MMMYHOCYIIpeCCHBHAsA Tepamus.
Pepynupyiomas 6es6enkopas gyuera
JMIIb TOPMO3NUJIA IIPOTPeccupoBa-
He 3a60/IeBaHNUA U NTO3BOMAIA JO-
SKUTB IO TPAHCIUIAHTALVINL.

Ha npots>xennn 22 et B Mupe B Ka-
YecTBe eVHCTBEHHOI'O IIaTOreHeTH-
geckoro cpenctpa nedenya HT1 mc-
nonbayercst HutusnHoH (Opdanu,
Swedish Orphan Biovitrum (IIIse-
1us)). Aranoros OpdaniHa B Mupe
He cymecTByeT. Co103 NefuaTpoB
Poccun pekoMeHIyeT MCIIONb30BATD
ero B neueHnu HT1 go passurusa
TTIK.

Jo3a mopbupaeTca MHAUBUAY-
a7IbHO B 3aBUCUMOCTHU OT addek-
TUBHOCTM, KOTOpas OIjeHUBaeT-
Cs1 TI0 YPOBHIO CYKI[MHM/TAlleTOHA
B MOYe U KPOBU U YPOBHIO TUPO-
3M[Ha B CBIBOPOTKe KpoBU. OOBIU-
Has TepalleBTMYeCcKas Ho03a CO-
CTaBiAeT 1 MI/Kr/cyT, HadalbHas
mo3a — 1-1,5 MI/KI/CyT, eclm ypoBeHb
Tipo3nHa MeHee 600-800 MKMOTIB/ I,
HO He Bblme 2 Mmr/kr/cyr. Cyrou-
Has [j03a NIPYMEHACTCSA BHYTPb Of-
HOKpPAaTHO. YBelMuYeHNUe [[O3bl J10
2 MI/KT/CyT BO3MOXXHO IIpU OTCYT-
cTBumn addexra (He yayduIarOTCAa
IoKa3aTeIy KOaryJaorpaMMbl, ypo-
BEHDb CYKIMHM/IAIleTOHa He CHMU-
JKaeTcsl B TedeHNe [IBYX HeJlelb,
ypOBeHb THPO3MHA IIPEBBINIAET
800 mxMonb/n). YeMm Bblme ypo-
BeHb TUPO3UHA B KPOBM, TEM >KeCT4e
JIOJDKHBI OBITH OrpaHUYeHMsA OemKa
B nuete (He 6omee 1 r/kr). IToTpe6-
HOCTb B JPYTUX He3aMEHMMbIX aMI-
HOKIC/IOTaX BOCIIO/IHAETCS Ha3Hade-
HIEM 71e4eOHOro MUTaHuA (0 2 I/Kr)
IO CIlelMaabHBIM GOpPMyIaM, He CO-
IepXXallyM THPO3UHA U ero Ipef-
MIeCTBEHHMKA (eHMTaaHnHa. ITO
II03BOJIAET JOOUTHCSA HOPMAJIbHOTO
pocta u pasBurus. JJosa HUTU3MHO-

JddekTBHad hapmarotepanua. 3/2015



Ha KOPPeKTUPYETCS B 3aBUCUMOCTH
0T OMOXMMMYECKUX IIOKasaTeseil
M HapacTaHUs MAcChl Tela pebeHKa.
Oxomno 10% 60IpHBIX Ha Tepammio
HUTU3MHOHOM He OTBEYAaIOT, YTO
00ycrmoBnuBaeT HEOOXOAMMOCTD
O6MOXMMUYECKOTO MOHUTOPMHTIA
(ypoBeHb CyKIIMHM/IAIIETOHA B MOYe,
dyHKIMOHATbHBIE TPOODI TE€YeH,
A®II). Takue manMeHThl — MOTEH-
I[yaJIbHble IPeTeHeHThl Ha TPaHC-
IIaHTanuo mevenu [10, 11, 12].
HurtusuHoH 610KMpyeT aHOMAb-
HBII1 pacIaji TUPO3MHa, CIOCOOCTBY-
et nepesogy HT1 B HT2. IIpu atom
cofiep)KaHMe TUPO3UHA YBeIUYMBa-
eTcsl, HO MHTOKCUKAI[MM HPOJYK-
TaMM €TO pacHajia He IPOMCXOJNT.
CHIDKeHMe KOHLeHTpaluu TUPO3U-
Ha B CBIBOPOTKe JOCTUTAeTCs HU3KO-
0€e/IKOBOII IMETOI U NpUMEHEeHMEeM
CIeLMaau3NpOBAHHOTO JiMeTndec-
KOTO IIPOAYKTA.

o Hayaja Tepanmuym HUTU3VHO-
HOM B IEpUOJ IpeArnoaraeMoro
IVarHo3a, Korfa yxe TpebyeTcs
orpaHndeHne 6ejka, HO elle He Be-
pudunuposana HT1 y pgeteit mep-
BBIX [BYX-TpeX Mec:AlLleB >XU3HI,

Tema Homepa: opdaHHble 330011683

11e71eC000PA3HO IIPOJOIKATD IPYL-
HOe BCKapM/IMBaHNUe VINM M3bICKAaTh
BO3MOXXHOCTb JJOHOPCKOTO BCKapM-
MUBaHUA. Y JleTell TpeX — IATU Me-
Cs1leB CIeflyeT OTPAaHUYUTh 00beM
BCKapM/IUBaHuUA Ha 1/3 ¢ 3amMeHO
JaCTUYHBIM ITapEeHTePaIbHbIM IINTa-
H1teM MHPYsuAMU 10%-HOIl III0KO-
3bI (150 mi/kr/cyT). JeTaAm crapiie
IIATU MeCAIeB BBOAAT IIPUKOPMBI
Ha Boze (1,4 r 6enka/100 M cmecn).
[TepecmarpuBas nuTaHue, UICXORAT
u3 pacdera 1,5 T Oenka Ha 1 Kr Beca
pebenka. Kanopuueckas Hepgocra-
TOYHOCTD BOCIIOTTHAETCS KUPAMIL.

[Tocne HazHaYeHUSA HUTU3MHOHA
B fose 1-2 Mr/l Kr Beca KOppek-
1A 6enKa MPOBOAUTCS U3 pacyera
2 1/1 xr Beca. ITocie Havana Tepa-
MY HUTU3NHOHOM COOTHOIIEHME
6enka mumeBoro u 6Oeaka TUPO-
sugoHa cocrtasnder 1:1. CpengHas
moTpebHOCTD B Genke KomebmeTcst
ot 1,5 5o 2,0 r/1 kr Beca. Jepunut
He3aMEHNMMBbIX aMUHOKMUCIOT MO-
HUTOpPUPYeTCA KaK MIHUMYM OfUH
pas B IOJATOfA IIOC/IE M3Yy4eHUs
aMUHOKMCIOTHOTO CIIEKTpa CBhI-
BOPOTKM /MI0OBIM criocobom (TaH-

TeMHOIl Macc-CIHeKTpOoMeTpueit,
AK-ananmusaropom). [Tocnenyromas
Koppekius 6enkoBoro gedunyura
HPOBOAMUTCSA IPU CHIDKEHUU Pe-
HUJIaTaHMHA MeHee 20 MKMOJB/T
(Hopma 20-125 mxmonb/m). Ilpu
KOHI[EHTPAallMy TUPO3VHA BBIIIE
600 MKMOJIB/TT BBICOKA BEPOATHOCTD
06OYHBIX SIBIEHNIT B Bufe GoTO-
YYBCTBUTE/NIbHOCTH I7Ia3 BC/IE[ICTBIE
OT/IOKEHN S KPWUCTA/IOB THPO3MHA
B porosuiie. ITo Tpebyet Ooree yet-
KOTO COOMIOfIeHN I PeKOMEHAaluit
10 OTPAHNYEHNIO OEIKOB.

IImaH MOHMTOPUPOBAHUA [PYIUX
OMOXVMMMYECKNX ITapaMeTpOB Ha-
IIpaBJIeH IIaBHBIM 00pa30M Ha KOHT-
ponb ypoBHA A®II, mockonbky
puck passutua I'IIK coxpansercs,
HECMOTP:I Ha €70 MHOTOKPaTHO€ CHI-
JKeHMe. B TexX ke Lie/IAX MPOBOAUTCA
CUCTEMaTU4YeCK! yIbTPa3BYKOBOE
uccnegosanne (Y3U), komnbroTep-
Hast tomorpadms (KT) u marautHO-
pesonancHas Tomorpadusa (MPT).
[TepmopMIHOCTDb MCCIEAOBAHMIT OT-
pakeHa B Tabm. 1.

Ba>xHbIII MOMEHT: B JOCTYIIHO JIN-
TepaType HeT CBeIeHMII O CKOPOCTH

Tabnuya 1. Inan MOHUMOPUPOBAHUS NAPAMEMPOS KPOSU U HACIOMA UHCIPYMEHMATLHBIX UCCTe008AHUIL NPU HASHAYEHUU

HUMU3UHOHA

WccnepoBanme

KOHLICHTpa].H/I}I AMUWHOKIUCIIOT

CyKI[MHMTAI[eTOH B MOYe

O6umit anamu3a xkposu (Hb, Ht, Plt, WBC)

A®II B CBIBOPOTKE KPOBM
ITpoTpoM6UHOBOE BpeMs

YacTuaHOe TPOMOOIIACTIHOBOE BpeMsI
Bunupy6un

AJIT/ACT

ITTII

o

KT min MPT!

OO61mit aHaM3 MOYM, KpeaTVHUH

Jencumerpus (cTaplie YeTbIpex jer)
VLU peHTreHOorpadys

+ [lo kMuHMYeCcKUM JAaHHbBIM.

1 pa3/3 mec |1 pa3/3 mec |1 pa3/6 mec
X

X X

X X

X X

X X

X X

X X

X

X X
X X
X X
X

X

X

X

! MPT npepnouTuTebHee C KOHTPACTUPOBAHMEM IIPY IIOJ03PEHUHN Ha aJleHOMY, IIPY OOHAPY>KEHU Y3/I0B M JISL OLIEHKM Pa3MepOB II0YeK.

Meanatpus. N2 1
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Y 90% naLieHTOB Ha (JOHe Nprema HUTU3IIHOHA
MeyeHoYHaA HeZI0CTaTOYHOCTb CTAHOBUTCA
KOHTDO/IMPYEMOHA, BHEMEUeHOUHbIe MPOABNIEHNA,

Kak MpaBwno, Kymupyiotcst. HuTu3uHoH
001a1eT XOPOLLIeiA NepeHOCAMOCTbIO,

OKI1IdEMOE MOBbILLEHNE B M/1d3ME KPOBIA
YPOBHA TVPO3HA KNMHNYECKIA HE NPOABNAETCA

28

y DONbLLMHCTBA feTeld

peunausa HT1 mpu oTmeHe Tepa-
nuu. Ha ceropHAIHNII IeHb Tpoe
73 BOCbMMU JIeTell IIpePBaIy TEPAINIO
13-3a TOTO, YTO OpraHaMyU MeCTHOTO
3 paBOOXPaHEHN He 3aKYIAeTCsd
JKM3HEHHO HeoOXOfuMoe IeKapCTBO
JEeTAM-MHBaIUIAM.

OueHKa 1 KOHTpONb
3¢ peKTUBHOCTH Tepanum

YeM paHbllle YCTAHOBJIEH [JMArHO3,
TeM JIydYlle pe3ylIbTaT JedeHMUA.
Y 90% mauueHTOB Ha (OHe IpueMa
HUTHM3NHOHA IT€4eHOYHAs HeJJ0CTa-
TOYHOCTb CTAHOBUTCA KOHTPOJIN-
pyeMoli, BHeIIeUeHOYHbIe IPOAB-
JIeHN A, KaK IIPaBUIO, KyIMPYIOTCA.
HutusnHon ob6magaeTr Xxopolrei
IIePEHOCUMOCTDI0, 0XKIJjaeMoe I10-
BBbIIIIEHME B T1J1a3Me KPOBU YPOBHSA
TUPO3MHA KIMHUYECKU He IIpo-
ABIAETCA y OONBIIMHCTBA JlEeTeIl.
OnpIT MpuUMeHeHNA HUTHU3MHOHA
y HeTell, HAYaBUIUX JIe4YeHUE UM
B BO3pacTe JI0 IBYX MecCAI[eB, ITOKa-
3ai, uto puck I'lTK cHmxaerca ¢ 40
10 5%.

Kourpons rtepanun Opdapunom
BK/II0YaeT OIpefieNeHNe YpOB-
Hi (eHMIaTaHMHA ¥ TUPO3MHA.
ITpu Hu3koM (MeHee 20 MKMOJIb/)
ypoBHe (eHMIaNTaHNHA HEOOXORN-
MO yBEJIMYUTH IIPUMeHeHue OesKa.
YpoBeHb THPO3MHA >KeTaTelbHO
yaep>xupaTh B guanasoHe 200-400
MKMOJIb/T BO U30€XXaHye Pa3BUTUs
no6ounbix addexron. [locnennne
CBSA3aHBI ¢ 0(PTaTbMOIOTNYECKU-
MM CHUMITOMaMM B pe3yabTaTe
pasfipa’keHNsA POTOBUIBI M CKJIep
BBICOKOJI KOHIJ€HTpaILuel TUPO3N-
Ha ($poT00603HD, OLIyIIeHNe ITeCKa
B I/1a3ax).

a HoMepa: OpGaHHble 3a00M1eBaHuA

Y3W 6pIoNIHOIl MOMOCTH HAMITEXKNUT
TIPOBOJUTD Ka)K/Ible IIeCTh MeCAIEB,
a MPT nevenn exerogHo. IIpn BbI-
SABJIEHUU TIOJJO3PUTENbHBIX Y3/IOBBIX
00pasoBaHMII MMOKa3aHbI METOJbI
BU3yaNMM3anyuyu ¢ KOHTPACTUpPOBa-
Hrem (KT, MPT, pagmousoromn-
HO€ JCCTIefoBaHye). DTO MO3BOIUT
noaTsepauth I'IK. Yposennr ADII
crefyeT KOHTPOIMPOBATh KaXK[ble
Tpu — 1ecThb MecAnes. [loBTropHoe
nopbinieHne A®IT cryxut nosogom
I yray6meHHOro o6cnefoBaHMs
Ha nipegmet I'TIK.

3aboneBaHue meTell, MMEKIINX IIe-
YEeHOUYHYIO HeJOCTAaTOYHOCTD, JaCTO
IIpoTeKaeT KpaifHe TAXeIOo C BbIpa-
>KEHHOJ KOaryJjolnaTuei ¥ acIiMTOM.
[TpumeHeHe HUTU3MHOHA OOBIYHO
NPUBOAUT K OLIYTMMOMY KIMHU-
YeCKOMY Y/Iy4IlIeHNIO B TeUeHye He-
CKONMbKUX faHeN. 90% IalyeHToB OT-
BeYaloT Ha Tepamuio. Eciu mpodunp
KOAry/IsALUy He yIy4dllaeTcs B Tede-
HIIe OfIHOII HeJieM, 03y HUTU3HOHA
IIOBBIIIAIOT. Y OOJBIIMHCTBA JieTell
C KIMHUYECKVMM HPOABIEHUAMU
LUppo3a U MOPTaNbHOI IMIEPTeH-
31 JIeYeHe IPUBOAUT K KOMIIEHCa-
LU U JJaKe perpeccy HuppoTmiec-
KX VI3MEHEHNIA.

QyHKIMA TOYEYHBIX KaHaJblleB
HOPMAa/N3yeTcs, PeKpaIlaloTcs Mo-
Tepu Kanpiys 1 pocdopa ¢ MOYOIL.
JledeHre HUTU3VHOHOM B TeUeHIe
HepPBbIX TPeX MecsAleB >KM3HU IIpe-
TOTBpalllaeT pa3BUTHUE KapMOMUO-
natun. [Ipn 6onee mosgHeM Havase
ee TeueHMe YIyqIIaeTCsA He3aBJMCUMO
oT ¢popmbI 3a601€BaHMSI.
[IpumeHenue HUTU3MHOHA obec-
meyyBaeT IOTHOE KyNMpOBaHUe
HEBPOJIOTMYECKNX KPU30B 10 TUIY
nopdupun.

3amepXKa pasBUTUA He ABIAETCA
cnencreueM HT1. OpHako Tepanms
HUTU3MHOHOM BBI3bIBaeT pa3BUTHLE
¢denornna HT2 (puc. 1). EcrectBen-
HblT Xof passutua HT2 npepcras-
JseT o001 reHeTYeCKIIT BeyUINT
4-ruppoKcreHMIIPYBaT-FIOKCH -
TeHa3bl, YTO BCTpeYaeTCs YPEe3BbI-
yaliHo pegko. Ho 3aep>xka nHTeN-
JIEKTYa/IbHOTO PAa3BUTHA ABJIAETCA
KOMITOHEHTOM B CTPYKType JaHHOTO
3abomeBaHusA. B 3T011 CBA3K BIIOIHE
060CHOBAaHHO PEKOMEHIOBAThH pe-
TYJIAPHBIN KOHTPOIb YPOBHA pas-
ButuA y gereit ¢ HT1, nomydaromux
HUTH3VHOH.

MokazaHua K TPaHCIaHTaUun
neyeHu, B Tom yucne
npun ne4yeHNn HUTU3NHOHOM

B cocroanmnm ocTpoil ne4eHoYHOM
HeJOCTAaTOYHOCTY TPaHCIUIAHTALIMIO
IIeYeHN MPOBOJAT, eC/IN IPOodUIb
KOAaryAnMy He yIydllaeTcs depes
OJIHY HEJIe/II0 IeYEHM .

IIpn XxpoHMYecKoil Ie4eHOYHOI He-
HOCTATOYHOCTY IOKAa3aHMAMMU JJIA
TPAaHCIJIAHTAIIMM TIeYeHM CIyXKaT
B OCHOBHOM nopospenusa Ha ['TIK,
a MMEHHO peLMAVB IOBBIIIEHUS
ypoBHsa ADIIL.

¥ neteit crapiie AByX €T, HE IPYHMN-
MaIOUUX HUTU3VHOH, PUCK pa3BU-
s I'IIK ocraercsa Boicokum (40%).
B sTOM cny4ae TakTMKa CIOpHA -
MPOBOJAUTD TPAHCIUVIAHTALIUIO MU
OT/IOKUTD €€ [0 MOSABJIEHUA IpHU-
3HakoB I'lIK. PexoMmenpganuu cyry6o
VH/IMBUYaIbHbI.

Peunpus napacranua A®II B cbi-
BOPOTKe KPOBI TpeOyeT KOMIIIEKC-
HOTO UCCIe0OBaHNU A, IPU KOTOPOM
ocoboe 3Ha4YeHMe NpUAAETCA pas-
AMYHBIM MeTOfaM BU3yanusa-
yunr (MPT, KT) mogosputenbHoro
Ha 'K o6beMHOTO 06pasoBaHus
IeYeHyu 1 MOp(OIOrNIecKOMY VC-
C/IeOBAaHNIO TKaHM HeYeHU, MOj-
tBepxpatomemy I'IIK.

Xapaktepuctuku getei,
HaXoAALWMXCA MO/ HaLUM
HabnoaeHnem

Huarnos HT1 ycranosneny 18 fetei
¢ 2006 mo 2014 r. (tabn. 2). Tpoe
U3 HUX YMep/IN [0 TOrO, KaK IOsi-
BIIACh BO3MOXXHOCTD IIPUMEHEHVSI
teparmu OpdaarHoM. Y BceX TPOux
OTMEeYanoch IOLOCTPOE TedeHUe
3aboneBaHusA ¢ 0e6ITOM [0 OLHO-
ro roga. B To >xe Bpemst mO3aHsIs roc-
OUTaNIN3anus depe3 HeCKONbKO
MecsAleB OT febloTa codeTanach
C perpeccoM HaBBIKOB, IMIIOITINKE-
MUeil U OCTPBIM TEeYEeHMEM paxu-
ta. Ha puc. 2, 3 u 4 npepcraBneHsl
Hanbosee 3HAYMMBIE [TAPAMETPHI —
JlaHHbIE [0 Havyasa Tepamluu, Jepes
MecsI1] TepaInu U Jajee Yepes LIeCTh
MecsiLeB. ITi mapaMeTpsl Hanboee
3HAUUMBIL: C OHOM CTOPOHBI, OHU
HOATBEP>KAAIOT AMATHO3, C APYTOI —
oTpaxaloT 3¢p(eKTUBHOCTh Tepa-
mun. A®II - Hanbornee crienuduy-
HbIiT Mapkep BeposTHoI I'TIK.

B rabnuue 3 moxasaHbl MyTaIuu,
o6Hapy>KeHHble Y HAIINX IalJieH-

JddekTBHad hapmarotepanua. 3/2015



Tabnuya 2. Xapaxmepucmuku nayueHmos

Ny

Tema Homepa: opdaHHble 3a6oneBaHﬁ“§

bonbHoI IMe6roT Bospact Hayvano repanuu | IIuppo3s | Cuagpom ®aHKOHM IIponomKnTenbHOCTDh
HT16/HT1A AUATHOCTUKU | HUTUSMHOHOM Tepannu
A.C. Menee 1 roga 2 ropma 3 Mecana 2 rojga 6 Mmecsnes  + Her 7 et
H.M. Menee 1 roga 2 roma 2 Mecsitja 5 et 1 mecsig + 4+ nonmubiit CO 6 et
K. Menee 1 roga 4,5 roga 4 roma 6 mecsaneB  + ITepenomer 2% 7 neT
JLKX 4 mecana 7 Mecs1eB 7 Mecs1eB + [unepnapTupeos 3 roga
II.b. 2 roga 12 net 12 net + 4+ monubiin CO 4 roma
AAX 2 mecsiia 7 MecsieB 7 Mecsi1eB + Het 2 roga
H.B.* 3 mecsma 2 Mecsana 2 Mecsana Her Her 2 roga
T.b. 1 rop 11 mecaues 12 mecaues + Iunepnaparupeos He nmonyvana
AKX 6 MecsIeB 11 mecsaneB 11 mecsaneB + Iunepnaparupeos 2 roga
AY. 2 roma 4 roma 5 et + Her, MKB Ha ¢one neyenns Buramuaom D 2 roga
A.IL 2 roga 2 roga Her + + 2 rojga
M.9D.X* 6 MecsIIeB 8 MecsIeB 8 MecsIeB + Her Her mannbix
PU. 2 roga 5 et Her + 4+ 1 rom
K. JT.** 1 rox 2,5 roma 2,5 roma + 4+ 7 MecsAIeB
PB.* 2 mecsIla 4 mecsana 4 mecsra Her Her 4 mecsna
* TMauments: ¢ HT1A.
** TpaHCIUTaHTAIMA NedeHy B OKTAOpe 2014 1.
5 0 ‘ 1 ‘ 2 ‘ 3 ‘ 4
ToB. B maboparopun HGO MT'HII mnpoBe/jeHHOro jeYyeHUA OTMedYa- Z
PAMH ycraHOB/IeHa paHee He ONMU- JIUCh CTAOMIM3ALUs COCTOSHUA, i =
canHas myrtauus B rede FAH y on-  wacTmunbiii perpecc nmpposa g 5 1007
HOTrO OO/IBHOTO SIKYTCKOTO IPOMC- U IMOPTaAbHOI rumepreHsun. Boc- 9 ; 10 -
XOK[IeHNUsA. 3aTeM Ta >Ke MYTalys CTaHOBWICSA MUHepPaIbHBI OOMeH. ::fr &,
Obl1a BbIAB/IEHA Y eTeil u3 Bypatun PasButue AeBOYKHM CTAIO COOT- 5 E 14
n JlarecTana. ¥ OCTa/IbHbIX MALIEH- BETCTBOBATb BO3PACTY. g g 01
TOB OOHapy>KeHbI paHee olMcaHHble [IpOJO/IKUTENIBHOCTD Tepaluu EE \
MyTalyHn. COCTaB/IAET OT YETHIPEX MeCAleB < é 0,01 1 amason sopws \
1o 6,5 roga. Y Tpoux mereir orme- 5 £ 0,001 -
Co6cTBEHHbIE faHHbIe YaeTcs MmepephiB B JEYeHUM, YTO
0 pe3ynbratax 3pPpeKTUBHOCTH S

neyenua HT1 HUTU3NHOHOM

[lepBoil nMedyeHVEe HUTUBMHOHOM
B Hamrell cTpaHe Havana (4 ¢des-
pana 2008 r.) manmentka A.C.
2005 ropma poxpeHnA. ITO MpoO-
M30LIJIO 10 MOMEHTA PerucTpanuy
npemnapara. bpIo monydeHo pas-
pellleH1e TOKaJTbHOTO 9TUYECKOT0
KoMuTeTa M MHGOPMUPOBAHHOE
cornmacue marepu. Tepamust 6bima
HayaTa Ha OCHOBAHUM IIpuUKasa
Munsppascoupassutua Poccun
ot 09.08.2005 Ne 494 «O mopan-
Ke IpUMeHeHUA JIeKapCTBEHHBIX
CpPefCcTB y GONBbHBIX IO >KM3HEH-
HBIM IIOKa3aHUsM». B pesynbrare

Meanatpus. N2 1

IO HACTOsIEero BpeMeH) 4YpeBa-
TO pa3BUTMEM OCIOXKHEHUIT, MO-
CKOJIbKY BBICOKJE KOHIIEHTpaluu
TUPO3MHA CIOCOOHBI MPUBECTHU
K THUPO3MHEMHNYECKOMY KpU3Yy.
Habnomgenne mnpojonxaercs.
HapmeeMcs, 4TO TOCTaHOBIIEHIE
ITpaButennbctBa PO ot 26.04.2012
Ne 403 «O mopsizke BefeHMs de-
IepajbHOIO perucrpa Jaul, cTpa-
BAIOIVX >KU3HEYIPOXKAWIUMU
U XPOHMYECKUMU HPOrpeccupy-
fowumMu penkumu (opdaHHBIMN)
3a60/eBaHUAMM, MPUBOILINMI
K COKpallleHMI0 IPOJOIKUTENb-
HOCTM >XM3HM TPakJgaH MIU KX
MHBAINHOCTH, ¥ €r0 PernoHaIb-

Puc. 2. unamuxa cykuununauemona é moue demet,
nonyuasuiux Opdaoun He menee wiecmu mecsyes
(0 - 00 neuenus, Oanee Kaxcovle uiecmo mecaues)

0‘1

2’3‘4

1400

JInanasoH ypoBHs THPO3MHA C BHICKIM PUCKOM MO60UHBIX 9d)pexTon

1200
1000
800
600 -
400 -
200 ~

YpoBeHb THPO3NHA,
MMOJIb/JT

JlnanasoH HOpMbI

0

Puc. 3. [lunamuxa coOepianus mupo3uHa é col60pomxe
xpoeu oemeii ¢ HT1 na gpone mepanuu Opdaourom (1 mz/xe)
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O
TN

mAC WHM #mIK

HHbE ETbH MHCK

1000 000
100 000 -
10 000 -
1000 ~
100
10

0

I.5. mJLK. W TA.
MJ3. = AIlL WP/ mKJ

0

Puc. 4. Yposenv ADII 6 cotsopomre Kposu nauuenmos

1

2 3 4

Ha (ﬁOHe JleveHUsA HUMuU3uUHOHOM

Tabnuya 3. Pesynvmam mMoneKynapHO-2eHemu4ecK020 aHanusa

Myrauus s rene FAH

A.C.

H.M. (paxur)
LK.

E.K. (ocTpasn)
I.B. (paxut)
A.A. (ocTpas)
H.B. (ocTpas)
T.B. (ocTpas)

O © N N U oA W N~

A K. (ocTpan)
AY.

M.3. (ocTpas)
AIL

P (paxuT)
K.[. (paxwur)
PB. (ocTpast)

e e e
g oA WD = O

Puc. 5. Banveycuas u eapycnas oepopmarust
Hoz y 6onvnvix PVI. 4 nem u K.JI. 3 nem na goue
THIBE (y o6eux sepuduyuposan yuppo3 neuexu)

30

IVS12+5G>A/Argl 74X
1VS6-1G-T/R174X

VS 6-1G>T

IVS 12+5G>A/IVS 6-G>T
IVS 6-1G>T

IVS 1090G->C/Glu364GIn
IVS 6-1G-T

VS 6-1G-T
Ala203Asp/IVS12+5G>A
GIn64His/TVS5+1G>5]
Pro342Leu
Val166Gl/His333Pr]
¢.125C>T (p.Pro342Leu)
IVS 1090G->C/Glu364GIn
1VS6-1G-T/R174X

a HoMepa: OpGaHHble 3a00M1eBaHuA

Puc. 6. Penmezenozpammol cabnesudnoti dedpopmanuu Hoz y 6onvnozo H.M. 0o (A)
u uepe3 nonzooa (B) nocne onepamuenozo newenust (KAUHOBUOHOL pe3eKyuu
¢ pukcayueti memannuuecKkoti nIACMUHOL Mano- u 6onvuiebepy060ii Kocmeii)

HOTO CeTMeHTa» OyJeT peaansoBa-
HO, I ieTsIM OyJeT rapaHTUPOBAHO
becriepeboiiHOE TeYeHMe.

g PeKTUBHOCTD NeyeHuna
POCCHIICKNX AeTel C N03HO
YCTaHOBJIEHHbIM [UArHO30M
Kpome ocuoBHOTO MeTabomun-
Ta — CyKIMHMIaleToHa (puc. 2),
cobcTBeHHO TuUpo3uHa (puc. 3),
onkomapkepa — A®II (puc. 4), usy-
yanu ypoHu I'TTII, akTuBHOCTD
Tpancamuuas, HI® u gpyrux xam-
HUYECKUX M OMOXMMMYECKMX Ma-
paMeTpoB KPOBM, OTPakaloljux
sddexTuBHOCTD nMevenuss HTI.
HaMmu cucremaruyecku onpepens-
H0TCsI OMOXMMMYECKIe TTapaMeTpsl
Moun - Kampuuit- u ¢pocdop-kpe-
aTMHOBble K03(GUIMEHTHI, TTII0-
KO3ypusi, MIPOBOAUTCS PYHKINO-

Ha/lbHasi Hpoba 1Mo 3MMHUIIKOMY,
a TaK)Xe KUCJIOTHO-OCHOBHOE CO-
CTOsITHIE KPOB, [TOKa3aTe/ln Koary-
JIOTPaMMBbl, B YaCTHOCTU BUTAMUH
K-3aBucHMBIX GaKTOPOB, TOPMOHBDI
KOCTHOTO MeTabonm3Ma 1 ypoBeHb
00111eTO VI MOHMSMPOBAHHOTO KaJIb-
1A u pochopa B KPOBIL.

M3 15 peteit y 4eTBepbIX (ABYX
Majb4MKOB U JBYX JeBOUYEK) OT-
Medanuch TsKensle pedopma-
UMM CKejleTa C IOTepell OMOpPbI
Ha HOTrM, cabneBupHasA gedopma-
U TpyOYaTBIX KOCTEN, CKONTNO3
[I03BOHOYHMKA 1 IPy6ast BapycHas
medopManus CTOI, YTO SBUIOCH
pesy/nIbTaTOM BTOPUYHOTO CUH-
npoma ®aHKOHM, BUTaMuH D-pe-
3UCTeHTHOTO paxuta. Kpome toro,
y OZHOTo pebeHKa MMeIN MeCTO
cnoxkHast gedopMaius KOTEeHHBIX

Puc. 7. IIpozpecc na gone neuenus Opdaounom (nayuenm JI. 3a mpu 200a neueHus 6b1poc
Ha 36 cm u npubasun 6 eece 36 kz; nayuenm H. 3a uemvipe 200a neuenus evipoc Ha 43 cm
u npubasun 6 éece 17 k)

JddekTBHad hapmarotepanua. 3/2015



CYCTaBOB, BBIBUX KOJIEHHBIX dYallle-
YeK M Ta300eJpeHHBIX CYCTaBOB.
3a Toj TepamMyU HUTU3VHOHOM
Ha oHe KOPPEKL NN KMCITOTHO-IIIe-
JIOYHOTO COCTOSIHU I, HAa3HAYEHI S
AKTMBHBIX MeTabOMNTOB BUTAMU-
Ha D (kanpuurpuona), mpenaparos
KanbLys M IBYOCHOBHBIX oc-
¢dbaToB KynmMpoBaH IOYEUHBIN
KaHa/IbIeBbIil alluf03, BTOPUY-
HBII TUIlepIapaTupeos, BOCCTa-
HOBWJICA MUHepaJbHBIN 00MeH,
HOPMaJIM30BaNNCh MUHEPATbHAs
IJIOTHOCTb KOCTel (110 JaHHBIM
ZEeHCUTOMETPUN) U KOCTHBII BO3-
pact. Y oHOro pebeHka oTmeda-
nach rpybas fedopmanus rpysHoi
KJIETKM, IIPUBeAIIas K AbIXaTelb-
HoJt HegocTtaTouHocTu IIB, KoTO-
past mocre roga tepanun u addex-
TUBHOII ABIXaTeTbHOI IMMHACTUKI

Nureparypa

Tema Homepa: opdaHHble 330011683

C IOBBILIEHHBIM CONIPOTUBIEHNEM
Ha BbIJOXe IIpMBena K BOCCTa-
HOBJICHUI0 BEHTUIALMOHHBIX TO-
Kasareneil. Yepes ropm nedyeHus:A
HUTU3MHOHOM HaM COBMECTHO
C COTPYAHMKAMM OPTOIEIUYIECKO-
TO OTAENeHNA YHA0Ch BBIIOTHUTD
yCIelIHble oNepaluy KOppUrupy-
Iollell OCTEOTOMUM Y IBYX Majlb-
YMKOB M 4Yepe3 IONTO0Ja Y OFLHOI
meBouku (puc. 5,6 u 7).

Y Bcex ferell mo gaHHBIM GuOpO-
371aCTOMETPUM TMeYeHU OTMEYeHO
CHVDKEHVE TUIOTHOCTY TIeYeHOYHOI
MIapeHXMMBbI, YTO He CBOJICTBEHHO
LUppPO3aM I€YEeHU JPYrOil 3TUO-
noruu. OT KOHTPONBHOI OUOIICUN
[IeYeHN O ITUIECKUM COOOpake-
HMAM, TOJTYYMUB IONOXUTENbHYIO
OVHAMUKY II0 JPYTMM IIapaMeTpam,
MBI BO3/Iep>KMBaeMCA.

3aKniouenue

IIpn aHanmse MOHNUTOPUpPOBA-
HUA 6MOXMMMYECKUX IOKasaTenel
y JieTell, He MpepbIBaBIINX TePAIINIO,
MOXXHO C[I€/IaTh CTIEYIOLVIe BHIBOJBL.
Bo-1epBbIX, HM Y OFHOTO pebeHKa
He BBLAB/ICHO II000YHBIX 3P eKTOB.
Bo-Bropsix, nedeHne adppexTuBHO
Kak Ha ctaguu uupposa (HT1B), tax
U Ha CTaJjy OCTPOJL TI€9€HOYHOI He-
nmocrarounoctu (HT1A).
Bo-BTOpbIX, X0powmuii addexr mno-
Jy4eH flaXke NPY MO3[HEM CTapTe
teparuu (HT1B). Ho, koHeuHO, YeM
paHbllle HAYaTa TEPAINs, TeM JIydIIe
pesyrnbrar.

B-TpeTbux, B TeueHue roga perpec-
cupyer TyOynIomaTua M BOCCTaHAB-
JIMBAETCs] MUHEpaIbHasl IVIOTHOCTD
KOCTeN BCJIe[CTBME CHVKEHUS I0-
Tepb Kabys 1 pocdopa ¢ MOYOIL.
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A 7-Year Experience of Therapy with Nitisinone of Hereditary Type 1 Tyrosinemia in Russia

L.S. Namazova-Baranova, S.I. Polyakova, T.E. Borovik, T.V. Bushuyeva, M. A. Varichkina, A.K. Gevorkyan
Scientific Center of Children’s Health under the Russian Academy of Medical Sciences

Contact person: Svetlana Igorevna Polyakova, polyakoval963@list.ru

The main purpose of the current publication was to attract attention of medical audience to the problems related
to hereditary tirosinemia. We refer to a timely and uninterrupted medical supply of such patients, the earliest
possible diagnostics, by integrating efforts from physicians of different medical specialties (hepatologists,
resuscitators, gastroenterologists, orthopedic surgeons, nephrologists, and neurologists) for development

of appropriate individualized curative tactics.

Key words: hereditary tyrosinemia, alpha-fetoprotein, succinylacetone, nitisinone, Orfadin
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a HoMepa: OpGaHHble 3a00M1eBaHuA
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KompoBepa y geren

B.M. Crygenukun

Anpec pna nepermcku: Braguvump Mutpocdanosny Crynennkus, studenikin@nczd.ru

B cmamve paccmampusaiomcs smuonozust u namozexes, KiaccuPukayus,
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penu penkux (opdaHHBIX)

MeTabonnuecknx OosesHein

BCTpeYyaeTcs MATOJOrudec-
KOe COCTOsIHME, KOTopoe B Poccun
U3BECTHO Kak cuHpApoM Knamma -
Komposepa, a 3a pybexxoM — ruj-
POKCUKMHYpPEHUHYpUsA, KCAaHType-
HOBas allUJypus, Hacle[CTBeHHAs
KCAaHTYpeHypUsi, KMHYpPEHNHOBAs
HENOCTATOYHOCTb U T.J. [1].
K coxanennmo, cnappomy Knam-
ma — KompoBepa mocBsiiieHO Bech-
Ma CKpPOMHO€ 4JCI0 IyO6amKarui,
4TO BO MHOTOM OOBSCHSIETCS pef-
KOCTbI0 9TOI 6oe3sHu (mpenmono-
JKUTEJIbHO MEHee OJJHOTO CIydas
Ha 1 000 000 Hacenmenns) [2].

061wwue cBegeHua

Cuanraercsi, 4T0 60/Ie3HDb BIlepBbIe
HE3aBUCHMO JPYT OT [ipyTa ONMCaIn
HeMenkuit reHeTuK A. Knapp u ame-

puxaackuii neguarp G.M. Komrower
(1958). Ilo ppyrum cBefeHUAM,
nepsas ny6nukanus A. Knapp, no-
CBAILleHHasA KCAHTYPEHOBOI alu-
nypumu, mosBumach B 1962 r., a pa-
6ora G.M. Komrower - B 1964-M.
A. Knapp cumra, 4To HacneCTBEH-
Hasd KCaHTYpeHYpUs BCTpedaeTcHd
3HAYMTEIIBHO Yallle, YeM (PeHUIIKeTO-
"ypus (y 0,5-1% nacenenu:). Bro-
CNIe[ICTBMY €r0 MHEHJe He HaIIIo
noxTBepXKmeHus [1].

CornacHo MexxiyHapoIHOI KIacch-
¢duxaunu 6onesHeit 10-ro mepecMor-
pa cuappom Knamma - Komposepa
(rUPOKCUKMHYPEHUHYPUS) MMeeT
kop, E72.8 «JIpyrue yrouHeHHble Ha-
pyLIeHVs 0OMeHa aMUHOKICIOT» [2].
IIpepmonaraercs, 4TO CYI[eCTBYeT
He TOJIbKO BUTaMIH Bg-3aBucnmas,
HO U THUPUJOKCHH-He3aBUCUMas
dbopMa I'MIPOKCUKUHYPEHUHYPUN

[1]. B wactuoctn, K. Tada n coaBT.
(1978) ommcanu ButamMuH Bg-3aBu-
CUMBIII BapuaHT 00e3Hu y Opara
U CECTPBI, POAUTENN KOTOPBIX MIMEN
O1M3KYI0 CTelleHb POACTBA (Ky3eH
" KysuHa) [3].

Brocnepcteuu R. Cheminal u coasr.
(1996) ommcany BapMaHT «BPOX-
INEHHOJ HEeNpOrpeccUupyrolleil dH-
nedaonaTUM U IIYyXOTHI C MHTEP-
MUTTUPYIOMVMI SIM30[aMI KOMBI
U TUIIEPKMHYPEHUHYPUM», 06Hapy-
JKEHHBIIl VMU y HIECTV U3 HEBATU
fieTeil, POAVBIINXCS Y a/DKUPCKUX
ponuteneit ¢ GIU3KON CTEIEHbIO
porcTBa (Ky3eH 1 KysuHa) [4].

Ha snexTpoHHOM IOpTasne pemKux
6onesHeit orpha.net sxnedanomna-
TUs BCIE[CTBME TUAPOKCUKUHY-
PEeHUHYPUHM MMEET MapKUPOBKY
ORPHA79155 [2]. Pasnuunble ac-
neKThl cuHApoma Knanma - Kompo-
Bepa HaXo#ATCs B cepe MHTEPECOB
IpefCTaBUTE/Iell PasINIHBIX MeH-
LIVHCKMX CIIeNVaabHOCTEN — HEBPO-
JIOTOB, NICUXMATPOB, EPMATOJIOTOB,
JIMEeTONIOTOB, T€HETUKOB, O(PTANTbMO-
JIOTOB 1 T.Ji.

Onpepenenune

Cunpgpom Knanna - Komposepa -
HapylleHle aMUHOKICIOTHOTO 06-
MeHa (Tpunrodana), ABIS0IIEECS
HacneqCTBEHHO BUTaMMUH Bg-3a-
BUCUMOJ KCaHTypeHypueit (aMu-
HOKMCIOTHAsT (PepMEeHTOIaTHs:A).
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bonesup mposBnserca Hapymie-
HUSIMY CO CTOPOHBI IIeHTPaTbHOI
HEPBHOIT CHCTEMBI, KO>KHBIX ITIOKPO-
BOB, IJIa3 U PYTUX OPTaHOB M CIUC-
teMm [1].

VsBecTHO u fpyroe ompepeneHne
cunppoma Knanma - Komposepa.
9To pepKoe reHeTUYECKOE 3a60/IeBa-
HILe, PV KOTOPOM HEOCTATOYHOCTb
KMHYPEHIHAa3bl BBI3bIBAET Mpobite-
MBI coMaTndeckoro (pusnyeckoro)
¥ IICUXMYECKOro crekTpa. [loguep-
KMBaeTCs, YTO HEJOCTATOYHOCTD
KMHYPEHNHA3bl MOXeT ObITb IpU-
00peTeHHOI (IIpy 9TOM IPOSIBIEHIS
YKa3aHHOTO AeduiuTa BIPaXKeHbI
B MEHbIIIEJT CTETIEHN).

P. Shauenburg oTHOCHMT cuHApOM
Knanma - Komposepa k rpymre pac-
CTPOICTB TpUnTodaHOBOro obMe-
Ha, 0003HaYasA ero Kak HapylIeHNe
MeTabonu3Ma TpunrodaHa co CHU-
JKeHMeM aKTMBHOCTU TpUHTO(daH-
HMPPOIA3BI U OTCYTCTBMEM HUKOTHU-
HOBOIJT KIUC/IOTHI [5].

leHeTUYeCKMe acneKTbl CMHAPOMA
Knanna — Kompogepa

B Hacroslee BpeMsl yCTAaHOBIIEH
ayTOCOMHO-IOMUHAHTHBII THUII Ha-
crnenoBaHus 6omesHn (TMAPOKCH-
KMHYPEHUHYPUM), KaK U mpu 607b-
mnHCTBe hepmeHTOMIATHMI [2].

B 6ase manupix OMIM rugpokcu-
KMHYPEHUHYPUNM COOTBETCTBYET
Ne 236800, a reHaM KMHYpPEHMHA3bI
(KYNU) unu L-KMHUHYPEHUHT U] -
pormaser — Ne 605197 [6].

B 06ase pgamapix OMIM non
Ne 260650 mpepcTaBieH TaK Ha3bl-
BaeMBblil IIe/IarPOIOfOOHDIN CUH-
opom (pellagra-like syndrome),
omucannbiit E. Freundlich un coasr.
(1981), a taxxke M.A. Salih n coasr.
(1985 1) [7, 8]. [Ipepmonaraercsi, 94TO
He/IarpOIOAOOHBIN CUH/IPOM — Te-
HeTUYeCKU JIeTePMUHUPOBAHHOE
[ATOIOTMYeCKOe COCTOSIHME, POJIC-
TBEHHOE TUAPOKCUKNHYPEHUHY-

puu [1].

3TUonoruA n naToreHes CMHApPOMa
Knanna — KompoBepa

Kaxk mn3BecTHO, TpunrogaH — Hesa-
MeHMuMas (9CCeHIManbHass) aMIUHO-
Kucnota (2-aMUHO-3-MHOMIIPOIIN-
OHOBasl KICIIOTA), 10 95% KOTOPOI
B HOpMe OKUCIAETCA IO KUHype-
HuHOBOMY myTHu. A. Knapp (1962)
OOHApy)XXWJI y TPYIIBL ITallMeHTOB

Meanatpus. N2 1

Tema Homepa: opdaHHble 330011683

QHOMA/IbHO BBICOKYIO 9KCKPEIUIo
MeTabonuTOB TpunTodaHa IoCIe
Harpy3Kyu 3TOM aMMHOKMCIOTOIL.
[TockonbKy 3TOT deHOMeH He OB
CONpsDKeH ¢ AedUIUTOM NUPU-
JOKCUHA, aBTOP IpUIIET K BBIBOAY
0 HaCJ/IeACTBEHHON [eTePMUHNPO-
BaHHOCTH OINCBIBAeMOIl OMOXMMU-
4yecKoit anomanuu [9].

B cBomwo ouepenpr G.M. Komrower
n coaBT. (1964) BbICKa3aau IpeIo-
JIOKeHNe, 9TO IMAPOKCUKIHYPEHN -
HYypMs aCCOLMMPOBAHA C HEOCTATOY-
HOCTHI0 (pepMeHTa KMHYPEHNHA3bI
(BuTaMuH Be-3aBUCKHMBIT IMPUIOK-
caneBblil (epMeHT, 3a/1eICTBOBAH-
HBIII B MeTabo/mmu4eckoit Tpancop-
Mmauuu KuHypenuta). Cybcrpatamu
depMeHTa ABMAITCSA KUHYPEHUH
n 3-oxcuknuypennH [10]. Kunype-
HUHAa3a [PYHUMAET ydactue B 006-
MeHe Tpumnrogana, obecrnedyuBasd
IpeBpalleHne IpofyKToB oOMeHa,
B YAaCTHOCTU KMHYPEHNHA ¥ OKCHU-
KIHYPEeHIHA, COOTBETCTBEHHO B aH-
TPAHWIOBYIO U OKCHAaHTPAHNUIOBYIO
KUC/IOTBL. BaXkHO, 4TO MMpujOKcab-
5-pocdar sBrsercs KopakTOpoM
KUHYPEeHUHA3BL.

B Hacrosee BpeMs HOKa3aHO, 4YTO
9H3UMHBII fedeKT Ipu CUHAPOME
Knanmna - Komposepa 3akmroydaer-
Csl B CHIDKEHUHU aKTUBHOCTY KU-
HypEeHUHA3bl C OZHOBPEMEHHBIM
[IOBBIIIEHNEM aKTVBHOCTI TPUIITO-
¢dannupponassl (afanTUBHLLI ep-
MEHT, KaTaJTU3UPYIOMNIl peaKLNio
L-tpunrodaHa u KUCTIOPOAA C MOC-
nepytoueit Bipaborkoit L-N-¢op-
MMUIKMHYpeHuHa). B pesynbrare
OIIVChIBAaEMBIX 3MEHEHMIT B Opra-
HI3Me MallMieHTOB HaKaIlIMBaIOTCA
KMHYPEHUH, KCAHTYPeHOBa st KICIIO-
Ta U TUAPOKCUKMHY peHnH. [TpusHa-
K HE[IOCTATOYHOCTY IMPUJOKCHHA
VHIYLUPYIOTCA HapyIIeHUAMHU 06-
meHa tpurntodana [1]. [Tpu cungpo-
Me Knamnma - Komposepa ncnomnb3o-
BaHNe IupupoKkcanbdocdara mus
CMHTe3a KMHYPEeHIHA3bl 3aTPyLHe-
HO, B Pe3y/JIbTaTe 4ero akTMBHOCTD
IIOC/IefHEel CHMKaeTcsa B 3—-6 pas.
VimeHHO aTOT 6MOXMMUIECKNMIT de-
HOMEH CIIOCOOCTBYeT aKKyMyJs-
LUV B KPOBU ¥ TKAHSIX OpraHu3Ma
KMHYPEHVMHA U OKCUKUHYpPEHNHa,
U3 KOTOPBIX BCIEICTBHUE Ie3aMIHU-
poBaHIsI 6OKOBOIL LIeIN CUHTE3UPY-
I0TCS1 KMHYPEHOBAsI ¥ KCAHTYPEHO-
Basi KUC/IOTHIL.

ITo maenuio M. Kobayashin S. Shimi-
zu (1999), medbuuT HMalMHA TAKXe
IIPMYACTEH K Pa3sBUTUIO TUJIPOKCH-
KMHYpeHUHYpuy, Tpuntobanypun,
KCAaHTYPEHOBOII alufypun, 60/1e3HN
XaprHyna u gp. [11]. IToBbleHHas
SKCKpenus ¢ MOYOJ KMHYPEHOBOM
Y KCAHTYPEHOBOI KUCIOT CIIOCOOCT-
ByeT TOPMOXKeHMI TpaHcdopma-
nuu TpunrodaHa B HUKOTHHOBYIO
KICIOTY (B CBSA3U C HEJOCTATOYHOI
IPOAYKIMEN OKCUMAHTPaHMUIOBON]
KUC/IOTBHI).

A. Knapp BbIcKasbIBa/l MHEHIE, YTO
NOSIBJIEHNE IPY HACAENCTBEHHOIN
KCaHTYyPEeHYyPUM MHOTOYMCIIEHHBIX
OCJIO)KHEHUI — CJIeCTBUE JeCT-
BUS JOTOTHUTENbHBIX 3K30T€HHBIX
n reHeTmyecknux ¢akropos [12].
CBA3b KIMHUYECKNX IPOABICHUI
KCAaHTYpeHOBOJ auuaypuu ¢ 6mo-
XMMIYEeCKUM JieEeKTOM IOTHOCTHIO
He M3y4YeHa.

Knunuyeckne npoAapjieHuA
N ANAarHoCTuKa

XoTsA CUMNTOMBI 6OJIE3HU IONNU-
MOpPQHBI 11 BapuabenbHBbI, B K/IacCh-
4yecKoM BapmaHTe cuHApoMm KHam-
na - Komposepa xapaxTepusyercs
coyeTaHUeM IICUXOHEBPOJIOTHYeC-
KUX PAacCTPONICTB C MPOSABICHUAMU
a/urepruy (KOXXHBIMU U/VIN JbIXa-
tenbHbIME). DakTIdecKn HacIenc-
TBEHHas KCAHTYPEHYPUSA — OJHO
13 NPOABJIEHMI TaK Ha3blBaeMOI
LepebpanbHoit amtepruu [1, 13].

K OCHOBHBIM HEBPOTOTUYECKUM
HpPOSIBIEHNSM OOJIe3HN B TETCKOM
BO3pacTe OTHOCATCA 3afiep>KKa IICU-
XOMOTOPHOTO U Pe4eBOT0 PasBUTHA,
oblIee HeTOPasBUTHUE pedl, BereTa-
TUBHAS JUCTOHUS, IPUCTYIIbI ICU-
XOMOTOPHOTO BO30OY)X[eHNsI, 1iepe-
Oe/UIApHas aTaKCusA, COMHaMOYIu3M
n ap. [1,14-17]. Hepenxyum HeBposIO-
TUYeCKMM IIPOSsIBICHNEM CHHIPOMaA
Knanmma - KompoBepa craHOBUTCA
SIWJIETICKS], B TOM 4nciie hapMaKope-
3ucTeHTHbIe GOpMBI Oose3HN. B oot
CBS3Y MHTepeC MPefiCTABIAT JaH-
Hele B.J. I'yseBoit u coasTt. (1997)
00 aHTMANM/IEITOT€HHBIX CBOVICTBAX
KCaHTYPEHOBOI KMUC/IOTHBI, IIpOJie-
MOHCTPUPOBaHHBIX paHee B YC/IOBHU-
X 9KCIepuMeHTa [18].
[Icuxmdeckue HapyLIEHUA IIPU
cungpome Knamma - Komposepa
XapaKTepU3yoTcAd HapylleHUAMU
MHTe/IeKTa (0T YMEpeHHON MH-
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TeJJIEKTYa/IbHOJ HeZOCTAaTOYHO-
CTM 10 ITyOOKOI YMCTBEHHOI OT-
CTaIoCTM UMY 3HLedanonaTun),
UCTEPUUYECKUMIU peaKLUIAMU, CO-
crosinusiMy adpexra U HEMOTUBH-
POBaHHBIMU HOCTyNKaMu, ¢pobu-
amu u 1.4. [1, 17]. 3acnyxusamor
BHuUMaHug Habnomenus A.C. To-
puHOI 1 coaBT. (2010), M3y4nBIINX
IMHAMUKY V3MEHEHMUII COflep>KaHMs
TpunrodaHa u ero MeTabOIUTOB
B KPOBU y JieTell C paHHNM JeTCKUM
aytusmoM [19].

KoxHble M3MeHeHMsI IIpU HaC/IefiC-
TBEHHOI KCAaHTYPEeHYpUM BKJIIOYa-
10T ce6OpeliHbll JepMaTuT, $OTO-
LlepMaTo3, 9K3eMYy, HelpOJgepMUT
U pasnuyHble GOPMbI 9K3aHTEMBIL.
OO6BIYHO OHV OTMEYAIOTCS C TPYLHO-
ro Bospacra. Kpome roro, 6onesun
CBOVICTBEHHDI YIIOPHBII CTOMATHUT,
XeJJINT ¥ TIIOCCUT. AJIeprudeckme
IPOSIB/IEHNS], IOMIMO BBIIICOMICAH-
HBIX BapMAHTOB KOXKHOII MaHupec-
Taluy, MOTYT XapaKTepU30BaTbCA
y HeTell pasBUTHEM OPOHXMAIbHON
acT™mbl [1].

HOna cungpoma Knuanma - Kompo-
Bepa XapaKTePHbl aHEMUs U CHU-
JKeHHOoe nuTaHme (rumorpodus,
MaJIbHY TPULINSA).

B nureparype HepenKo IIpu KCaHTY-
PEHOBOI aUMAYPUN ONUCHIBAIOTCS
KaTapakTsl (BpPOXKJEHHbIE U IPU-
obperenHsble). IIporpeccupymomee
IIOMYTHEHNUE I/Ia3HOTO XPyCTaju-
Ka yalle 0OHapy>KUBAaeTCs y JieTell
¢ cuagpomoM Kuamma — Kompose-
pa B BO3pacTe OKOJIO YeTBIpeX JIeT.
Habyxamomasa karapakTa MOXeT
HIPUBOAUTD TAKXKe K BATOTEKYIEMY
yBeuty [1].

G.M. Komrower n coaBT. (1964),
ONMCBIBASI TIEPBBII CIydail cOOCT-
BEHHOIT perucrpaunuum 60Ne3HU
(TMpPOKCUKMHYPEHUHEMUS), PeT-
POCIIEKTUBHO KOHCTAaTMPOBAIU
y pebeHKa Ha/nu41e poZOBOIl AaHOK-
cuy, fleCKBaMaTMBHbIE N3MEHEHU A
KOXXJ, CTOMATUT, TMHIVBUT, >KIJ-
KMIT CTYJI, HUPEKCHUI0, aHEMMUIO, 3a-
IEepPXKY PU3UIECKOTO, MCUXOMO-
TOPHOTO U PeYeBOTO pasBUTHUA (IO
Hayaja Tepaluy OUPULOKCUHOM
U HMAIMHOM), a TaKXe KOHIYK-
TUBHYI0 TYTOYXOCTb ¥ MUTPEHb.
B Moue y manyeHTKM OTMedanach
BBICOKas 9KCKpeLWsl KNHYPEeHNHA,
3-TUAPOKCUKVMHYPEHNMHA M KCAHTY-
peHoBoIT KucnoTsr [10].

a HoMepa: OpGaHHble 3a00M1eBaHuA

KcaHTypeHypua, unu cunapom Kxanna — Komposepa, —
HaCNeCTBEHHAA HeI0CTATOYHOCTb KIHYPEHIHA3bI. 3TOT
(GepmeHT yuacTByeT B 0OMeHe TpunTogaHa, obecneunsas
npespaLLeHue NpoayKTOB 00MeHa, B UaCTHOCTI KMHYPEHMHa
W OKCUKUHYPeHIHA, B aHTPAHWUOBYIO U OKCUAHTPAHUNOBYH
KMCNOTbI COOTBETCTBEHHO. KOOaKTOPOM KIHYpEHMHA3bl
ABNAETCA NUPUIOKCANb-5-(ochaT

B pa6ote K. Tada u coasrt. (1967)
YIIOp CHeNIaH Ha YMCTBEHHOI OTCTa-
JIOCTM M 3KCKpelLuy HalnyeHTaMu
M306BITOYHOTO KOMMYECTBA KCAHTY-
PEHOBON KUCIOTBI, KMHYPEHOBOII
KMCJIOTBI, 3-TUAPOKCUKMHYPEHMN-
Ha U KMHYpEeHMHA IIOCJIe Harpy3Ku
tTpuntopaHoM (BuTaMuH Be-3aBucu-
Mas popMa IMAPOKCUKUHYPEHUHY-
pun) [3].

Y manmeHTOB C HENpOTpeccupy-
Ioleli sHIedanonarmeil u rIyxo-
TOJl B ONMCAHUM, NMPUBOLUMOM
R. Cheminal u coast. (1996), oT-
MeYalTCd Haau4yye MBIIIEYHO-
Iro rUIEepPTOHYCa, CTEPEOTUIIHON
KeCTUKYIALUN U 3aJep>KKa ICU-
XOMOTOPHOTO pasBuUTKSA (IIOMUMO
COOCTBEHHO HENMPOTpPeCcCUpYoLeit
sHuedanomaTun U BPOXKAEHHON
Tyroyxoctu) [4]. Y Bcex aTuX manu-
€HTOB MePUOMYECKY YXYALIAN0Ch
cocTosiHMe (ITOKasaTeau HeBPOJIO-
TMYECKOTO cTaryca). DTO MpOuC-
XOZVMJ/IO CHIOHTAHHO W/IM B IEPUOJ
3a00/IeBaHMA BUPYCHBIMU MHEK-
qussMu (IO KOMaTO3HOTO COCTOS-
H1s1). OCHOBHBIM U €JMHCTBEHHbBIM
OMOXMMUYIECKUM HapyIIeHMEM, 3a-
PeruCTpUPOBAHHBIM y 9TUX JleTel,
OblyIa KMHYPEHUHYPUs, BO3HUKAB-
nrasi TOAbKO B COCTOSHMUU KOMBI
MM TIOC/Ie MapeHTepanbHON Ha-
rpyskm mnuieBeiM Oenkom [4].
ITo muenuw R. Cheminal u coasr.
(1996), onuceiBaeMblit UMK Bapu-
aHT 00/e3HM CYLeCTBEHHO OT/IN-
YaJIcsi OT LPYTUX POPM HapyIIeHNUI
MeTabonusmMa TpunToaHa C KUHY-
peHunHemueit [4].

Tax HasbpIBaeMblil IeNIarporo-
TOOHBINI CUHEPOM, ONMMCAaHHBIN
E. Freundlich u coast. (1981),
XapaKTepuayeTcsi [gU3apTpueil,
OUIIJIONMEN, OUWyIEHMEM OIIY-
HIEHHOCTY, KPAaCHOM Yelyii4aToi

CBINIBIO B 0671aCTU NMMIIA, BEpXHE
9acTU TPYAM, BEPXHUX U HIDKHUX
KoHeuHocTel [7]. ITo MHeHMIO aB-
TOPOB, MeJIIarpONOROOHbIN CUH-
APOM — CHefCTBMe TeHeTUIeCKN
LeTepMUHUPOBAaHHOIrO OJ0Ka Je-
rpagauun tpuntodana [7]. He-
00X0[[IMO OTMETUTD, YTO HATPY3-
Ka TpuntodpaHOM He IPUBOZMUIA
y JAHHBIX IALMEHTOB K Tpunroda-
HYPUM VM HOBBIIIEHUIO SKCKpe-
LM C MOYOJ KCAHTYPEHOBO U KI-
HYPEHMHOBOI KUCTIOT [7].
AHajnorn4Hoe cocTosiHMe B pabore
M.A. Salih u coast. (1985), B mO-
[O/IHEHMe K YKa3aHHBIM BbIIIE Ha-
PYLIEHNUSAM, COMPOBOXAANIOCH MIPM-
3HaKaMM LiepeOeIApHOil aTaKCUM
M OTCTaBaHMEM B IICUXOMOTOPHOM
pasBuUTHUY, a TaKXKe POPMIPOBAHN-
em Karapaxkr [8]. Hu ogun us mecsi-
TU merent, Habmomaembix M.A. Salih
u coaBT. (1985), He mpoxxna 6oree
IBYX JeT (3a MCK/II0OYEeHUEeM OJHO-
ro pebeHKa, yMepIIero B Bo3pacre
31 mecsana). B 060oux coobijeHmnsax
feTy ObLIM POXJIEHBI B POLCTBEH-
HoM 6Opaxe [8].
Hannuue y pebenka cuHppoma
Knamnmna - KoMmposepa MOXXHO BbI-
SIBUTH Ha OCHOBaHWY KIMHUYECKUX
IaHHBIX (COYeTaHUe INCUXOHEBPO-
JIOTMYEeCKUX HapYLIEHNIT C aniepriu-
4yeckuMn). B guarnoctuke cuagpoma
Knanma - Komposepa us nmabopa-
TOPHBIX M3MEHEHNII 3aCTy)KIBAIOT
BHUMaHNs IOBBbIIIEHHOE COAep-
JKaHHUe B Mode 3-OKCUKMHYpeHMHa
U KCAHTYPEHOBOM KMCTIOTDI.
OO6beKTUBHBIMY JJUATHOCTUYECKU -
MU Kputepusmu cuHppoma Kuam-
na — Komposepa cunrarorcs:
v/ 3aJiep)XKa B YMCTBEHHOM M IICH-
XOMOTOPHOM Pa3BUTHII;
v/ BOCIIajIleHNe B MOMOCTU pTa (yMe-
peHHoe);
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// TIOBBIIIEHNE B MO4Ye YPOBHA KI-
HYPEHOBOJ KMCIOThI, 3-IUJPOK-
CUKMHYPEHOBOJ KUC/IOTBI, KIMHY-
peHMHa.

B pape cny4yaeB nupupgoOKCHH-3aBU-

cuMas KCaHTYPEHYPUA MOXKET BbI-

ABNATHCA Y feTell ¥ B3POCIIBIX B OT-

CYTCTBME KaKoW-mub0 OYeBULHON

KJIVMHNYECKOV CUMIOTOMATUKU, TO

ecThb IpoTeKath beccumMnToMHO [1].

Jleyenne

Tepamsi, TpoBOAMMast IPY HACTIE[C-
TBEHHOJI KCAHTYPEHOBOII allUy Py,
ABJIACTCSA IPEVMYIIeCTBEHHO CYMII-
tToMaTudeckoi. HooTpomnusie npe-
Iaparhl, CTUMY/IATOPDI LIeHTPaslb-
HOJI HEPBHOJT CUCTeMBI ¥ OTHEeIbHbIE
MMMYHOMOZY/ISATOPHI (71€BaMU3OIL,
OumedocdhoH u Ap.) Ha3HAYAIOTCI
B peXJMe CTPOro MHAVBUIYAJIb-
Horo mopbopa. VIX mpumeHeHue
BO3MOXXHO TOTbKO IIOCTIE MOR6O-
pa aieKBaTHON [O3bl BUTaMMHa By
(mnu nmpupoxcanpdocdara), AB-
JISAIOLIETOCS OCHOBHBIM CPENCTBOM
JIe4eHsI KCAHTYPEHOBON allUAy P,
a TaxKe HManyHa (HUMKOTMHAMMU/IA).
ITockonpky npu cuHApome Kuam-
ma - KoMpoBepa oTmMevaeTcs IOBBI-
IIeHHasA HOTPeGHOCTb B COOTBET-
CTBYIOIMX BUTAMMHAX, MAIYIEHTaM
HEOOXOAMM VX ITOCTOSIHHBII IIPIEM
(mmpupokcus, HUKOTHHaMuA) [1].

Tepamuio cuappoma Knamma — Kom-
PpoBepa Bceryia ClefiyeT Ha4MHaTb C UC-
[IOb30BAHNSI IVPULOKCHUHA U/VIN
nupugokcanbdocdara, Ha3HAYAEMBIX
B BBICOKUX Jj03aX (IMPULOKCUH —
or 50-60 o 120-500 mr/cyT, nupu-
nokcanmbdocdat - oT 3 5o 30 Mr/cyT).
Koppexkiyst Zo3bI MUpPUAOKCHHA OCY-
I[eCTB/ISIETCS TT0 KIMHNIECKUM IO~
KasaTeJIAM, a TaKXKe II0 YPOBHIO 9KC-
Kpelmy MeTaboIUTOB TpulTodaHa.
ITockonbKy MUPUOKCUH Ha3HAYaeT-
51 B J103aX, KOTOPbIE B HECKOIBKO pa3
WIM MHOTOKPATHO TIPEBBIIAIT (-
3MOJIOrMYecKye HOTPeOHOCTY B HeM
OpraHy3Ma, ClIefyeT IIOMHUTb O BO3-
MO>KHOCTH peanu3anyy TOKCUIeCKIX
CBOJICTB BUTaMMHa Bg mipu ero pam-
TE/IbHOM WCIIO/Ib30BAHMY B BHICOKIX
mo3ax (B 4acCTHOCTH, IIpUeM IVpU-
IOKCHMHA B Io3e = 2 I/CyT B TedeHye
IBYX MecsleB U 6omee MOXKET CIIpo-
BOLIMPOBATh Pa3BUTHE CEHCOPHOIL
HeiiporaTyin). OCHOBHBIMY IINIIEBBI-
MU MCTOYHUKAMU BUTaMuHa By sB-
JISIFOTCSL 3€PHOBBIE POCTKY, IPeLKIie
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opexy1, QyHAYK, LINIHAT, KapTo(derb,
MOPKOBb, I[BETHas U 6elTOKOYaH-
Has KaIllycTa, MOMUZOPBI, KI1yOHN-
Ka, YepelrHsi, LUTPYCOBbIe, MsICHBIE
U MOJIOYHBIE IPOAYKTHI, 6060BBIE
n ap. [1].

dusnonornyeckas MOTPeOHOCTDH
B HMALIVMHE Y 3MOPOBBIX feTell (pas-
AUYHOTO BO3PacTa) COCTABISET
oT 4 o 20 Mr/cyT, Ipu CUHApOMeE
Knanmna - Komposepa sToT BOfO-
PacTBOPUMBIII BUTAMUH TPUMEHS -
ercsa B flo3ax oT 10 go 100 mr/cyT
u Bbime [1]. PaHee ykaspIBamocs,
4TO TaKOe jIeYeHNe He COMPOBOX-
maeTcs HopMaamsaluerr obmeHa
TpunrodaHa, HO COCTOsHME MaLy-
eHTOB yrmyuiaercs [12]. VsBecTHbI
CIIyYan pasBUTHUS TUIIEPBUTAMUHO-
3a IIPM MCIOB30BAHUM BBICOKUX
103 HUKOTMHaAMuja. B yacTHOC-
TY, IPU VMCIOTB30BAaHMM HMALMHA
B [03aX 2 3 I/CYT MOTYT BO3SHMKATh
3y, TUIepeMUsl NIMLQ, IPU3HAKU
TOKCUYECKOTO TTOPAXKEHMS TIEYeHI,
BO3PACTAeT PUCK CEPIEIHON ApUT-
muu. HeobxopumocTu B mpumeHe-
HUU TaKUX BBICOKMX [[03 BUTAMMHA
00BIYHO He Bo3HMKaeT [1].
OCHOBHBIMU aTMMEHTAPHBIMHU
JMCTOYHMKAMU HMALMHA ABISIOT-
Cs1 IPOAYKTHI >KMBOTHOTO IIPOMC-
XOXK[IeHus (MsICO, IeYeHb U Jpyrue
CYOIPOAYKTBI), apaxuc, APOXKXKH,
CeMeUKN IIOfCONHYXa, Tpeda, ChIp,
xne6 rpyboro momosna, 6060BbIe
u ap. [1]. Y manmeHTOB ¢ ceMeitHbIM
[e/IarponogoOHBIM CHUHAPOMOM
Ha (OHe IPUMEHEHVsI HUKOTIHAMII-
lla OTMEeYaeTCs MCYe3HOBEHME CIle-
uUIeCKUX HOPAKEHMIT KOXXHBIX
IIOKPOBOB, YTO He COIPOBOXK/JAETCS
y/IydIlleHUeM CO CTOPOHBI ICUXOHEB-
poormdeckoit cepst [12].

XoTs1 9nuUIencust Ipu HACTENCTBEH-
HOJM KCAaHTYPEHOBON alujypuu
He SIB/ISI€TCS IPSIMBIM 9KBUBAICHTOM
MUPUAOKCUH-3aBUCUMBIX CYOPOT
(BuTamMuHn Bg-3aBucuMas smumien-
Cis1), B ee JIeYeHNI TAKKe VCIIO/b3Y-
I0TCSL BBICOKME [03bI MUPUJOKCUHA
M MPOTUBOIMMIEHTUYIECKUE IIpe-
mapatel. [IpuMeHenns ¢peHuUTOMHA
(Iudennn) npu cungpome Kuan-
nma - KompoBepa crenyeT usberarn,
IIOCKO/IbKY OH MOXXET YCYIyOmsTh
aTaKCIMI0, MUOKIOHNN 1 aTpodudec-
Kue M3MeHeHMs B Mo3Keuke [1].
B.A. Menbuuk u A.VI. MenpHUK
(1988) orMedarOT PO COMEN MTUTUS

(Li) B Tepanuu cuagpoma Kuanmna —
Komposepa [20]. B yacTHOCTH, aB-
TOPBI YKa3bIBAIOT, YTO I1Of, BIIVHN-
eM coneit muTus (KapboHar Li — ais
[epOopanbHOTO IpueMa, OKCUOyTHu-
par Li — s mapeHTepanbHOrO Ipn-
MeHEHUsT) 3aMeJJIAI0TCS MPOIECCH
MeTabonu3Ma 6eIKOBBIX MOJEKYII
M HOPMaJIM3YIOTCSI IIPOLIeCCHI 0OMe-
Ha Tpunrodana. [Ipegmonaraercs,
YTO TeM CaMBIM YCTPAHSETCs 9acTh
MAaTONOTUYECKUX TIPOABIEHUN
KCaHTypeHOBON anupypuu [20].
PekoMeHpanum mo OpuMeHEHUIO
[pernapaToB JINTUsS IIPU KCAHType-
HOBOII aL{MIypUN ITOKA He BBIIIISI-
IAT SOCTAaTOYHO 00OCHOBAHHBIMI,
XOTsl [JaBHO M3BECTHO, YTO MOJ
BIMSTHIEM COJIeil TUTUsI HOPMaI-
3yeTCsl HaPYLUIEHHBIT MeTabonMM3M
Tpunrodana. IT0 06CTOATENBCTBO
IIO3BOJISIET PACCYUTHIBATD Ha yCT-
paHeHNe [0 MEHbIell Mepe 4acTu
CUMIITOMOB IIpu cuHapome KHarm-
na - Komposepa. Conu nmurus 06-
JIATAI0T ICUXOTPOIHBIM JIEICTBIEM
U BaBHO MCIONB3YIOTCS B JICUCHUN
u npodumaKkTUKe psfa ICUXUYIeC-
Kux 3abonesanui [1].

Vmanenue karapakt (odraabmMoso-
rM9ecKasi OIepanys) y HalueHToB
¢ cungpomoM Kuanma — Komposepa
BO3MOXXHO 4epe3 Tpu-deTbipe Me-
CsIlla TTOCITe VICUe3HOBEHMs SIBIIEHMIT
HeilpofilepMuTa (M SPYIMUX KOXXHBIX
MpOsIB/IeHNIT 60/Ie3HM), @ TaKXKe TIpu
cTabunmsannun mokasaresueit pusu-
4ecKoro passutus [1].

IIpu curppome Kuanma - Kompo-
Bepa CyLIecTByeT HeOOXONMMOCTD
B IIOAJiepXKaHUY HOPMabHOTO CO-
crosaus nurtanus. C 9TON LeNbio
UCIIOIB3YIOTCSL CTAHJAPTHBIE IIPH-
HIMIBl BOCCTAHOBJIEHNUS y HeTell
HOPMaJIbHBIX MOKa3aTeseil MacChl
Tena. XOTs peKOMeHAaLMil 1o Or-
PaHMYEHNI0 IOCTYIIEHUs B Op-
raHusm Oenka u/mwin tpunrodana
npu cuHgpoMe Kuamma - Kompo-
Bepa He CyLIecTByeT (B mureparype
He TIpefCcTaB/IeHBl), LIe/1ecO0OpasHoO
HIPUEePXKMUBATHCA HU3KOOENTKOBBIX
nueT U usberarb M36BITOYHOIO IIO-
Tpebnenus Tpunrodpana. Munu-
MaJIbHas IOTPeOHOCTb B TpUnroda-
He /I ieTeil IIepBOro rofja XXU3HU
cocTaByfAeT 17 MI/Kr/cyT, A geTeit
B Bo3pacTe 2-5 neT — 11 mr/kr/cyT,
B Bo3pacTe 10-12 et — 9 Mr/Kr/cyT,
UL B3pOCTBIX — 5 Mr/kr/cyT [1].
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3akniouenne

Ilenecoo6pa3HOCTb NeUeHM KIU-
HUYeCcKy MaHU(pecTHbIX GOpM CHH-
npoma Knamma — KoMmpoBepa He BbI-
3bIBa€T COMHEHMII. 3HAUNTe/IbHAA
KCAaHTypeHYpHUsA MOXKeT OTMeYaTh-
Cs Yy IpaKTUYeCcKy 34OPOBBIX /NI,

a HoMepa: OpGaHHble 3a00M1eBaHuA

a CHUMJKEHIUE aKTUBHOCTU KI/IHype—
HIMHA3bl MHOr'Ja MMEET MECTO HpI/I
aJIMMEHTaPHOM fiepuITe IMPUTOK-
CVHA, HEKOTOPBIX 3a00/IeBaHNUSAX IIe-
YeHU, paHHEM TOKCUKO3e GepeMeH-
HbIX U T.1. IloaToMy B Hacrosmee
BpeMH ,[[I/ICKyTa6e]'II)HI)IM ocTaeTrcsa

BOIIPOC O 11e7IeCO0OPAa3HOCTI pery-
JIIPHOTO IIpyeMa BUTaMyHA By (mmn
nupugokcanbdocdara) u HuaLMHA
B IIOBBIIIEHHBIX 03aX IIPY aKIU/IeH-
TaJIbHOM BbISIB/IEHNN 3a00/I€BaHMs
y KIMHUYECKN 3[JOPOBBIX MHUBIU-
JIOB Pa3HOTo BO3pacTa.
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a HoMepa: OpGaHHble 3a00M1eBaHuA

COBpEeMEHHbIE
BO3MO>XHOCTY KOHTPOJIS
CUHETHOMHO MH@eKIUM

[IpY MYKOBUCII;

I0.B. I'opnnosa, O.J1. CumonoBa

Anpec ansa nepermckn: I0ms Buktoposna ToprHoBa, ygorinova@yandex.ru

Pseudomonas aeruginosa s6nsemcs Haubosee pacnpocrpaneHHbIM NamozeHoM,
BbI3LIBAIOUAUM XPOHUHMECKYIO UHPEKUUIO NPU MYKOBUCUUOO03e. DPAduKauus

P, aeruginosa npusnana cmandapmom mepanuu 6 mupe. Mexcdy mem sonpoc

00 appexmusHvIx pexcumax ocmaemcst Ouckymabenvroim. Ce200Hs HA POCCUTICKOM
papmaesmu1eckom puitke Npeocmasiervl PaznuHvle PopMbl UHATUUOHHO2O
MoGpamMuLuHa, N0360ILAIOU4UE YCHEUHO KOHIMPOTUPOSAND U TIeHUNb UHMEK U0

P, aeruginosa npu myxosucyudose. IIpumereniie moOPamMutuHa yayuiaenm ne2o04Hyio
PYHKULUIO, CHUNAEI KOTIUHECINBO BbICEBAEMbIX WmMammos P, aeruginosa, konuuecmeo
20CNUMANU3AUUTL U HEOOXOOUMOCTb YNOmpPeOsIeHUs Opy2ux aHMuUOUOMUKoe.

Kntouesvie cnosa: myxosucui0os, Pseudomonas aeruginosa, mobpamuiun
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YKOBUCIIV/I03 OTHOCUTCA
K penkuM (opdaHHBIM) 60-
nesHam: B Poccum BcTpe-

JaeTcs MeHee 4eM Y 10 60/MbHBIX Ha
100 000 HaceneHuA. MyKoBUCII/IO3,
WV KUCTO3HBI GUOPO3 mOmKeny-
IOYHOII >kerne3bl (xop mo MexayHa-
ponHoI Kmaccubukanuu 6onesHein
10-ro mepecmorpa E84.0-84.9), -
9TO MOHOTEHHOe 3ab0/eBaHue C ay-
TOCOMHO-PeIleCCUBHBIM THUIIOM Ha-
Clle[OBaHNA, XapaKTepu3ylolieecs
[OpaXXeHMEM BCeX S9K30KPUMHHBIX
kenes. Ero wacrtora Bappupyer B pas-

HBIX IONY/IALMAX CPey NpefCcTaBu-
Teneit 6emoit pacel oT 1:377 HOBO-
POXIEHHBIX B psAfie IpadcTB AHIIMN
no 1:90 000 y asuaToB Ha [aBaiiax.
B Poccum yactoTa MyKOBMUCIM 032
B cpegHeM npespimaeT 1:10 000 Ho-
BOPOXXIEHHbIX B 3aBUCUMOCTHU
oT reorpaduueckoil MpUHALIEX-
HOCTU. PMcK poxxpeHus 607IbHOrO
MYKOBMCLIJJJO30M B CEMbe TeTepOo-
3UTOTHBIX (3JOPOBBIX) HOCHUTEsNEN
cocTaBnAeT 25%. IeTeposuroTHpIM
HOCHUTENEM SABIAETCA KaKIbI ABasi-
1aThlii eBporeers [1].

T03€

B mynpMoHOMOrMYECKUX NefuaTpu-
YeCKMX CTal[MOHapax 0OJbHBbIE MY-
KOBUCIIMZ030M COCTABIIAIOT OOBIYHO
10-15%. IloBpiIeHne CpemHen mpo-
IO/DKUTENBHOCTH >KU3HU 6OIBHBIX
(6oree 35 yreT B HallIeN CTpaHe) IpK
paHHell MHBamuausauuu Tpebdyer
ONITMMM3ALVY IIOCTOSHHO IIPOBOAM-
MOTO JIe4eHM.

JocTypKennsa KIMHNYECKO IPAaKTH-
K1 3a nocnaenHue 40 et mo3BOIUIN
3HAUMTEIbHO YBEINIUTD PO OTDKI-
TENIbHOCTD JKM3HY IALIMEHTOB C MY-
koBucLuznosoM [2]. CeropHs B psife
€BPOIIENICKUX CTPAH MefIMiaHa BbDKI-
BaeMOCTH TaKVX IIaLlMEHTOB KOJeh-
nercsa Mexxay 30 u 40 rogamu [3].
Pematomumu ¢akTopamu, Ipefo-
npenensouMyU IPOrHo3 3abore-
BaHUA, ABIAITCA TPEXJe BCETO
KOHTPOJIb HaJ| IETOYHON MHpeKIIMel
U JJOCTVDKEHUA B 06/IaCTU MMTaHMUA.
OpHako 95% manueHToB C MYKOBUC-
LU030M YMUPAIOT BC/IECTBYE Jbl-
XaTe/bHON HeTOCTAaTOYHOCT.
Pseudomonas aeruginosa — Hanbonee
PacIpOCTPaHEHHDII IATOTEH, BbI3bI-
BAIOLINIT XPOHNIECKYIO MHDEKI[MIO
IIpU MYKOBUCIINI03€. XpOHMYECKas
nHpexuns P aeruginosa pasBuBa-
ercsi y OONbIIMHCTBA IAlMEHTOB

JddekTBHad hapmarotepanua. 3/2015



¢ Mmykosucnuposom. K B3pociomy
BO3PacTy HaCYUTBHIBAETCA MOPANKA
80% Takmx OONBHBIX, M XPOHMYEC-
Kas nHexuns P. aeruginosa sBisiet-
€51 OCHOBHOJ IIPMYMHO IIOBBIIIEHN S
cMmepTHOCTH [4].

BbisBneHune
XPOHUYECKOI UHPeKLMM
Pseudomonas aeruginosa

B HacTosIIee BpeMs 0OIeIIPUHATHIX
CII0cOOOB BBIABIICHNSA XPOHIYECKOI
nHdexunu P. aeruginosa He cyiiect-
ByeT. BONbIIMHCTBO MCIIO/Ib3YEMBIX
MeTOfoB 6a3upyeTcsa Ha pe3yybTa-
TaX MUKPOOMOTOTNYECKOTO IoceBa
KyZIbTyp MOKpoThl. OFHaKO coBpe-
M€HHas IOMOIIb MaLlMEHTAM C MY-
KOBIWCI[MI030M, OCOOEHHO ycIexu
IIPOTOKOJIOB T€panuy paHHEN MH-
dbexuyy, MUIIAT TOKOOHBIE METO-
Il AKTYa7TbHOCTI.

Xpoundeckass MHPEKIUA MOXKET
ObITh OmpefeneHa Kak MHGMEKINS,
KOTOpas NepPCUCTUPYET HECMOTPA
Ha Te€PaNuIo ¥ UMMYHHBIN IPOTUBO-
BOCIIA/INTENbHBI OTBET OpTaHU3Ma.
bornee Toro, B npoTHBONONOXKHOCTD
6aKTepuabHOI XPOHNIECKasi KOIO-
HM3aIMA XapaKTepU3yeTcs IepCcuc-
TUPYIOILENl IIaTO/IOTHEN M OTBETOM

Tema Homepa: opdaHHble 330011683

VIMMYHHOJ CUCTeMBI. JlaHHBI TOJ-
xop TpebyeT, B 4aCTHOCTH, U3Mepe-
HUA ypOBHA aHTHUTeN K P. aeruginosa.
Croco6bl onpepeneHns XpoHMIec-
Kolt nHdpexuun P aeruginosa mpu
MYKOBMCIIMJ03e, NpMMEHsIeMble
paHee KaK B IPaKTUYIECKUX, TaK
U B VICC/IEZIOBATENIbCKIX LIe/AX, IIpU-
BejieHbl B Tabnuie [5-7].

Y mauueHTOB ¢ MYKOBUCLVI030M
XpOHMYeCKas SHAZOOpPOHXMANbHAS
undexuua P. aeruginosa acconumpo-
BaHa ¢ OOJIbIIIEI YACTOTON JIETOYHO-
ro 060CTpeHnus, CHIDKeHNeM (PyHK-
LU JIETKMX ¥ BBICOKMM IIPOLIEHTOM
cMepTtHOCTH [8].

Pannmne mrammsel P aeruginosa Bbl-
COKOYYBCTBUTEIbHBI K aHTHOMO-
THUKaM U NPUCYTCTBYIOT B HU3KUX
KOHILeHTpauusax. Takum obpasom,
spagukanua P. aeruginosa BO3MOX-
Ha IO TOTO, KaK MHQEKUNs CTaHeT
XpoHMdecko [9].

[InonepoM B 06/1acTy Tepamun paH-
Heit nHGexym P. aeruginosa spnset-
s K/IMHUKA MYKOBUCLuo3a JaHum.
Ha6mromeHns mokasanm, 4To paHHsAs
aHTMOAKTepyabHAS Tepanus yayd-
LIaeT {0/Ir0CpOYHbIe ncxopbl [10].
ITocnenune 20 net B Mmupe ¢ 60/b-
MM yCIeXOM INPUMEHSIOTCS VH-

Tab6nuya. Onpedenenue xponuueckoii undexyuu P. aeruginosa

1 ITepcucTentys P. aeruginosa B TedeHue MO KpajiHell Mepe IeCTU MeCsAIleB MM MeHee B KOMOVHAII
C IPUCYTCTBYEM ABYX WM 60Jiee IPeUINTUPYIOLINX aHTUTEN K P. aeruginosa.
VurepmurTupyromas P. aeruginosa Kononusauus, onpefiefienHas Kak Kynbrypa P. aeruginosa 1o xparineit Mepe
OJIVH Pas, ¥ IPYUCYTCTBYE HOPMATbHOTO YPOBHA NPeLUINTYPYOLIMX aHTUTe NPoTuB P, aeruginosa.
Bce manyenTh IpOXOAM/IN PEryasApHbI KOHTPO/Ib pas B MECALL, M KaXK/[blil IIALMEHT B CPEHEM c061/1pan IecAaThb

aHa/IM30B MOKPOTSI 3a TOf [5]

2 M. Ballmann 1 coaBT. ja/u XapaKTePUCTUKY CIEYIOIIVIM OIPefeeHMAM:
v/ nepBblit BbiceB P. aeruginosa (PA1);
v/ XpoHMYecKas KonoHnsanus P. aeruginosa (PAc);
// TepBOe BbIAB/IEHIe MYKOMIHOTO mTaMma P. aeruginosa (PAm);

v/ XpOHMYeCKast KOJIOHM3ALVA MYKOMIAHBIM IITaMMoM P, aeruginosa (PAcm).

rajsnMOHHBIE AHTHOMOTMKY, 3a-
MEHUBIINE TPaSUIMOHHbIE KYPChI
HapeHTepaabHO aHTHOAKTepUab-
HOJI Tepammy Ipy MepPBOM BBICEBe
P. aeruginosa u craBuIie OCHOBHBIMM
B 0a3MCHON Tepalyy XpOHUYECKON
nHpexunu [11].

VHranAuMoHHBII IYyThb BBefe-
HIUA IMO3BOJIAET CO3/laTh BBICOKME
KOHIIeHTpal My IIpernapara Hemo-
CPEeICTBEHHO B Oo4are MHQeKLUU
U IIPEOJONETh PE3UCTEHTHOCTD MUK-
POOPTaHM3MOB IIPY HM3KOM pUCKe
CHMCTEMHBIX IT000YHBIX 3PP EKTOB.
Ha ceropgHAIIHMIT TeHb aHTUOUOTH-
KI JUIS1 IHTQ/IAIYIOHHOTO BBEJEHIA
IpeJCTaB/leHbl B IIepBYI0 OYepeb
TOOPaAMMUI[MHOM U TTOTMMUKCHHOM.
3a py6esxoM IIPUMEHSIIOT TAK)Xe pac-
TBOp a3rpeoHama [12].

Apapukauua P. aeruginosa npusHaHa
CTaH/JApTOM Tepanuu B Mupe. Mexyy
TeM BOIpocC 06 3¢ deKTUBHBIX pe-
JKMMaX OCTAeTCS AUCKYTabeTbHBIM.
Hampumep, BO MHOTTIX €BPOIIENICKIX
CTpaHaxX IIMPOKO PACHPOCTpaHeHa
KOMOVHAIMA VHTAJIANNI pacTBOpa
KO/IMCTUHA U NIepOPaIbHOI (HOPMBI
munpodioxcaryHa (06bIYHO B Tede-
HUe Tpex MecsAleB). B To xe BpeMs
B CeBepHoit AMepuke 28-/[HEBHBIII

IIns1 mepexopa B xpoHndeckyio dasy (PAc u PAcm) 6oee yem 50% KyabTyp 3a 12 MecsIieB JO/DKHBI ObITh
[IO3UTMBHBIMI 110 BbICEBY P. aeruginosa v cBa3aHHOMY (GeHOTUITY (MyKOMSHbIE VM HEMYKOUAHbIE). [larueHTst
HaO/IIOA/ICh PEry/IPHO OT OFHOLO [0 YeThIPeX pas B rof. Ha KaxgoM BusnTe IPOBOJUICS COOP MOKPOTHI
VI Ma30K P ITyOOKOM OTKALIMBaHUM [6]

3 T.W. Lee 1 coaBT. chopmynupoBanu Kpurepun Leeds pasnmnyaHbix craanit uHGeKym P. aeruginosa v KOIOHU3aINy,

B YaCTHOCTU:

v/ xpoHmdecKas nHdexuys: 6omee 50% MecsLeB, KOIIa OCYIeCTB/LUICA 3a00p 00pasLioB, BbIceB P, deruginosa 6t

TIOJIOKUTE/TbHBIM;

v/ MHTepMUTTHUpYIoIast MHPpeKust: 50% MecsIeB WM MeHee, KOTAa 00pasibl COOMPaICh, OTMETAICs
HOJIOKUTEbHBIN pocT P. aeruginosa;
v/ orcyTcTBUe MHGEKIVN: HeT pocTa P. deruginosa B TedeHue NpeAbIAyIX 12 MecsIleB, Py BbICeBe MHOEKIN

paHee;

/ He I/IHCI)I/ILH/IPOBaHHbIe paHee: P aeruginosa HIUIKOI'LIa HE BbICE€EBAJ/IaChb B o6pa3uax MOKPOTBI WJIV B Ma3Kax

TPV OTKALZIIBAaHVIN.

ITaryeHTaM peKOMEHYeTCs IPOBOAUTH MOHUTOPYHT 06pa3IjoB MOKPOTHI OFMH pa3 B Tpu MecsIa [7]
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KypPC MHTQ/SIINUIT PacCTBOPOM TO6-
pammuuHa cumraeTcss Hamboree
HPUMEHUMbIM aHTUOMOTHUKOM B CO-
qeTaHUU C LUIPOQIOKCALUHOM
B IepopanbHoit popme mmu 6e3 Ta-
koBoro [13].

Konucmumemam nampust — LAKIN-
YeCKUIT MOJUIIENITUHBI aHTUOM-
OTUK, mpousBogHoe Bacillus poly-
myxa varietas colistinus, OTHOCUTCS
K TPyILIIe TOTMMIKCHHOB. Brarogapst
KaTVOHHON NPUPOJe MONUMUKCH-
HOBbIE aHTUOMOTUKY TOBPEX/AI0T
K/IeTOYHbIe MeMOpaHbl U OKa3bIBa-
0T GaKTepULINMITHOE [IeVICTBIE B OT-
HOILIIEHNN IPaMOTPULIATENbHBIX OaK-
Tepuit. BaykHbBINT MOMEHT: JaXke Ipu
JUTNTENbHOM MHIAJIAIMOHHOM HpU-
MEHEHNUN Iperapara K HeMy IIpak-
TIYECKI He PAa3BUBACTCS PE3UCTEHT-
HOCTb P, aeruginosa [11].
Tobpamuyun. AMVHOITTUKOSUT, TOO-
paMMLVH — aHTMOGAKTepuaIbHBII
Impemapar, KOTOPbII MHIUOuUpyer
CUHTe3 0elka, HeoOPaTUMO CBA3BI-
BasCh ¢ OaKTepuarbHON prbOCOMOI
30S. OH 3¢ dexTnBeH B OTHOLIEHUN
6O/BIIMHCTBA IPAMOTPUIIATEIbHBIX
6axTepuit. [Ipumenenne Tobpamu-
IVHA /1T MHTQJBIINI y GOJIbHBIX M-
KOBJICIIM/I030M OIIPABIAHO C TOYKN
3peHus [OKa3aTeTbHON MeUIVHbI
U PEeKOMEHJOBAaHO MEXAYHApOJ-
HBIMJ PYKOBOJCTBAMM II0 JIEIEHIIO
MHQEKIUN JerKuX, BBI3BAHHOI
P aeruginosa [14]. B Hacrosmee
BpeMs Ha POCCUIICKOM PBbIHKe pac-

a HoMepa: OpGaHHble 3a00M1eBaHuA

TBOP TOOpaMUIIVHA [T MHTAJLIIINIT
IIpefiCTaB/IeH HeCKOJIbKUMM JIeKapc-
TBEHHBIMU (POPMaMIL.

Tob6u Ilooxanep — MHHOBAL[MOHHBII
mpemapar, ob6nagamuKil BCeMU
HOCTOMHCTBAMY KJIaCCUYECKOTO
BapMaHTa pacTBOpa TOOpaMMIIU-
Ha. To6u Ilopxanep mpepcrapisaeT
c0060JT KaICy/abl ¢ HOPOIIKOM /IS
MHTaTAINM; 28 Mr T06paMI/[LU/[Ha
B Bifie aKTUBHOrO Beutectsa (Ilynb-
MoCdepbl) ynaKoBaHbI B KaIICY/Ibl
U PacHbIIAITCA U3 TIOPTATUBHOTO
MOPOIIKOBOTO MHranATopa T-326.
PexoMenpgoBaHHas f03a AJst 60TIb-
HBIX MYKOBUCIINZO30M — YeTBIpe
KaIICyJIbl 1BA pas3a B fIeHb. To ecTb
obujas [HeBHas [j03a COCTABIIAET
224 Mr To6paMuIHA.

B TeueHme mocnefHNX HECKOTBKUX
JeT OonyOIMKOBaHBI pe3yNbTaTbl
pAfia BaKHBIX KIMHIYECKUX MCCTIe-
HOBAaHUII, KacaloUIVXCA Tepalun
panHeit nHbexuym P. aeruginosa.

B xope geTsIpex mccenoBaHuit Ob
ClenaH BBIBOJ: 28-IHEBHBIN KypC
Tepanmuy VHTaIALMOHHON (opMoit
ToOpamMuLHa B 1enoM 3ddexTu-
BeH A spagukauun P aeruginosa.
bonee pnurenbHble U IOBTOPHBbIE
KyPChI Tepanuy MHIaJLIIuil Tobpa-
MUIIMHA ¢ fob6aB/IeHNeM IIepopab-
HOI1 hopMbl HUIPOdIOKCALIMHA WIN
UCIIO/IB30BAHME B TeUeHME TPeX Me-
CsILleB MHTA/IIINIT KOMVICTUHA B CO-
YeTaHUN C [ePOPaIbHBIM LUIPO-
¢dmokcanmHOM HeapeKTUBHBL.

To6pamuULMH: NpUMeHeHNe

Jns enympumoviiieuozo u 6HympuseHHoeo 86edeHus: MHPEKIVOHHbIe 3a00IeBaHNA,
BBbI3BaHHbIE YyBCTBUTENBHOM MUKPODIOPOIL, — MHOEKIMN XKeTIeBIBOMSAIIUX Iy TEl,
Kocreit 1 cycTaBos, ITHC, nH(peKI1y GPIOIHOI TOTOCTH, OPraHOB AbIXAHI, MHQEKIUN
KOXXI VM MATKJX TKaHell, MOYeBBIBOJAIINX IIyTell, CEIICHC, II0CIeOIepALlIOHHbIe

VMHQ K.

Jns uHeanAuuoHH020 npumereHuys: MHQEKINY bIXaTe/IbHbIX Iy Tell, BbI3BaHHbIE
Pseudomonas aeruginosa (CHerHOIHOJ IIaJIOYKOJI), Y IALXEHTOB B BO3pAcTe OT 6 JIeT
U CTaple ¢ MYKOBYUCIIU/IO30M.

B ogpmanvmonozuu: 6akrepranbHble MHGEKIVN I71a3a ¥ ero MPUIATKOB, BhI3BaHHBIE
9yBCTBUTEIbHOI MUKPODIOPOIL, B TOM 4ncie 61nedapuT, KOHbIOHKTUBUT,
KepaTOKOHBIOHKTUBUT, 671e)apOKOHBIOHKTUBUT, KEPATHUT, UPUTOLVKIINT.
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1. B uccnegoanuu ELITE (cpas-
HeHue 28- M 56-IHEBHOTO Kypca
MHTA/ALOHHON popMbl TOOpamMu-
LIVHA [/ Tepaluy paHHel MH(peK-
uuu P. aeruginosa) npuMeHANMN gBa
pexXmMa Tepaluy MHTAIALVOH-
Holt popmoit TobpamunyHa. Beero
PaHIOMU3MPOBAHO 88 IaLMEHTOB,
BK/IIOYEHO 65 4enoBeK. Pesynbrarbl
[I0Ka3aJI) BBICOKYIO 9(p(heKTUBHOCTb
VHTA/IAIVOHHON popMbl TOOpaMu-
LMHa B spajukauun P. aeruginosa
IpyU ee IepBOM BbICeBe KaK IpU
28-IHEBHOM, TaK U IpU 56-IHEB-
HOM Kypce. [lokasaHO IpeuMyuiec-
TBO KOPOTKOIO Kypca Iepep 6oree
IJINTENbHBIM [15].

2. B uccnegosanun EPIC cpasBuu-

Ba/lM YeTblpe pPeXMMa, BKIIYad

MHTaJIAANNOHHYI0 popMy ToOpamMu-

L[VHa, Tepalyy paHHeil MHpeKIun

P aeruginosa. llenb nccnegoBanus —

CPaBHUTD JIeYeHMe, Ha3HayaeMoe

4yeTblpe pas3a B TOJ He3aBJMCHUMO

OT pe3y/IbTaTOB IIOCEBA MOKPOTBHI

(culture-based), n repanmuio, HasHa-

4aeMYI0 TOJbKO IIPY IIOOKUTENb-

HOM BbIceBe P. aeruginosa deTnipe

pasa B rox (cycled therapy) B coue-

TAHUMU C CUCTEMHBIM (Lupodox-

canMH) UM MHTaJSAUOHHBIM (pac-

TBOP TOOpaMUILIMHA [/Is1 MHTaJLALININ)

aHTuOmMoTuKOM. 304 manmedTa

ObUIVM IOPOBHY PAHIOMU3VPOBAHBI

Ha YeThbIpe TPYIIIbL:

/ TlepBas: LMKINYECKUIl PacTBOP
TOOpaMMI[MHA /I MHTAJIALUI
" GUIpOQIOKCALMH IePOPATbHO;

v/ BTOpas: LUKINYECKUIL pPacTBOP
ToOpaMMIVIHA 1A MHTaIALUI
" 1ane6o mepopanbHo;

/ TpeTbsA: PpacTBOp TOOpaMMI[MHA
I MHTAIAOVI TONIBKO IIPK IIO-
JIOKUTE/IbHOM BBICEBE VI LIMIIPO-
(rroKcaLMH IepopabHO;

v/ 4eTBepTasd: pacTBOp TOO6paMuuu-
Ha JUId VHTLALMIA TONbKO IIpK
IIOJIOKUTE/IBHOM BBICeBE U II/IA-
11e00 IepopanbHoO.

IInknnyeckas Tepamms Ipepryc-

MaTpuBaja NpUMeHeHNe pacTBopa

tTobpamnimHa o 300 Mr gBa pasa

B CYTKM B TedyeHue 28 mHeN u uu-

npodrokcanyua mo 15-20 Mr/kr jBa

pasa B CyTKM Wiy Itane6o mepo-
panbHO nepsble 14 HeIL.

VccnegoBaHue mokasano, 4To oba

BUJIa Tepannu ORMHAKOBO 3ddex-

TUBHBI B OTHOIICHUU TaKUX KJIU-

HIYeCKUX TOYeK, KaK 000CTpeHue,
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(YHKUMA JTeTKUX, a TaKXe B OTHO-
IIeHNY Pe3yIbTaTOB MUKpPOOMUO-
JIOTMYeCKOT0 MOHMTOpHMHra. Bce
PeXMMBI Tepaluy OKa3aluch BHI-
cokoaddexTnBubIMu. [JobaBIeHMe
nunpo@IoKcanyHa K MHIJIALOH-
HOJl popMe ToOpaMuUIIMHA He OTpa-
3MJI0Ch Ha Y/Iy4lleHUM pe3yabTaTa
nedeHys. MoHOTepanusa MHTalALU-
OHHBIM TOOPAMUILIHOM TaK Xe 9¢-
¢dexTuBHa, KaK 11 60JIee arpecCuBHbIE
CXeMBI JIeYeHNs paHHel MHPeKIn
P aeruginosa [16].

3. VccnepoBanue 3¢ deKTUBHOCTH
pactBopa TO6paMuUIIHA /ISl MHTa-
JALUIT COBMECTHO C IIEPOPAIbHON
dbopmoit nunpodnokcanuHa ¢ ad-
(eKTHBHOCTBIO pacTBOpa KOJUC-
TUHA IJIA MHTAJLALUI C Iepopab-
HoIl ¢dopmoit pumpodrokcanuHa
I Tepaluy paHHeNl MHeKIun
P aeruginosa. Viccnegosanue mpo-
Bogunocb B 2008-1013 rr. Bcero
y4acTBOBasno 223 manuenTa. V3 Hux
105 cocraBunu Ipynmy KOJAUCTUHA
u nunpodrokcanyHa, 118 - rpynny
TobpaMmuMHa U Hunpodaoxcany-
Ha. Okomo 50% mamMeHTOB KaXK-
TOJ TPYIIBI MMeNU IpenuIecTBY-
tomyio nHpexumio P. aeruginosa no
Hayaja Kypca. dpafuKkanys nHpeK-
1y (TpM OTpPUILIATENbHBIX aHAIM3a
B TeYeHMe IOCIAeAyIMNUX LIeCTH
MecsAlLeB) COCTaBMIa 63% B IpymIe
KOJMUCTHHA ¥ LUIpodIoKCanHa
un 65% - B rpynme tTobpaMulHa
u nunpodokcanyna. Kak mokasa-
NI pe3ynbTaThl, 28-THEBHBIN KypC
MHTAJIALNUI KOJMUCTUHA U TepaIus
TOOpaMMLIMHOM COBMECTHO C II€pO-
PATbHBIM IMITPOQIOKCAITHOM OJIN-
HakoBo 3¢ dextusHbI [17].

4. B umccnemoBaHuM C y4acTueMm
58 manueHToB (29 B KaXKIOI1 IPyILIIe)
cpaBHMBaM 3P PeKTUBHOCTD TOOPa-
MUILIVHA /I MHTAJIANUI B TeuyeHne
28 CYTOK C TAaKOBOJ MHTAJIALMOH-
HOTO KOJMCTUHA U II€POPaNbHOIN
dbopmbl nunpodrokcanyHa B Tede-
Hlle TpeX MeCsIleB B Tepaluyu paH-
Helt uHdexuyn P. aeruginosa. dpa-
IVMKaluA B KOHIle Kypca JedeHNA
6p11a cxoxxert: 90% B rpyIiie LUIpo-
¢dbnokcaryHa u xonuctuHa u 79% -
B rpymme tobpamunuua. Kax mo-
Ka3ajiy pesyIbTaThl, TPeXMeCAYHasd
TepaIusA VMHTAALMOHHBIM KOMUCTU-
HOM BMECTe C [IepOpajIbHOIT HopMoit
nunpoduoxcanyHa 1 28-THEeBHBIN
Kypc MOHOTepanuy ToOpaMILIMHOM

Meanatpus. N2 1
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JIMEIOT BBICOKYIO U CXOXKYI0 9 dex-
TUBHOCTD ¢ 80-90%-HoiT spajuKa-
uueit P. aeruginosa mo okoH4aHUU
Kypca nedenus [18].

UccnepoBanna nopowuKoBoi
¢$opmbl ToOOpamuLmHa

Parndomusuposanroe 08otiHoe crenoe
naaue60KOHMPONUpyeMoe Myrbmu-
uenmposoe uccnedosanue ds@ppex-
mueHocmu 1 6e30NACHOCIU NOPOUL-
Koeoti popmor mobpamuyuna (TIP)
EVOLVE. TIP cpaBHuMBanm ¢ mna-
11e60 B TedeHHUe Tpex 28-THEBHBIX
KYpCOB Jie4eHMst C 28-THEBHBIM VH-
TepBasnoM. [3aiiH mepBoOro Kypca:
PaHIOMM3MPOBAHHOE JBOJHOE CIe-
noe IIalle60KOHTPOIMPyeEMOe UC-
crefoBanme. [Insaiid mocnenyommux:
OTKPBITBIE IIepeKpPeCTHbBIE MCCTIENO-
BaHUA, B KOTOPBIX NAIMEHThI IPYII-
bl ITale60 HauyMHaIM MOTyYaTh
aKTUBHYIO Tepammio. B mccnenosa-
HMI Y9acTBOBATIO 140 6O/MBHBIX MY-
KOBMCIIMJJO30M C XPOHNYECKON MH-
¢dexunmeit P. aeruginosa. Koneunoi
TOYKOJI ABJIANICA MTOKa3aTenb 06beMa
dbopcupoBaHHOTO BBIIOXA 3a IIEp-
Byto cexyHny (ODB,) Ha 28-11 ieHp
Tepamnmim.

IToka3aHo, YTO MHTAIALUY TOPOIL-
KOBOJT hopMBI TOOpaMULIMHA B HO3€
112 mr 661111 3 G eKTUBHBI 11 XOPOLIO
NIepeHOCU/INCD MALMEeHTaMM C MH-
¢dexuyeit P. aeruginosa. IlpuMenenne
TOOpaMMLIMHA YIYYIIAIO JIETOYHYIO
(GYHKINIO, CHIDKANO KOMUYECTBO
BBICEBAEMBIX IITaMMOB P. aerugino-
54, YMEHbIIATIO KOINYECTBO TOCIIN-
TaIM3aLNI U UCIIONb30BAHUA APY-
TUX aHTUOUMOTUKOB (IO CpaBHEHWIO
¢ rpynmnoit miaune6o). JocTuruyroe
nosbimenye mokasarenss ODPB, co-
XPaHANOCH NIPY HOCTIEAYIOMNX LIMK-
nax jeyenns [19].
Panoomusuposantoe mHOzOUeH-
mposoe omKpovimoe uccredosarue
EAGER. TTaniieHTBI ¢ MYKOBYCIIU/IO-
30M B COOTHOLIEHNN 3:2 6bUIM paH-
moMmu3upoBaHbl Ha rpymny TIP (to-
bramycin inhalation solution) 112 mr
U TPYIIY pacTBOpa TOOpaMUIIMHA
st uaransanuin TOBI 300 mr/5 mi.
JMuTeNnbHOCTD Tepanuy COCTaBUIA
TPpY LMKJIA IO 28 JHel KaXK/IbII C I10-
clefyroIuM 28-THEeBHBIM IIepephI-
BOM. Bcero B mccieoBaHmuM y4yacrt-
BoBaio 517 manueHToB: 308 BoIIIN
B rpynny TOBI, 209 — B rpynmy TIP.
Kak 1mokasam pesynbTaTsl MCCIeno-

BaHuA, TIP xopomo mepeHocuncsa
maguenTamMu u 6b1 cxox ¢ TOBI
B TepaIuyu XPOHMYIECKOI MHGEKIUN
P aeruginosa y nauyieHTOB C MyKO-
BUCIIMA030M, Ipoduib 6e30macHoc-
i Takke cxox ¢ TOBI [20].
Bpamumo6. AHTMOMOTHMK Tpep-
HasHaueH Jiis 6asMCHON Tepamuu
60/IbHBIX MYKOBUCI{II030M C MHPU-
LIPOBaHIEM JbIXaTEeNbHOTO TPAKTa
P aeruginosa. OfuH NIacTUKOBBIN
bmakoH MHTAISAUMOHHON (HOpPMBI
npenapara cogep>xut 300 mMr T06-
pamunyHa B 4 M (75 mr/m) 0,45%-
HOTO pPacTBOpa XJIOPMUAA HATPUS
(pH = 5,5). IIpoBefieHO HECKOTHKO
ybOenuTeIbHBIX MCCIefoBaHmil 3¢-
¢dexTuBHOCTY 11 6€30MIACHOCTY JaH-
HOI1 GOpMBI pacTBOpa TOOpaMUIIMHA.
Pandomusuposarnnoe 08oiiroe crenoe
nnaue6oKoHmMponupyemoe Uccnedo-
sanue appexmusHocmu u bezonac-
HOCMU pacmeopa mobpamuyuHa.
B nccnegosanum yuyactsoBamu 59 ma-
IUIEHTOB B BO3pacTe = 6 JIET C MYy-
KOBMUCLMJO30M ¥ uHeEKImen
P aeruginosa. Ilpenapar HasHayanu
Ha 4YeThIpe HefleNN C MOCIeNYIOLNM
YeThIpeXHeJe/TbHbIM [EePIOLOM OT-
MmpiBKM washout. Pesynprarnl mo-
Ka3amy CTaTUCTUYECKV 3HAYMMOE
ynydmenne O®B, n mukpobuono-
TUYECKMX IIOKasaTesnei, a TakXKe X0-
pOLIYIO ITepeHOCUMOCTD 1 bGe3omac-
HOCTb Ipenapara (IO CpaBHEHMUIO
¢ wrane6o) [21].
Pandomusuposarroe dsotiHoe cnenoe
naaue6oKoHMponupyemoe Uccnedo-
sanue appexmusrocmu u besonac-
Hocmu npenapama. B uccnegosanum
NPUHANO y4acTue 247 IaLMeHTOB
B BO3pacTe > 6 JIeT C MyKOBUCI[U-
JI030M ¥ XPOHMIECKOI MHDeKIMe
P aeruginosa. IlanmeHTHI OTyYann
MHTA/LIOUY PAacTBOPOM TOOpamu-
IIMHa B TeYeHNe LIeCTU MecsAIeB
(Tpn on-/off-nukna mo 28 pueit).
Pe3ynbraThl IOKas3aayM yiaydlre-
une mnoxasateneir ODB, u Muk-
pobuomOrnYecKnx ImapameTpos,
yMeHbIIEHJEe YaCTOThI TOCIINTANIN-
3al[uil, IpYMeHeHNsI apeHTepalb-
HBIX aHTUOMOTMKOB U KOMNYIECTBA
[HEIl IPOIyCKa LIKOJIBI/pabounmx
JiHelT, YBelMYeHne MHIeKCa MacChl
tena (VIMT) (mo cpaBHeHUIO
¢ mrane6o) [22].
Panoomusuposantoe omxpuimoe
cpasHumenvHoe Uccnedo6anue
(CT-03, npamoe cpasHumenvHoe
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uccnedosanue vs Tobu). B mccme-
IOBaHMe BKIIOYEHO 324 manumeHTa
B BO3pacTe = 6 JIeT C MYKOBUCIU-
[030M U XPOHMYECKOI MHpeKIme
P. aeruginosa. IlanyenTsl mOMTyYann
YeTpexXHe/eNbHYI0 TEPAIINIO C IIOCTIe-
AYIOIIMM YeTbIpeXHele/IbHBIM IIepu-
oztoMm oT™MbIBKM wWashout. Pe3ymbrars
IPOJIeMOHCTPUPOBAIN yIydIlIeHMe
O®B,, conmocraBumoe ¢ Tobu (6e3
CTAaTUCTUYECKM 3HAYMMBIX Pa3yu-
ynii). CHUOKEHME IIOTHOCTU obce-
MEHEHHOCTU MOKPOTBI, COIOCTa-
BuMoe ¢ Tobu (6e3 cTaTUCTUIECKN
3HAUMMBIX pasnnmunit). OT™Medancs
CXOXXMI TPOGIIb 6€30IaCHOCTH.
OTkpbITOE MCCefoBaHue (Mamu-
€HTbI, BK/IIOUEHHbIE B MCCIE[OBa-
Hue CT-03, npopo/mkunm Tepannio
npemapatoM bpamuTo6 B Teuenme
48-Hepenb). B uccnegoBanuy yvac-
TBOBa/M 209 ManMeHToB B BO3pac-
Te > 6 JIET C MYKOBUCIII030M U XPO-
HIdecKoit nHbekiuen P, aeruginosa.
IOnurenbHOCTh — 48 Hemenb (11ecThb
TOIOIHUTENbHBIX on-/off-1uKkiIoB
1o 28 nHeit). Pesynbrarsl: ynyudlie-
Hue napameTrpa O®B,, focTurayroe
B xofie uccnegosannsa CT-03, coxpa-
HSIIOCh Ha (DOHE JIeYeHNsI B TeUeHe
48 Hepenpb (JOMIONHNUTENHHO) TIPeTa-
parom Bpamuto6. Xopomnit npo-
¢dunp 6€30MaCHOCTY MOATBEPK/IEH
B TeYeHMe OfIHOTOJJMYHOTO MCCIeNo-
Banmsa [23].

VImerorcst my6OmuKanmm, CBUAETeIbC-
TByo1ye 06 3¢ deKTNBHOM mpuMe-
HEHMM yKasaHHBIX GopM TobpaMu-
unHa u B Poccuiickoit epepanuu
[24, 25].

To6pamuuyun-I'o66u. PactBop T06-
paMUIMHa IOKa3aH [I/Id Tepanuu
MHQEKI NN ABIXaTebHBIX IIYTeIlL,

a HoMepa: OpGaHHble 3a00M1eBaHuA

BBI3BAHHOI P. aeruginosa npu my-
KoBucuupose. Hasnavaercsa manu-
eHTaM B BO3pacTe = 6 JieT B J03e
300 mr/5 M gBa pasa B CYTKH,
Kypc - 28 pueii. Ilposenena cpas-
HUTeNbHAasA OIleHKa IO CHEKTPY
aHTUOAKTEepUANBHOTO [eiCTBUA
JIeKapCTBEHHBIX IIpernapaToB TO6-
pamuunuHa (pacTBOpPB O/ MH-
ransanuit): Tob6pamunuu-To66u
(«To66m HoBar C.A.», ApreHTunHa),
Tobu (pacTBOp /ST MHTANALUI
60 mr/mn) («Kapguuan Xenc VHk»,
CIIA). B paboTe 6bI1M UCIONB3O-
BaHbl 75 KIMHUYECKUX U3ONATOB
MMKPOOPTAaHN3MOB 13 KOJIIEKIINN
TocymapcTBEHHOTO Hay4YHOTO I€H-
Tpa IO aHTUOMOTMKAM U ITANOH-
Hble mTaMMbl Staphylococcus au-
reus ATCC 29213, Escherichia coli
ATCC 25922, P. aeruginosa ATCC
27853. IlokasaHo, 4TO 7JeKapcCT-
BeHHble opmbl Tobpammnmua-
[o66u (pacTBOp A/ MHTAALUIL
60 mr/mn) u Tobu (pactBOp s
MHTAAAIU 60 MI/M/I) UIEHTUIHDI
IO CIeKTPy aHTHOAKTepUaabHOTO
mencTBus [26].

B orpgeneHuym NIynIbMOHOIOTUMU
u amnepronorunm HaydHoro men-
Tpa 3/10pOBbA JleTell pacTBOp A/IA
uHrananui 60 mr/mn Tobpamunu-
Ha-T'066u BrepBble ObIT Ha3HAYEH
B 2011-2012 rr. 4eTbIpeM HETAM
(BospacT 3-5 y1eT) ¢ MyKOBMUCIIVIO-
30M M XPOHMYECKO MHPpeKImein
P. aeruginosa. Tepanusa BKI04ana
B ce0s1 MOBTOPHBIE KYPChI BHYTPHU-
BEHHOJ aHTMOaKTepuanbHON Te-
panuu gByMs IpenaparaMim: Oera-
JaKTaMaM! ¥ aMVHOIJIMKO3UAMNI
(mnuTenbHOCTH 14 MHEN) B codeTa-
HUY C MHTATSIUAMN PacTBOpPa T06-

pamunusHa. Pogutenu nanueHToB
nognucanyu MHGOPMUPOBAHHOE
corjacye Ha IIpOBeJieHMEe TePAIIUNL.
Tepanus pacTtBopoM TOO6paMuIu-
Ha Ha3HayYalach 10 OOLIENPUHSITON
cxeme: 28 gHel — Tepanmns, 28 JHei —
nepepniB. IIpoBesieHo 1ecTh KypcoB
TepaIuiL, TO eCTh OOLNII CPOK ede-
HMA cocraBua 12 mecsaues. Mukpo-
61O/IOrYeCKMiT MOHUTOPWHT MOK-
POTHI IPOBOJMIN IOCTIE KaXXIOTO
Kypca Tepanuu (kaxxjple 56 gHeit).
OnMH manueHT HMpeKpaTUI Tepa-
M0 II0CTI€ BTOPOrO Kypca M3-3a
BBIPa)KEHHOTO KalllJisi, Tpoe ObIIn
IIpojieYeHbl B TeUeHMe Ioja ¢ XOpo-
1ieyl IepeHOCUMOCTDIO IIperapara.
PerynsapHblit MOHUTOPUHT MOKPOTBI
II0Ka3aJj, 4To paAuKanus (OTCyT-
crBue pocta P. aeruginosa B 06pas-
1[aX MOKPOTBI B TedeHue 12 Mecs1ieB)
NOCTUIHYTa y BCeX TpeX IallMeH-
TOB U Junach 27, 28 u 29 mecsieB
COOTBETCTBEHHO.

3aKnioueHue

CeropHs Ha poccuiickoM ¢apma-
LIeBTIYECKOM PBbIHKe IpefiCTaB/ICHbI
pasnuuHble GOPMBI MHTASINOH-
HOro TOOpaMUIVHA, IO3BOJIAIONINE
YCIIELITHO KOHTPOIMPOBATb U JIEYUTD
uHpexumio P. aeruginosa mpyu MyKo-
BuCIuao3e. JnTenpHas MHIaALN-
OHHasI TePANNs AHTUCHHETHOVHBIMU
npenaparamMy BXopuT B CTaHIapThI
Tepanuy MyKOBUCLMZO03a, pa3pabo-
TaHHble EBpomeiickum cooburect-
BoM 110 mykoBucuupnosy (ECFS - Eu-
ropean Community Cystic Fibrosis)
(mepecmotp 2014 1.) [27], a Takxe
B HanmoHanbHbI KOHCEHCYC 10 My-
KOBUCIMI03y (pasmen «AHTUMMK-
pobHas Tepamusi») [28].
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NHdopmauma

JICP-006248/10

no MeAuLMHCKOMY NPVYMEHEHMIO Npenapara
TOBPAMULWH-TOBBU
(TOBRAMYCIN-GOBBI)*

ToproBoe Ha3sBaHue npenapata: TObPAMUNLINH-TOBBU
MHH: To6pamnymH
JlekapcTBeHHana ¢popma: pacTBOP AN1A MHraNAUUN

Cocras:

Ha 1 mn:

aKTMBHOE BelLeCcTBO: TObpamuumH 60 Mr
BCMOMOraTesibHble BellecTBa: HaTpuA Xopus, cepHas
KNCNOTa UKW HAaTPUA TMAPOKCKA, BOAA ANA NUHbEKL M.

dapmakonornyeckume cBOMCTBa

MpenapaTt ABNAETCA aHTUOMOTMKOM LUIMPOKOIO CMEKTPa
ﬂeﬁCTBMﬂ M3 rpynnbl aMUHOMMKNKO3MA0B, NpoayunpyemMbiX
aKTHoMuLueToMm Streptomyces tenebrarius.

dapmakoguHaMuiKa

BnokmpyeT 30S cy6beamHuLy prbocom 1 TOPMO3UT CUHTE3
6enkKa (6bakTepuocTaTmyeckoe aencTene). B bonee BbICOKMX
KOHLIEHTPaUMAX HapyLwaeT GyHKUMIO LUTOMIa3MaTUUYECKUX
MemObpaH, Bbi3blBas rbesb KNeTku.

BbicOKOAKTNBEH B OTHOLUEHUN rpamoTpuulaTesibHbIX
MUKpoopraHnsmoB: Pseudomonas aeruginosa, a Takxke B
oTHolweHun Acinetobacter spp., Escherichia coli, Klebsiella
spp., Serratia spp., Providencia spp., Enterobacter spp.,
Proteus spp., Salmonella spp., Shigella spp.; B oTHOWeEHUN
HEKOTOPbIX rpamMnooXnTesibHbIX MUKPOOPTraHN3MOB:
Staphylococcus spp. (B T.u. yCTONUMBbIX K MEHULMINHAM,
uedanocnopuHam), HEKOTOPbIX LUITAaMMOB Streptococcus
spp., Enterococcus spp.

NMokasaHuA K NpyUMeHeHnIo
NHpekuumn gbixaTenbHbIX NyTewn, Bbi3BaHHble Pseudomonas
aeruginosa y 60/1IbHbIX MyKOBUCLILO30M.

MpoTnBonokasaHuA

[MNepuyBCTBUTENBHOCTD (B T.4U. K AP. aMUHOINKO3UAAM),
JEeTCKUNI BO3pacT (B0 6 n1eT), TAaxKenble HapyLueHna GyHKLUn
nouek (cogep»kaHue KpeaTHHa 6onee 2 MKr/min).

Cnoco6 npruimeHeHus 1 J03bl

NHranAuMoHHO 0Kono 15 MUHYT, C UCNOSIb30BaHNEM
Hebynansepa, CMAA UK CTOA B BEPTUKANTbHOM MOSIOKEHUMN.
B3pocnbim 1 getam ctapue 6 net no 300 mr 2 pasa B CyTKM B
TeueHue 28 gHen. IHTepBan mexay BBeAeHUAMY JOSKEH
COCTaBJIATb OKOJ10 12 4YacoB, HO He MeHee 6 YacoB.

lNocne 3aBepLUeHUA Kypca AenatoT nepepbiB Ha 28 gHen 1
NPOBOAAT C/IeAyoLWuni KypcC Mo ONMCaHHOM BblLLE CXeMe.
[llaHHaA nekapcTBeHHasa popma Npenaparta He NpefHa3Have-
Ha A41A BHYTPUMbILLEYHOIO U BHYTPUBEHHOTO BBEAEHUA.

YKasaHuA No NnpoBeAeHUNI0 MHranauun

Amnyny ¢ npenapaToM OTKPbIBAIOT 1 ee COAePXKMMOe MoMe-
LaloT B Kamepy Hebynansepa. MNepeg Hayanom UHranAuumn
Heo6X0ANMO NPOBEPUTb MPABUIIBHOCTb GYHKLNOHNPOBa-
HuA Hebynansepa 1 BO34YLWHOrO Komnpeccopa. MiHransauuto
NPOoJOJIKalOT 10 TeX NOP, MOKa He U3PaCXOAyeTCA BeCb
npenapart. [1ns obecneyeHns abixaHuA yepes poT PEKOMEH-
ZyeTcAa UCnosib30BaTb HOCOBYHO NpuLLenky. MoTok npenapa-
Ta [JOJXKeH ObITb yCTOVI'-H/IBbIM M POBHbIM.

[Ona npaBUAbHOro NpoBeAeHNA NHIranALNnM peKoOMeHay-
eTCA O3HAaKOMUTbCA C I/IHCprKLl,VIEVI no sKkcnayataunmn
Hebynansepa.

®opma BbinycKa

PacteBop gnAa nHranaumn 60 mr/mn.

Mo 5 mn (300 Mr fencTBytoLLEero BelecTsa) npenapara B
amny’sibl U3 NOANITUAEHA HU3KOM MNIOTHOCTM BMECTMMOCTBIO
5wmn.

o 4 amnynbl NOMELLAOT B NAKeT 13 TAMUHMPOBAHHON
donbru.

Mo 28 amnyn (7 nakeToB) nnu 56 amnyn (14 nakeToB) BMecCTe
C HCTPYKLUMEN NO NPUMEHEHMIO MOMELLAIOT B KAPTOHHYIO
KOPOOKYy.

YcnoBua xpaHeHus

MNpwn Temnepatype o1 2 fo 8 °C B 3aWyuMLLIEHHOM OT CBeTa
MecTe.

XpaHnTb B HeQOCTYMHOM A1 AeTen MecTe.

Cpok rogHOCTMN

3ropaa.

He ncnonb3oBaTtb Npenapat Nocse NCTeYeHnsa Cpoka rogHo-
CTU, yKa3aHHOIO Ha yrnaKoBKe.

YcnoBusa oTnycka us anTtek:
,U,J'Iﬂ npPaBUIbHOIO NpPoBeAeHUA NHIaNALUNN PEKOMEHOYETCA
03HAKOMUTBCSA C UHCTPYKLMEN MO SKCMIyaTaLmm Hebynansepa.

YcnoBusa oTnycka us anTtek:
Mo peuenty.

MpounsBogutennb
lfeHdpa Mepguka C.A., Lselinapus, nponssegeHo [066u Hosar
C.A,, ApreHTturHa

MpepcTaButenbcTBo B Poccunm:

leHdpa Meguka C.A,, LLBenyapus:

119421, MockBa, JleHnHckum np., g. 99
Ten. (495) 662-50-65, dakc (495) 662-50-61

*Heob6X0AMMO 03HaKOMUTBCA C UHCTPYKLMEN N0 MeANLUHCKOMY NpumeHeHuto npenapata TOBPAMULNH-TOBB (TOBRAMYCIN-GOBBI)
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Modern Opportunities for Controlling Pseudomonas Infection under Cystic Fibrosis

Yu.V. Gorinova, O.I. Simonova

Scientific Center of Children's Health under the Russian Academy of Medical Sciences

Contact person: Yuliya Viktorovna Gorinova, ygorinova@yandex.ru

Pseudomonas aeruginosa is the most common pathogen that causes chronic infection during cystic fibrosis.
Eradication of P. aeruginosa is considered as a standard therapy worldwide. Meanwhile, an issue about effective
therapeutic regimens remains debatable. Currently, different aerosol formulations containing tobramycin are
available on the Russian pharmaceutical market allowing for successful control and treatment of P. aeruginosa
infection during cystic fibrosis. It was confirmed that administration of tobramycin improves pulmonary function,
reduces amount of inoculum strains of P. aeruginosa, decreases number of hospital admissions as well as lowers

administration of other antibiotics.

Key words: cystic fibrosis, Pseudomonas aeruginosa, tobramycin
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AKTyaJIbHbl€ BOIIPOCHI
NHTep(PepoHOTEepanuu B Caydae
NH(DEKIMOHHOI MaTOIOTUY Y IeTell

Vnmepgeporvl xapaxmepusyomcs WUPOKUM cneKkmpom 6U0102u4ecKoti aKmueHoCmi,
AHMUBUPYCHVIM U UMMYHOMOOYUpytoujum oeticmeuem. Obpasosanue u deticmeue unmepgpepora
npedocmaensem co60il 8axHeUUUT MEXAHU3M BPOHOIEHHO20 UMMYyHUMema Yenosexad. B nacmosujee
8peMs 8 KIUHUUECKOL npaKmuke 075 ne4eHUs UHPeKUUOHHbIX 3a00/1e6AHULL NPUMEHAIOM Npenapamol
unmepgepona. dppexmusHocmo maxoii mepanuu 0CHOBAHA HA YHUKAIbHBIX OUOI02UHECKUX
ceoticmeax unmepgpepora, cnocobHo20 NOOABAAMb BUPYCHYI0 PeNnUKAUUI0, OIOKUPOBAMb CUHIMES
supyc-cneyupureckux 6enxkos.
B pamkax XIII Konepecca Oemckux ungexyuorucmos Poccuu cocmosincst cumnosuym (Mockaa,

11 dexabps 2014 e.), opeanusosarnuiti npu noddepxcke komnanuu «bMOKA]». Cneyuanucmor 06cyounu
80MPOCHL leHeHUS UHPEeKYUOHHBLX 3a001e6aHULL Yy Oemeli pa3HO020 603PACMA C NPUMEHEHUEM
UMMYHOKOppUUpyrouseii mepanuu.

IIpogpeccop
E.B. Muxatinosa

aBefymomtaa Kadenpoit JeTCKIX
3 MHQeKIMOHHbIX 60omesHelt Ca-
PaTOBCKOIO TOCYZAapCTBEH-
HOTO MERMIIVHCKOTO YHUBEpPCUTE-
Ta nM. B.JI. Pasymosckoro, i.M.H.,

npodeccop, IIaBHBII JeTCKUIT UH-
¢dexuuonuct Munsgpasa CapaTos-

0co6eHHOCTH KNMHNYECKOTO TeUeHUs
¥ UMMYHOKOPpPUrMpYIoLLas Tepanus oCTpbIX
pecnupaTopHbIX 3a6oneBaHuil y YacTo Gonerowmx feteii

ckoit obactu Enena Bragumuposna
MVIXAVIJIOBA npoananmsuposaa
0COO6EHHOCTU OCTPBIX peCHUpaTop-
HBIX 3a0607eBaHMil y yacTo 6oseo-
mux gerenn (UBJ]) u obocHoBana
HEeO0OXOAMMOCTD IPYMEHEHVSI Y HUX
MHTepdepOHOTE AL

B Poccun exxerogHoO perucTpupyor
oT 27,3 o 41,2 M/IH ciy4aeB IpuIla
U OCTPBIX PeCHMpPATOPHBIX BUPYC-
ubix nHpexyuit (OPBI). ITo pan-
HBIM 3MIMAEMIO/IOTNIECKIIX NCCTIef0-
BAaHUIL, Y [ieTeil MIaJjIIero Bospacra
OPBM cocraBnAioT 65% Bcex peruc-
TPUPYEMbIX 3a00/IEBAHNIL I SB/IAIOT-
Cs1 OHOI 113 OCHOBHBIX IIPMYMH TOC-
nuranusanym’ 2,

HleTeil, MOABEP>)KEHHBIX YaCTbIM
pecnMpaTOpHBIM MHPEKIUAM,
B OTe4YeCTBEHHO! NeAMaTPUU
HPUHATO HA3bIBaTh 4acTo 6oJe-
romumu. CraefyeT oTMETUTD, YTO
YB]l - He HO30/MOTMYeCKasT HopMa
U He AMarHos. 9To ocobas rpymn-
na AUCHAHCEPHOTro HabIOfeHNs,
BKJIIOYAIOIAs] [eTeil, I0/jBEPIKEH-
HBIX YaCTBIM PeCHMPATOPHBIM UH-
dbexnmAM u3-3a TPAH3UTOPHBIX
KOppI/IFI/IpyeMbIX OTKJ/IOHEHMI B 3a-
I{MTHBIX CUCTEMAX OPraHM3Ma U He
UMEILIX CTOMKNX OPraHNYeCKIX
HapylIeHNIT B HUX .

Yb]] cocraBnsaior 20-65% meTckom
TIOIMYyIAL NN Hp]/[ 39TOM OTMEYaeTCA

! Kntounukos C.O., 3aiiyesa O.B., Ocmaros V.M. u dp. Octpble pecimparopHble 3ab60jeBaHus y fereil: yaebHo-MeTommdeckoe mocobue. M., 2009.
* 3atiyes A.A. JledeHne OCTPbIX PeCIIPATOPHBIX BUPYCHBIX MHpexunit // Jledammii spad. 2008. Ne 8. C. 42-45.
* Koposuna H.A., 3annammnukos A.JL, Jlenucesa V.B. u dp. CoBpeMeHHbIe BOSMOYXHOCTY IMMYHOITPO(MIIAKTUKY OCTPBIX PECIMPATOPHBIX NH(EKIMIT y 9acTO GOMEIOINX
nereit // Ilegnarpundeckas dpapmaxonorus. 2008. T. 5. Ne 1. C. 21-25.
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Pe3UCTEHTHOCTD JJaHHOM KaTeropuu
MAIMeHTOB K TPAAUIIMIOHHBIM MeTO-
nam tepanun. Ha gomo YbJl npu-
xoputca 50-60% Bcex perucTpupy-
eMbIxX 3aboneBaHnit. Oxomno 20%
YbJl crpaganT pecnupaTOpHBIMU
MHQEKIMAMN IPAKTUIECKU eXeMe-
cs4Ho. B 40% cryyaeB K ceMu-BOCh-
MII TOfiaM y HuX $pOopMUpyeTcs Xpo-
HI4ecKas MaTosIorus.

Yacrasa 3ab60/meBaeMOCTb JeTell
06ycrIoB/IeHa He3PeNOCTbI0O MUMMYH-
HOJM CUCTEMBI, CHU)KEHHOI NpO-
OYKIVeil IMTOKNHOB, ePUIIUTOM
nurepdepona (VIOH), nepcucren-
1[Meil BUPYCOB, Ha/lM4MeM XpOHU-
yeckux ovyaros nHexnun. Kpome
TOTO, IPUYMHAMY 4acToi 3abore-
BAaeMOCTH MOTYT ObITb PaXxWT, aBU-
TaMJHO3, HEJOHOUIEHHOCTD, Hepa-
[[MOHA/IbHASI AHTUOMOTUKOTEPATI NS
u ip. Hanbosee yacto BcTpedarorcs
MepCUCTEeHI M MAaTOreHHBIX BO3-
OynuTeneil, TaKMX KaK MMUKOIIIA3-
MBI, X/IaMUJUY, BUPYCHI Tepleca,
KOTOpPbIe HEPEIKO MPOTEKAIOT IO
mackort OPBV. Onu composoxpa-
I0TCSI BBIPa)X€HHBIM VIMMYHHBIM
m1c6anmaHCoOM, TPAaHSUTOPHBIM VM-
MYyHO[ePUIINTOM, MEXaHU3M pas-
BUTHS KOTOPOTO CBAI3aH C TIOBPEX-
OeHNeM MMMYHOKOMIETEeHTHBIX
KJIETOK M HapylleHMeM UX (yHK-
uuit. BcaencTeue 3TOro 0TMeE4aroT-
cs1 yrHeTeHMe (aronuTosa, LUTO-
KMHOBBIN AucbanaHc, CHMXKEeHUE
AKTMBHOCTY KOMIIJIEMEHTA, YMEeHb-
HIeH)E COJePKaHMA CEKPETOPHOTO
nmmyHornobynuza (Ig) A, cumxe-
Hue obigero yucia nuMGONUTOB
n T-nuMmdouuros-xennepos. ITo
IPUBOAUT K Pa3BUTUIO OIOCPeEJO-
BAaHHOJI HEJOCTATOYHOCTY MMMYH-
HOJI CUCTEMBI, Pa3BUTHIO OC/IOKHE-
HUI U 3aTAXKHOMY JIEIEHNIO.

Ha 6a3e gerckoit MHQEKIIMOHHOM
60/1bHNIIBI NO 5, Ie TCKOI TONMK/I/HN -
ku Ne 3 . CaparoBa 6bII0 IPOBEIEHO
uccnenoBanne ¢ ydactueM 200 merent
B BO3pacTe OT OJHOTO [0 JeCATHU
net. IlanmeHTOB paspgenuIn Ha fiBe
paBHbIe TPYIIIBI — 4acTo Ooseromye
u penxo 6onetomye. B nccnenosannm
y4acTBOBA/IN JIETU TONBKO CO Cpefi-
HeTsDKE/IBIMIY U TsDKEIBIMY popMaMu
OPBI. B xope rccnenoBanys y manm-
eHTOB U3y4a/Iii aHaMHe3, 0COOEHHOC-

Meanatpus. N2 1

T teveruss OPBU (TsxecTb, 3THOMO-

', TPOJO/DKUTENIBHOCTD, YaCTOTa
U [Ip.), IOKa3aTe/Iu UMMYHHOTO CTa-
Tyca C OIpefie/ieHNeM YPOBHel UMMY-
Horno6ynuuoB u VIOH (MIOH-ram-
Mma, VIOH-anbda). STnonornyeckyo
pacmngposxy OPBV mposogumn
TaKMMJ METOfIaMM, KaK IMMYHOXPO-
Marorpadus HOCOIIOTOYHOTO CMbIBA
K BUpPyCaM TPUIIIIA, IIaparpuia, aje-
HOBMpYCaM, pecIypaTOpHO-CHHIN-
tuanbHbIM (PC) Bupycam, uMMyHO-
dbepmentnsiit ananns (VIOA) kpoBu
Ha OIIpefiefieHyie aHTUTEeT K BUpPycaM
Haparpuima, afeHosupycam, PC-u-
PYCY, a TakoKe HOMMMepa3Hasd LelHas
peakuus (IT1]P) maska 13 HOCOITIOT-
K1 1 KpoBy. Bosbynueneit ormopry-
HYCTUYECKNX MHQEKIVIT BBIABIIAIN
metopoM ITP u VI®A xpoBu c omnpe-
nenenuem IgM, IgG - Bupycos repme-
ca Tumos 1, II, VI, Ommrertna — Bapp,
nyuromeranosupyca, Chlamydia pneu-
moniae, Pneumocystis carinii.
PesynbraThl McciefoBanmsA mpope-
MOHCTpupoBanu, 4ro y YbB]JI 4gac-
TOTa SNNU30M0B 3a60IeBaHNII U VH-
(eKIMOHHBIN MHIEKC 3HAYUTENIbHO
BBIIIIE, YeM Y PEKO OOMeIonX eTei
(puc. 1). YacroTta ompeneneHns aH-
TUTEHOB BO30YAuUTeNell OMIOPTY-
HUCTUYECKVX VMH(EKIVII B IpyIIe
YB]] 6bl1a 3HAYUTENBHO BBIIIE, YEM
B TPYIIIIe pefiKo OGOJEIONVX IeTelt, —
94 11 20% COOTBETCTBEHHO.

Kak nsBectHno, y Yb]l Hepenko nmeet
MECTO COYeTaHIe HeCKOIbKIX BUPY-
cos. Tak, B rpynmne Y5/l pecimparop-
Hasg MUKCT-MH(]EKIA BCTpedanach
B 61% cny4yaeB, MOHOMHEKIMA —
B 8% cimy4aes.

B VIHpeKUMOHHBII NH[EKC

8 -
6 -
41 3,1+ 0,80
2 4
0,85
0

B rpynme penxo 6oneouux merei
¢donoBast maTonoOrUsa HAabOIIORATACH
ToNMbKO B 20% crydaes (aHeMMsA —
10%, OTATrOLIEHHBIN AJIEPrONIOIN-
Jyecknii aHaMHe3 — 10%), B TO Bpems
Kak B rpynne UB]/I sTor mokasarenn
mocturan 80%. Haubonee pacupo-
CTpaHEeHHOI O6bUIa IMOCTUHQEKIU-
onnas aHemus (50%), 30% pmereit
VIMENM OTATOLIEHHBII aJl/IeproIory-
YeCKMI1 aHaMHes.

ComnyTcTByrOIMe XPOHUYECKME 3a-
6oneBanus B rpynne Yb]I BoLaBe-
HBl B 30% crny4yaeB (XpOHUYECKUI
TOH3WIINT, NTnenoHeput, OpoHXN-
a/ibHasl aCTMa, AUCMeTaboMdecKast
He¢pomnarusi). B rpynme penko 6oe-
IOLIVX JleTell XpOHUYeCcKux 3abore-
BaHMII He 0OGHAPYIKEHO.

B rpynne YBJl yactoTa mopaxe-
HIUA HIDKHUX JbIXaTe/lTbHBIX ITyTel
U CIMIITOMBI IIbIXaTe/IbHOI HeoCTa-
TOYHOCTM Habmomanuch B 72 u 31%
ClTy4aeB COOTBETCTBEHHO, B TPyIIIIe
penko 6onerorux geteit — B 30 1 5%.
Takum o6pasom, y 80% YB]l BbLiB-
neHa ¢oHoBasA maronorud. Y 61%
IeTeil pecnypaTopHble 3aboseBa-
HUSA OBUIM BBI3BaHBI HECKOJIBKUMMU
BO30OYANTEIAMM, IPUYEM BbISBICHDI
MePCUCTEHIINN BHYTPUKIETOUYHDBIX
BO30ypuTeNneil — TepHeCBUPYCOB
U MUKOIUIa3Mbl. B oTmrune ot penko
6onerouux mereit y UBJl Tsxenas
dbopma pecrimpaTtopHbIX 3ab0meBa-
HMI1 BCTpedYasach B 3 pasa yalie,
MOPaKeHMSI HYDKHMX JIbIXaTe/TbHbIX
nyTelt — B 2,2 pasa vamje. OTmeye-
HBl IMMYHOJIOTMY€CKIi€ HapylIeHNs
B rpynne YbJl B ocTphiii mepuop
3a00/IeBaHMA — CHIDKEHNE YPOBHA

B Cpepnas gacrora sanusonos OPBU

8 7 7,4+ 0,71
6 .
4
2,03
2
0

Penxo 6oneronine geTu

Yacro 6onerone geTu

Puc. 1. Ilokasamenu 3a60neéaemocmu y pedko 6onerouux u 4acmo 60neruux

Odemeil

2N
2SS
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Tabnuya. pgpexmusnocmo neuenus npenapamom lendepon® Jlaiim

ITokasarenn Penxo 6oneromme getn | Yacro 6omeromue gern (n = 20)
=)

Yacrora smmsonoB OPBM 3arog, M + m 3,1 + 0,80

Tmxenas dopma OPBY, a6ce. (%)
VIH}eKuMOHHBII NHIEKC

2 (10)
0,85

* Pasmdums MeXJiy IoKasaTenamu foctosepHsI (p < 0,05).

IIpogpeccop
A.B. Iopenos

IgA, nosblenne yposHs IgE, Heno-
CTAaTOYHOCTb 2-3-J1 CTENEHN CUCTe-
™Mbl VIOH B oTHOIIEHMY TIPOAYKINN
V®H-ramma n VIOH-anbda.

B xopme mccnepnoBaHusA OleHUBAIN
9 PeKTUBHOCTD UMMYHOKOPPUTHPY-
roweit tepanvy 'y YBJI. letsam B BO3-
pacTe OT Tpex Jio IIeCTH JIeT Ha3Hava-
7 npemnapar [endepon® Jlaiit B gose
opuH cynmnosuropuii 125 000 ME nsa
pasa B CYTKM PEKTa/lbHO C JeCATU-
JHEBHBIM MHTEPBAJIOM, a 3aTeM OfIVH
CYNIO3UTOPUIL OFUH Pa3 B CYTKMU
Ha HOYb B TEYeHMe TPeX Heflenb. Db-
(eKTUBHOCTD JledeH s IIperapaTom
Tendepon® Jlasit B rpymme YBJI ome-
HIMBAJIN TI0 TTOKa3aTe/lAM CHVDKEHNA
YaCTOTBI MN30/I0B OCTPBIX pecnupa-
TOPHBIX 3a00/IeBaHNUIT TTO CPAaBHEHNIO
C IIPOILIBIM TOIOM, MHPEKIMIOHHOMY
MHJEKCY, 9aCTOTe PasBUTUA TsXKe-
NBIX (OpM ¥ IOKasaTe/AM MMMYH-
Horo craryca u VI®OH po nedyenus
1 Ha 40-i1 IeHb Tepanuy IpernapaTrom
Tendepon® Jlasit. InnTe1bHOCTD KN-
HIYECKOTO HaOII0feHNsI COCTaBmIa
HIECTh MECAILIEB.

-

7,4 +0,71* 44+0,53
6 (30) -
2,03 1,21

YacroTa 311307J0B OCTPHIX PeCHNu-
paTopHbIX 3aboneBaHNl y 601b-
HBIX IIOC/Ie Tepaluy IpernaparoM
Fendepon® JIaliT 3HAYUTENIBHO
CHM3WJIACD, TSKETbIX GOpPM He pe-
TUCTPUPOBANIOCD, MIOKa3aTeNM MH-
beKIMOHHOTO MHEeKca npubin-
3UIUCh K HOpMe (cM. Tabmuny).
Habnomanach HONTOXUTENbHAA
nuHaMmukxa yposHeit VIOH. Otme-
YajI0Ch 3HAYMUTENIbHOE YMeHbIIe-
HIe YUCIa JeTell ¢ IMOBBIIIeHHBIM
comepxanueM IgE.

Taxum o6pasom, y UB][I nocre mpu-
MeHeHus mnpemnapara [eHdepon®
JIaiiT HOpMaNM30BaNUCh YPOBHMU
IgA, IgG u IgM, a Taxke B 1,9 pasa
cHusuacsa yposeHb IgE mo cpas-
HEHMIO C MCXOJHBIM 3HadyeHMEM.
Ha ¢one Tepamum mnpemapatom
Tendepon® JIaliT yMeHbIINIACD CTe-
IleHb UMMYHHBIX HapyIIeHW B OT-
Howenyy npopykuyn VIOH-anbda
¢ 11,1 po 5,6% 1 HOpMaNM30BaNUCh
nokasateny npopykuyyu VOH-ram-
Ma 'y 22,2% manuenTos. Ilocne kypca
nedenns y Yb/I B reuenne mocmemyro-

IMX IIeCTU MecALleB OTMeYaach Mo-
JIOKUTE/IbHAA IMHAMYKA B BUJIE CHI-
JKeHms 4actoThl anmsomos OPBU
B 2 pasa, NHPEKIVMOHHOTO VHIEKCa,
OTCYTCTBUSA TsDKeNBIX popM 3abore-
BaHN, HOOOYHBIX He)XXelaTeTbHbIX
apdexros. IIpoBefeHne UMMYHO-
KOpPUTMPYIOLIENi TepaNny Ipernapa-
toM lendepon® Jlaitt, copepsxarunum
VI®dH-anbda u Taypus, H03BOJIET
YMEHBIIUTb CTENeHb MMMYHHOIO
pucbamanca y YBJl. OtcyTcTBue He-
JKeJIaTe/IbHBIX ABJIEHMII Ha (POHE BOC-
CTAHOBJIEHMA MMMYHHBIX IIOKa3aTe-
JIelt TIOATBepK/aeT 6/1aronpusATHBII
npo¢duiIb 6e30MacCHOCTH, XOPOIIYIO
IepeHOCUMOCTb U 9P PeKTMBHOCTD
Kypca MMMYHOKOpPPUTHUpYIOIIei
Tepanuyu B YKa3aHHON IOMY/IALNN
nereit?.

B saxmouenne npodeccop E.B. Mu-
XallloBa 3aTPOHY/IA TAaKOM BayKHBIN
BOIpoC, Kak npodumaktuka OPBU
y Yb]Jl. OHa mofgyepkHya, 4TO Bak-
LMHALMA IPOTUB rpuina — apdex-
TUBHAs 3amuTa OT 3ab60NIeBaHMs
n ero ocnoxxHeHnit. CBoeBpeMeH-
Hasg BaKIMHALUMA NPOTUB TPUIIIA
Ha 70-90% mpenoTBpalgaeT 3aboe-
BaeMOCTb IPUIIIIOM, CHIDKAeT Ipo-
LIeHT TOCIINUTANN3ALNN JeTell B CIIy-
qae ocnokaeruit. Y Ub]Jl Bakimuaams
IIPOBOJVTCSA TONBKO B IIEPUOJ, pe-
MUCCHIL. [I151 HOCTVDKEHMA peMICCUN
MO>KHO JICIIONb30BaTh MUMMYHOMOZY-
JIpYIOIIVe TIPerapaThl, B YJaCTHOCTH
Tendepon” Jlaiit.

WHTepdepoHoTepanua npu oCTPbIX KNLLIEYHBIX UHEKUUAX Y AeTel

OKTOp MeAVIMHCKMUX HayK,
npogeccop kadenpbl [ETCKUX
6ornesneit [Tepsoro Mockosc-

KOT'O TOCY[apCTBEHHOTO Me[UINH-

cxoro yHusepcurera um. V.M. Ce-

yeHoBa AjeKkcaHjp BacumnbeBmu

T'OPEJIOB oTtmeTun, 4TO Tepames-

TUYeCKUI IOAXON K TaKOMYy pac-

IIPOCTPAaHEHHOMY B IONY/IALNUN

SIBJICHNIO, KaK MH(EeKIVOHHAA Aya-

pes, HeoOXONMMO paccMaTpUBaTh

C MO3ULIUI TOKa3aTeTbHON Meau-
UMHBI. B KIMHMYeCKON NpaKTuke
Auapeo MIPUHATO MOAPa3fenATb
Ha [OMAallHIOK, TOCHNUTANbHYIO,
AHTUOMOTUK-aCCONMUPOBAHHYIO
U IMapero My TelleCTBeHHUKOB.

CornacHo oduuManbHOI CTaTUC-
Tuke, ¢ 2010 r. HabIIORaeTCs POCT
3a60/1€BaeMOCT) PA3HBIMI THUIIAMMU
fuapen, 0COOEHHO B JeTCKOI IOITy-
nsauuu®. OgHAaKoO B Halllell cTpaHe

* Muxaiinosa E.B., Yyoaxosea T.K., Mamozuna T.H. u 0p. VIMMyHOKOPPUIMPYIOIasi TePAIINs OCTPBIX PeCIMPATOPHBIX 3a00/IeBAHMIT Y 4aCTO GO/IEIONX fieTeit //
Bompoce! mpakTiyeckoit megmarpun. 2014. Ne 4. C. 52-57.
* ITocraHoB/eHMe [7TaBHOrO rOCYIapCTBEHHOrO caHUTapHOro Bpada Poccuitckoit Pegeparu ot 19 Mapra 2010 . Ne 21 «O npodumakTike OCTPIX KMIIEYHBIX
nndexumit» // Poccuiickas rasera. 2010. 30 anp.
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He Bce 3a00/IeBaHMs AMapeeit yuu-
TBIBAIOTCS NP IIOATOTOBKE CTATHUC-
TUYECKMX OTYETOB, IIOCKO/NbKY HE B
Ka)XX/IOM CITy4ae IPOBOANUTCS ITIOJIO-
rmyeckKas pacudpoBka. ITO MOXKET
OBITb CBSI3aHO KaK C HECOBEpIIeHC-
TBOM /1a00PATOPHBIX METOLOB [JMar-
HOCTHKI, TaK J C POCTOM yZe/IbHOTO
Beca BYPYCHBIX 1 ITapasUTapPHbIX K-
IIeYHBIX MHQEKIINI, METORbI fuar-
HOCTMKY KOTOPBIX MHOTMM Jabopa-
TOPMAM ITPAKTUYECKN HEIOCTYIIHBI.
OCHOBHBIMI BUPYCHBIMU areHTa-
MU OCTPBIX KUIIEYHBIX MH}eKIui
KpoMe 3HTepOBMPYCOB ABIAITCA
POTaBUPYCHI, KaIMLMBUPYCHI, aCT-
poBupycsl, ageHoBupychl. Ocoboe
MeCTO B 3TOM PSAYy 3aHUMAIOT PoO-
TaBUpychl. [leno B TOM, 4TO 3TUO-
JIoTU4ecKas 3HaYMMOCTb CepOrpym-
npl C BO3poC/ia, a poTaBUPyCHas
BaKI[HA HaIIpaBJieHa TONBKO Ha Ce-
porpynny A. He ucknarodeHo, 410
ofoOHas TeHJeHIsA 00yCIoBIeHa
pacnpocTpaHeHueM BUPYCHBIX areH-
ToB 13 Knras.

CornacHo mocnefHuM oduimans-
HBIM JJAHHBIM, 36% C/Iy4aeB OCTPhIX
KUIIEeYHBIX 3abomeBanmii B Poccun
CBA3aHO C poTaBupycamu, 2% -
¢ Hoposupycamu. CrienamicThl OT-
MeyalT CBA3b MEXAY 3ab0IeBaHu-
SAIMMY, BBI3BAHHBIMJI HOPOBUIPYCaMU,
U Ka4eCTBOM BOJOIPOBO/IHOI BOZDI.
ITo-npe>xHeMy coxpaHseTcsl IOBbI-
HIEHHBIN YPOBEHD 3a00/1€BaHNIA, BbI-
3BaHHBIX CaIbMOHEION, — 18%.

3a mocnegHUe MeCATUNETUS U3Me-
HMJIACh 3TUONOTMYeCKas CTPYKTY-
pa OCTPBIX KUIIEYHBIX MH(EKIUIt
B Mupe. IIpeobragaroT BupyCHbIE
nHpexuu, nIpudyeM Inmx 3aboie-
BAaeMOCTU HabIIoaeTcs B 3MMHee
Bpems. Ha pormio BupycHBIX nHGeK-
LUl B JE€TCKOM BO3pacTe NPUXO-
mutcst 97%, 6akTepuanbHbIX — 2%,
npounx — 0,79%°. Joxnaguank mnop-
YepKHYJI, YTO B Hallleil cTpaHe Ipe-
007afaT KulleyHble MHPEKUUN
HeyCTaHOBJIEHHOI 3TMOJIOTUL.
JInpypyromye NO3MINA B PA3BUTHUN
OCTPBIX KMIIEYHBIX MHpeKuuit 3a-
HUMaeT POTaBUPYyCHas MHPEKIVA.
Y neteit u B3pOC/IBIX OHA IIPOTEKAET

B BUJie CIIOPA/JUUECKUX C/TydaeB, JI0-
Ka/IbHBIX TPYNIIOBBIX 3a00/IeBaHMUIL,
Bcmbimek. [To manuasiM Pocotpe6-
Hazpsopa, B 2013 1. poraBupycHas
nHdeKIya OblIa 3aperncTpUpoBaHa
B BUJje BCIIBILIEYHOI 3a60/meBaeMoc-
TU CPeNM IeTell B PasHbIX PerrMoHax
Hameit ctpansl (KamuanHrpajckas,
Hwxeropopckas, Yensbunckas 06-
nactu, IOxHo-Caxanmuck, [arec-
taH, CeBepras Ocerus).
PoTaBupycHoe 3abojeBaHme Xapax-
TepU3yeTcsl CUMITOMaMM 00Ieit
MHTOKCUKALMH, TIOPaKeHNEM >Ke-
TYLOYHO-KUIIEYHOTO TPAKTa, fe-
rupparanuein. 3apaxeHne mpomuc-
XOANT (eKaNbHO-OPAIbHBIM IIYTEM.
PoraBupyc yCTONYMB K yCIOBUSIM
BHEILIHe]! Cpenbl, BBHICYLIVBAHUIO,
MBITy M OCHOBHBIM Je3MH(peKTaH-
tam. [lepefaua Bupyca BO3MOXKHA 10
u nocie MaHndecTanuy KanHuIec-
KIX CUMITTOMOB.

Ba3oBbIMU 37eMeHTaMM KOMILIEKC-
HOJT Tepamuu poTaBUPYCHOTO 3a6071e-
BaHMs CINTAIOTCA JIedeOHOe MUTaHME,
STUOTPOITHOE, MATOTEHETUYECKOE
M CUMIITOMATIIECKOE JIEIEHIIE.

B octpyio ¢asy poraBupycHoit uH-
(bexiuy maToreHeTNIECKN 060CHOBA-
HO MIPOBEJIeHIEe TIePOPATBHOIT perny-
patanyn. C mepBbIX YaCOB [TOSB/IEHIST
CHMIITOMOB KUIIEYHON AUCHYHK-
1y GONbHBIM [OKa3aHO MpUMeHe-
HII€ [/II0KO30COTIEBBIX PACTBOPOB /IS
MIPEOTBPAIEHNS TSHKEMBIX MOCTIeN-
CTBUIL, 06YCIIOB/IEHHBIX eruapara-
nueit. CoBpeMeHHble KOMIUIEKCHBIE
perugpatanioHHble pacTBOPbI IS
meteit (Permppon buo, Cynep-OPC)
CO CHIVDKEHHOII OCMOISIPHOCTBIO CIIO-
COOCTBYIOT YMEHBLIEHNIO OObeMa
XKVIJKOTO CTy/Ia IIpU Auapee, ocnab-
JISIIOT BBIPOKEHHOCTD PBOTBL
ITHOTpPONHASA Tepamus OCTPBIX
KUIIEeYHBIX MHDEKINT He OrpaHu-
YUBAETCSA MCIONb30BAHMEM AHTU-
OMOTUKOB M XMMMONpeENaparos,
a BKJIIOYaeT TaKKe Crenyuduyeckme
6axtepuodaru, HTEPOCOPOEHTH
(CmekTa®), 9HTepalbHble UMMY-
HOT/IOOY/IMHBI, TaKTOIJIOOY/IMHBL
OpHako ciefyeT MMeTb B BUJY, 9TO
HEKOTOPbIe IPOTUBOBUPYCHBIE IIpe-

IapaThl MUMEIOT BO3PACTHbIE OTPAHN-
YeHUs B UCIIO/Ib30BaHNMA.

B kauecTBe anbTepHATUBBI IIpe-
maparaM IIpAMOIO IIPOTMBOBIM-
PYCHOTO [eiiCTBMA MOXXHO pac-
cmatpuBath VIOH - BakHelmmit
dakTop HecmenupnIecKoro MpoTn-
BOBUpPYCHOro ummynurera. IOH
XapaKTepU3yITCsA NPOTUBOBUPYC-
HBIMM, MMMYHOMOJYIUPYIOUIUMH,
aHTUOAKTepUATbHBIMU U aHTUIIPO-
mideparuBHbIMU 3 dexramm. Kak
usBectHo, VIOH-anbda, nupxynu-
pyHOIIMii B KPOBU JeTeil PaHHEro
BO3pacTa, 06/afaeT CHM>KEHHBIMU
IPOTUBOBUPYCHBIMU ¥ MIMMYHOMO-
TYIUPYIOLUIVIMA CBOVICTBAMI, TI03TO-
My OpraHmsM pebGeHKa He CIIOCOOeH
JaTh afIeKBaTHDI MIMMYHHBI/ OTBET
Ha NH(QEKI[MOHHOE 3apaXkeHne. ITUM
obycoBieHa 11e1eco06pasHOCTD
IIpMMeHEeHI MIMMYHOTPOITHBIX IIpe-
IIapaToB, HAIIpaB/IEHHBIX Ha BPOX-
IeHHOe 3BEeHO UMMYHUTeTa pebeHKa.
ITpemapar [endepon® Jlasit mpencras-
nseT cobont kombOuHanuio VIOH-anb-
(a-2b v Taypuna. []y14 feteii ¢ epBbIX
JHEI KVM3HM JO CeMM JIET paspelle-
HO IpPMMEHEHMe Ipernapara B f03e
125 000 ME/0,005 1, meTsaM cTapiie
ceMn 71eT — B mo3e 250 000 ME/0,005 1.
ITIpn OPBU u pgpyrux ocTphIX 3a-
60/1eBaHUAX BUPYCHON IIPUPOADI
Terdepon® JlajiT Ha3HAYAIOT HETAM
10 OJJTHOMY CYIIIO3UTOPUIO PEKTa/Ib-
HO /IBa pa3a B JIeHb C 12-4acoBbIM
MHTEPBa/JIOM OFHOBPEMEHHO C OC-
HOBHOJI Tepanueil B T€YeHMe IATU
pHeit. [Ipenapar Tak)ke paspelleH
K IPYMEHEHNIO NIpY OGepeMeHHOCTH
(c 13-11 Hemenu recraiym).

Taypus, BXOAALINII B COCTaB IIpe-
napara lendepon® Jlaiit, moBbliIaeT
YCTOIYMBOCTD KJIETOK K Hebmaro-
IPUATHBIM BO3/I€ICTBUAM, XapaKTe-
pu3yeTcs MeMOPAHOIIPOTEKTOPHBIM
M aHTUOKCUJAaHTHBIM 3ddeKrTom,
HOPMajm3yeT MeTabomyecKye mpo-
11eCChl, OKa3bIBaeT pereHepupyloliee
U penapaTuBHOe AeiicTBue. Taypun
CTI0OCOOCTBYeT COXpaHEeHNIo 61070-
ruyeckoi aktusHocty VIOH.
ITpodeccop A.B. Topenos npusen
pe3ynbTaThl COOCTBEHHOTO UCCIIENO-

2N
2SS

¢ JIo63un 1O.B., Cxpunuenko H.B., Bexmepesa M.K., Tuxomuposa O.B. IIpo6embl geTCKUX MHEKIMIT Ha coBpeMeHHOM Tare // VIndekiyonnble 60/esnu. 2009. Ne 2.

C.7-12.
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Puc. 2. Cpasnumenvhas sdppexmusnocmo npenapama Iendepon® Jlaiim 6 kynuposanuu ouapeiinozo
cunopoma (A - wacmoma cmyna, b - koncucmenyus cmyna)

BaHMsA’. 1leNbl0 MHOTOLIEHTPOBOTO
KIVHUYECKOTO MCCIeOBaHMA CTala
orjeHka 3 dekTUBHOCTY U He3omac-
HocTy mpemapara lendepon® Jlaiit
B Tepamuy OCTPON KUIIEYHON UH-
ek BUpycHOI aTnonornu. B uc-
C/leflOBaHNM y4acTBOBamu 98 neren
B BO3pacTe OT LIECTU MeCALEB [0
HIeCTU JIeT C KAMHUYECKUMU IIpH-
3HaKaMJ BYPYCHOM iMapeu IpOJoI-
JKUTETBHOCTBIO He 6oree 48 yacoB
oT MoMeHTa MaHudecTaunn (nede-
HIIe IPOBOAV/IOCH B OHOM I3 JICCTIe-
JIOBaTe/IbCKMX LIeHTpOB). [leTeit pac-
IIpefeNnIN Ha JBe PaBHbIE TPYIIIIDL.
ITanyeHTHI OCHOBHOM TPYIIIBI B JO-
IONIHeHMe K CTaHJapTHON Tepamun
(6esmakTo3Has [ueTa, SIHTEPOCOPO-
LV, perupipaTanns) IMoaydasiy mpe-
napat Iendepon® JIaiiT peKTanbHO
B o3e 125 000 ME nBa pasa B cyTkn
B TedyeHMe OATU OHen. IlamueHTHI
KOHTPOJIBHOJ TPYIIBl IOTy4ann
JledeHye 10 aHa/JIOTMYHON CXeMe,
HO B KauecTBe VIMMYHOMOZY/IPYIO-
I[eTO areHTa JMCHO/Ib30BaIN Iperna-
par Kundepon® B gosze 500 000 ME
PeKTaJIbHO [Ba pa3a B CYTKU TaKKe
B TedyeHMe NATHU JHel. Pesynbra-
TBI MICCTIEJOBAHNA ITIOKAa3aay, 4TO
YacTOTa CTy/a HOPMajaM30Banach
y 6obLUIMHCTBA AeTell 00eyX Py

Ha 3-5-e CyTKuM Tepanumu. AHaIn3
YJaCTOTBI HAPYLIeHN I KOHCUCTEHIIUN
CTy/Ia BBLABIUII TEHJEHLMIO K Oonee
OBICTPOMY BOCCTAHOBJICHNUIO y Ia-
I[IEHTOB OCHOBHOII IpyIIIbl (puc. 2).
Kpowme Toro, y>xe k 3—5-My [HIO Tepa-
N1 B OCHOBHOJ TPyIIIIe OTMeYanach
TeHJIeHIINA K 60Jlee YaCTOMY MCUes-
HOBEHIIO BO36yUTeILs, 4TO 00YCIIOB-
JIEHO IIPOTUBOBUPYCHOI 3 deKTUB-
HOCTBIO Ipenapara [endepon® Jlaiir.
AHanmu3 4acTOTBI Pa3BUTHA HEXKena-
Te/IbHbIX sIBTeHNII Ha OHe IpuMe-
HeHuA npenapartos lendepon® Jlair
n Knngepon® npogeMoHcTprpoBan
BBICOKII yPOBEHb IEPEHOCUMOCTH
1 6e30IIaCHOCTHU HpenaparoB, B TOM
qIIC/le y HeTell IPYJHOrO BO3pacTa.
Cpenan BeiBOA 06 3bdeKTUBHOCTH
npenapara [engepon® Jlair B neve-
HUJ OCTPOJI KMIIEYHOI MHPEeKIN
BUPYCHON 3THOJIOTYM, TIPEUMYIIeCT-
BaMJ1 KOTOPOTO SIB/LIETCA YMEHbIIICH-
Hoe (B 4 pasa) comepxanne VIOH-
anbga 0 CPaBHEHUIO C aHaJIOTaMIL.
B cBsasu ¢ satum Tendepon® Jlaiit
MO>KHO IIPMMEHATD Y JeTell C OTATo-
IICHHBIM aJ/IePrOJIOTMYeCK/M aHaM-
He30M, B TOM YNC/Ie CTPafalolinx
aTOIMYECKUM JePMaTUTOM.

Takum obpasoM, npenapat Iende-
por® Jlant nmpumensror npu OPBY,

MHQEKINOHHO-BOCIIaNUTeTbHBIX
3a00/1eBaHMIX YPOTEHUTANBHO-
rO TPaKTa y AeTeil U GepeMeHHBIX,
a TaK)Ke OCTPBIX KMIIEYHBIX MHpeK-
uax. KomObnnaunus pekomMbuHaH-
THOro 4enosBedeckoro V®H-anb-
¢da-2b n aMMHOKUCIOTEI TaypuHA
obecrieynBaeT YHUKAIbHBIA CIIEKTP
meiicTBUsA IpemnapaTa leHpepon®
JIaiiT, BK/IIOYAOMINII HAITpaBlIeHHOE
3THOTPOITHOE BO3[ieliCTBIE 1 BbIpa-
SKEHHDIJI IPOTUBOBOCIIA/INTEIbHBII
adexr.

ITpodeccop A.B. Topenos ormeru,
4TO eye6HOE IMUTAHNE UTPAET 0CO-
0y10 pojib B KOMIIIEKCHOII Tepanuu
OCTPBIX KMIIeYHbIX MHPpekuuii. Kuc-
JIOMOJIOYHBIE IIPOAYKTHI 00/IafaoT
6axTepuoctaTndeckuM addexrTom,
671arOTBOPHO BIUAIOT Ha TeYeHUe
M MCXOMbI OCTPBIX KMUIIEYHBIX VH-
(dexuwit y geTeil paHHETO BO3PacTa,
obecrieynBas SOIOMTHUTEIbHYIO aH-
TUOAKTEPUATBHYIO 3aLIUTY XKemy-
JOYHO-KMIIEYHOTO TPAKTa.

ITpy Hannuun y pebenka, HaXOms-
IIerocs Ha TPYAIHOM BCKapM/INMBa-
HIM, IAKTO3HOI HEOCTATOYHOCTHI
TepaneBTHYecKas TaKTUKa COCTOUT
B 00513aTe/IbHON KOPPEKIUN AMEeThI
MaTepy, UCK/II0YalolLell LieIbHOE MO-
JIOKO, TOBSIAVIHY, AN, MATKME ChIPBI
n gp. IIpn ncKkycCTBEHHOM BCKapM-
JVBaHUY MIOKAa3aHO JICIIONIb3OBaHNE
HI3KO/AKTO3HBIX KJMCIIOMOJIOYHbIX
wn 6e3/aKTO3HBIX cMeceit. IIpobu-
OTUKI TaKXe ABJAITCA 9P PeKTuB-
HBIM JOIIO/THEHMEM K JIEYE€HNIO JMa-
pen u ee IIOCNEACTBUN Y EeTeil.
3aBepirast BBICTYIUIEHME, Ipodec-
cop A.B. Topenos KoHCTaTupoBa,
YTO IpenaparaMy BbIOOpa B jede-
HUM BUPYCHOJ iMapeu y JeTei SAB-
JISIIOTCSL 9HTEPOCOPOEHTHI, KOTOpPbIe
B coYeTaHuu c npemaparom lende-
pon°® JIaiiT 1 mepopanbHOI perujpa-
TaLyen, afleKBaTHOM JUeTOTepaInnenn
671aronprATHO BO3/EIICTBYIOT Ha Te-
yeHue 3aboneBanuA. [Ipumenenne
INAHHOJ CXeMbl N03BOJAET IOBbI-
cuTb 9 PeKTUBHOCTD Tepamni, co-
KpaTUTbh CPOKM IpeObIBaHUA B CTa-
L[MIOHape ¥ YMEHbUINUTbh CTOMMOCTD
JIe4eH .

7 Iopenos A.B., ITnockupesa A.A., [punesckuii B.IL u 0p. VInTepdepoHOoTepams MH(EKINOHHO-BOCIIA/INTENTBHBIX 3a00/IeBaHIII Y fleTell — 0630p COBpPEMEHHbBIX
nccnepoBanuii // Jlewammit Bpay. 2012. Ne 6. C. 84-86.
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PauuonanbHas npotuBoBupycHas tepanua OPBU y HoBopoXKaeHHbIX

U AeTeil NepBoro rofa XKU3Hu

OKTOp MEIMIMHCKMX HayK,
npodeccop xadepps roc-
nuranpHoON nepguatpum Poc-

CHIICKOTO HAIIMOHA/IBHOTO JCCIIe-

DOBAaTE/NbCKOTO MEAUIIMHCKOTO

yauBepcutera um. H.M. IInuporosa

Onbra JleounmoBuna YYI'YHOBA

pacckasaia o TepaneBTUIeCKON TaK-

trke nedeHnss OPBV y HoBopox-

TeHHBIX VI TPYIHBIX JIeTell.

CHMKeHHbIe IOKa3aTelnu MMMYH-

HOTO OTBeTa y JeTeil I'PyZHOTO

BO3pacTa ABMAAITCA 3aMMTHBIMU

MeXaHM3MaMU OT CIMIIKOM Oyp-

HBIX IJUTOKMHOBBIX peakiuii. YacTb

[IACCUBHOI 3aIUThl GepeT Ha cebs

MaTepUHCKNII MMMYHUTET dYepes

MMMYHOITIOOY/IMHBI TPYFHOTO MOJIO-

Ka, HO 9TOro ObIBaeT HeJlOCTaTOYHO.

PasBuTne MMMYHHOII CHCTEMBbI Opra-

HU3Ma TIPOJO/KAeTCA Ha MPOTAXKe-

HUM BCETO IIepUOfia IeTCTBA.

IIpouecc pasBUTMA UMMYHHONM CHUC-

TeMbl peGeHKa COIPOBOXJAETCA

BO3HMKHOBEHJEM KPUTHYECKNX IIe-

PYOMIOB, TO €CTb INEepUOJOB MAKCU-

MaJIbHOTO PUCKa Pa3BUTUS MH(EK-

IIVIOHHBIX 3a00JIeBaHVI, CBA3aHHBIX

C HECOBEpPUIEHCTBOM MMMYHHOI

CHCTEMBL.

IlepBplit KpUTUYECKNII IIEPUOT, — II€-

Ppyoj HOBOpOXKieHHOCTH (710 29 [iHeit

JKM3HN), KOTJja OpraHusM pebeHKa

3alUIleH B OCHOBHOM MaTepUHC-

KMMMJ aHTUTeIaMM, TOTy4YeHHbIMU

4yepe3 IUTALIEHTY U TPYAHOE MOJIOKO.

YyBCTBUTENBHOCTD HOBOPOXKJEHHO-

ro K 6aKTepuaJbHBIM U BUPYCHBIM

MHQEKMAM OYeHb BBICOKA. B aTOT

Hepuoj MMEeIOT MeCTO CHIDKeHHa:d

npopykuust VIOH, BeipaboTka He-

cocrosaTenbHoro panHero VIOH,

CKJIOHHOCTb K He3aBEepPIIEHHOMY

(aronnTosy, N36BITOYHBIN YPOBEHbD

cynpeccopHbIX T-K/IeTOK, LMpKY/IA-

nuA MarepnHcknx IgG (mo mectn

MecsiIeB), cnabas peakius Ha 6ax-

TepuajbHble areHTbl, HMU3Kasd LV-

TOTOKCHYecKasg aKTMBHOCTb CD8+

n NK-K/IeTOK, OTCPOYEHHBII CHTE3

AHTUTEI, CHYDKEHHOE YNCTIO MI1a3Ma-

TUYECKMX KJI€TOK IIPY HOPMa/lbHOM

copep>xanuy B-mumdounros, Hepo-

Meanatpus. N2 1

CTaTOYHOCTb IgA-cuHTe3sMpyomux
71a3MaTUYECKUX K/I€TOK.

Bropoii kputmdeckmit nepuop B pas-
BUTHUY IMMYHHOJI CICTEMBI Y JleTell —
4-6-11 MecsAnpl )XU3HUA. DTOT IepUO],
XapaKTepU3yeTcs yTPaToil IOMy4eH-
HBIX OT Marepyu aHTUTeNn. Cr1oco6-
HOCTb K IIPOAYKIUM COOCTBEHHBIX
aHTUTEI OIPAaHUYMBAETCA CIAObIM
cunresom IgM. HepgocratouHocTh
MECTHOIT 3alMTBl CIM3UCTBIX 060-
JI04eK CBsi3aHa ¢ 6ojiee IO3THUM Ha-
Konnennem cekperoproro IgA. Tlo-
9TOMY 4YBCTBUTEIBHOCTb pebeHKa
KO MHOTVMM BO3JYIIHO-KaIleJIbHbIM
U KUIIEYHbIM MHQEeKIMAM MOBBIIIA-
ercst. OcO6EHHOCTSIMI UMMYHUTETA
IeTeil TPYJHOTO BO3PACTa SABJIAOTCA
cuHTe3 cobcTBeHHOro IgG TONMBKO
K IIeCTV MecCAlaM, IIOBBIIIEHHOE
cootHonienne CD4/CD8, oTHOCH-
Te/IbHAsl He3penocTh T-KIeToK, Hus-
Kast COCOOHOCTh K POPMUPOBAHNIO
K/IeTOK IamMATH. [ToBbIlIeHHOE KOMu-
4eCTBO I'PAaHYIOLUTOB B KPOBM HO-
BOPOXX/IEHHBIX B KAaKOJ-TO CTEIeHN
KOMIIEHCHPYeT HeJOCTaTOYHYIO aK-
TUBHOCTb VX 3aIIUTHBIX (QYHKIINIL.
A6GCONMIOTHOE YNUCIO MOHOLUTOB
KPOBJ Y HOBOPOYK/IEHHBIX BBIIIIE, Y€M
y feTeit 6ojee cTapliero Bo3pacTa,
HO OHM TAaK)Xe OTINYAIOTCA HU3KOI
3aIIMTHON aKTMBHOCThbIO. Hmskoe
cofiep>KaHle OCHOBHBIX KOMIIOHEH-
TOB CYCTEMbI KOMIIJIEMEHTA B KPOBU
HOBOPOJKJIEHHbIX AB/IAETCA MPUYN-
HOJ HEOCTAaTOYHOM BCIIOMOTaTeb-
HOJI aKTMBHOCTY CBIBOPOTKM KPOBU
pu ¢aromyrose.

Takum 06pasoM, Y HOBOPO>KIEHHBIX
Pe3Ko 0cab/IeHbl Bce OCHOBHbIE Me-
XaHM3MBI CIenU(UIecKON 3alfUThI
opranmama. ITUM 0OBACHACTCS BBI-
COKasl 9yBCTBUTEIbHOCTb HOBOPOXK-
IIeHHBIX, 0COOEHHO HeJJOHOIICHHBIX
TeTeN U JieTel C 3a/IePXKKOJ BHYy TpH-
yTpOOHOrO pasBUTHUA, JeTeil epBo-
IO rofja )XM3HU K OaKTepyaabHbIM
Y BUPYCHBIM MHQEKIVIAM.
Hamnbonee pacmpocTpaHeHHBIMU
BO36ynuTesIMY MHDEKINIT pecnn-
PaTOPHOTO TpaKTa, IPOTEKAIOUINX
c 6ormee Mau MeHee OFHOTUIIHBIMU

Ny

MeanumHCKIiA d)opﬁ“\\

Carennurabiit cumino3nyM Kommnanun «b/MIOKAI»

KIMHNYIECKUMHU IIPpOABIEHUAMU,

IpeX/e BCero BOCMAJIeHNEeM BepX-
HIUX JbIXaTe/IbHBIX IIyTei, CUMTa-
I0TCA BUPYCBI IIaparpuiia, IpuIia,
PC-Bupyc, puHo-, ajjeHo- 1 KOpPO-
HaBupychl. KimHnyeckaa xapruHa
HeJJaBHO OTKPBITBIX 6OKaBUPYCOB
U METAaIlHEBMOBMPYCOB dYe/lOBeKa
cxoxa ¢ TakoBoit PC-undexun.
Panee Takme BUPYChI CYUTATICD 300-
Ho3aMM, HO ¢ Havas1a 2000-X I'T. ToKa-
3aHa UX POJ/Ib B Pa3BUTUN ITATOTIOTUN
yenoBeka. OCHOBHOII Iy Th Ilepefadn
BCEX IepevMCIeHHBbIX MHQeKIniT —
BO3/IYIIHO-KanenbHbli. OflHAaKO OHNI
HepeflaloTCsA ¥ KOHTAaKTHBIM ITyTeM,
HaIpuMep yepes IPsI3HbIE PYKIL.
Teparmma OPBU y pereit panHero
BO3pacTa C/I0XKHa B CUJIY M3MEH-
YUBOCTU U PE3UCTEHTHOCTU pec-
NMPAaTOPHOTO BHUpPYyCa, HaIUYUA
607bIIOTO KOMMYeCTBA BO36OyAMTE-
Jieil, OTPAaHMYEHHOTIO BO3PACTHBIMU
paMKaMu IpUMEHEHMS JIeKapCT-
BEHHBIX CPEJICTB, HEBO3MOXXHOCTH
CBOEBPEMEHHOI 3TUOJIOTNYECKOI
IVIaTHOCTUKIA

ITpu OPBU y meteit panHero Bospac-
Ta B OCHOBHOM MCIIO/Ib3YIOTCS IIpeTa-
Pparhbl ¢ IMPOKUM IIPOTMBOBUPYCHBIM
CIIEKTPOM, 06YC/IOBTIEHHBIM HeCIIeL -
(dyryeckyMy MeXaHU3MaMM JIeVICTBIA.
B nepuarpuyeckoit mpakTike o6bId-
HO IpUMeHATCA npenapaTtsl VIOH.
VI®OH nupyuupyer cunres pepMenTa,
OCTaHAB/IMBAIOLIETO TPAHCKPUIILINIO
U TPAHCIALNIO, & CIefOBaTe/NIbHO,
pennukanuio Bupyca. VIOH okasbl-
BaeT YHUBepCa/NbHOE NPsAMOE IIPO-
TUBOBMPYCHOE JIeJICTBIE, YCUINBAET
(arounTo3, NOBBIMIACT KIMJUICPHBIN
noreHuman 3¢p¢GeKTOpHbIX KIETOK,

IIpogpeccop
O.JI. Yyzynoea
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NVLIMHCKIA GOpYM

XIIT Konrpecc getcknx nHpekumonncros Poccun

[eHOepoH® J1aliT 0Ka3blBaeT HanpaBneHHoe
3TUOTPONHOE AIACTBYE 1A BbIPaKEHHDIA
NPOTUBOBOCNANNATENbHbIA IPHEKT,

YTO NO3BONACT B PALE CJ1yuaes

NOBBICUTb 3GEKTUBHOCTD Tepanui

U YMEHBLLUTD CTeneHb N1ekapCTBeHHOI
Harpy3Kv Ha nauweHTo. [penapar
XOPOLLIO NEePEHOCUTCA U MOXeET ObiTb
UCNOb30BaH Y [IeTeli Pa3HbIX BO3PACTHbIX
rpynn, B TOM YMCTIe Y HOBOPOXKIEHHbIX

Il HeJOHOLLIEHHBIX, @ TaKXKe Y NaLlueHToB

C OTATOLLIEHHbIM aHAMHE30M 1 OepemeHHbIX
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CTUMYNIUpPYeT IPORYKINIO CEKPETOp-
Horo IgA. Kpome Toro, oH crioco6c¢t-
ByeT HOPMa/IMU3alUJ IUTOKNHOBOTO
6ajaHca, IPEIsITCTBYeT 3apaXkKeHIIO
37I0POBBIX K/IE€TOK.

ITpenapar Iendepon® Jlaiit, copep-
KAl KOMOVHAIMIO peKOMOVHAHT-
Horo 4enmoBedeckoro VI®H-anbda-2b
Y aMIHOKIIC/IOTBI TayPUHA, IPUMEH-
€TCA Y JeTel C NEPBbIX JHE KUSHI,
a Taxoke y 6epemeHHbIX. OH He cofep-
JKUT MacjIo Kakao 1 BuramuH C.

Ha 6ase HeCKO/IbKIX OTeYeCTBEHHBIX
MCCIIEIOBATENBbCKIUX L[EHTPOB OBIIO
IIPOBEIEHO MHOTOLIEHTPOBOE OTKPBI-
TO€ PaH/IOMM3MPOBAHHOE CPaBHU-
TeNbHOE MCCIefRoBanme 3¢ deKTus-
HOCTHU U 0e30I1aCHOCTY TIPerapaToB
Tendepon® Jlaiitr 1 Budepon® mia
neuenud rpunmna u OPBI y HoBO-
POXKTI€HHBIX ¥ TPYIHBIX JieTeil. B mc-
cnefoBanuy ydacrtsosamu 102 pe-
OeHKa B BO3pacTe [0 IEeCTH MeCsILEB.
CormocraBuMble 110 BO3PacTy 1 K/IN-
HUYECKOMY [MAarHo3y feTu ObIau
pasjie/ieHbl IOPOBHY Ha JiBe IPYII-
nbl. [TanyeHThI IepBOI IPYIIIBI IO-
nydanu npemnapar lengepon® Jlait
(3AO «BMOKA]I», Poccus) B mose
125 000 ME fiBa pasa B CyTKM B Tede-
HUE IIATH JHEN, MaeHTbl BTOPOI —
Budepon® B fose 150 000 ME B Tom
Ke pexume. CocTosIHME UCCTIenye-
MBIX JIeTell OLleHMBAIN Ha HIeCTOM-
cefIbMOJI [IeHb TepaIni.

I[Tpy muHAMIYECKOM HAOMIOfIeHNN 3a
YaCTOTOJ KYIMPOBAHNA TNXOPaJKI
BBIAB/IEHO, YTO ITOC/IE IEPBOTO JIHA Te-
panmu mMxopajKa umerna TeHeHII0
K 0oyee OBICTPOMY KYIMPOBAHMUIO
y HAlJMeHTOB, IMoay4YaBINX [eHde-
por® JlanT. InuTeTbHOCTD Iepuoaa
0 KyNMpPOBaHMsA/yTydlIeHNs Kall/isa
B II€PBOJI TPYIIIe COCTABWIA B CPeli-
HeM 4,31 + 0,93 g4, Bo BrOpOII — 4,43
+ 1,02 gua. K natomy gHIO Tepanuu
YIIC/IO AeTeN C COXPAHMBIIMMCS Kalll-
JIeM B IIepBOJi IpyIiIie ObUIO MeHBbIIIe,
yeM Bo BTopoit. Kak moxasamu pe-
3y/IbTAThl CTATMCTUYECKOTO aHaIu-
3a, 4aCTOTa KYNMPOBAHUA KalIA,
a TaxoKe IPYTUX CYMITOMOB I'PUIIIIA
n OPBV (MHTOKCHMKALVS, TUIIEPEMIIST
CMM3UCTBIX 000/I0YeK POTOTITIOTKY,
XPUIIBI B JIETKMX, 3aTPYJHEHHOE HO-
COBOE JbIXaHIIe) B TPYIIIaX He NMe/IN
CTATVMCTUYIECKN 3HAYMMBIX OT/INIMIA.
[Tocre nedeHns snuMmUHaALMA BO30y-
nureneit OPBY Habmonanace B mep-
BOI1 rpyme vaie (60%), 1eM BO BTO-
poit (30%).

3aknyeHue

eapepon® Jlaitt (3AO
I‘«BI/IOKA)I», Poccust) - xom-

OMHMPOBAHHBIN IIpenapar,
B COCTaB KOTOPOTO BXOMAT PEKOM-
OuHaHTHBI demoBedeckuit VIOH-
anbga-2b u raypun. VIOH-anpda-2b
BbIpabaTbIBaeTCs ITAMMOM OaKTepyy
Escherichia coli, B koTopyio MeToza-
MM T€HHOI MH>KeHepU! BBeEJieH T'eH
VI®H-anpda-2b genoseka. VIOH oxa-
3bIBAET IPOTUBOBUPYCHOE, IMMYHO-
MOZY/IVPYIOLIee, AHTUIIPOTI(epaTyB-
HOe 1 aHTUbaKTepyaabHOe JeTICTBIE.
Taypus crioco6CcTByeT HOpMaM3aIUN
MeTaboIMIeCKIX MPOLIeCCOB 11 pere-
Hepanuy TKaHelt, obmajaeT MeMOpa-
HOCTAOV/IMBUPYIOLVIM VI MIMMYHOMO-
LYyIMPYIOLIVM JIe/ICTBMEM, a TaKXe
CIOCOOCTBYET COXPAHEHNUIO OJIOMIOTH-
yeckoit aktuBHOCTY VIOH, yennmmBas
TepareBTIIecKmii 3¢ deKT nperapara.
ITpenapar Iendepon® JlaiiT BbITycKa-
eTCs B Pa3HBIX JIeKapCTBEHHBIX (op-
Max — CYIIIO3UTOPUY BarvHa/IbHbIE
WM peKTa/IbHbIE, CIIpell Ha3a/IbHbII.
CynmnosuTtopun MCHOIB3YIOT B Ka-
yecTBe KOMIIOHEHTA KOMIUIEKCHOJI Te-

Takum obpasom, nedenue OPBU
npenaparamu [endepon® Jlasit u Bu-
(hepoH® 6bIIO OXMHAKOBO 3G eKTUB-
HBIM, HO B IIepBOJI TPYIIIIe TIOCTIe Te-
pamnuu npenaparoM [endepon® Jlaitt
OTMedasnach TeHJeHIMA K KYIupo-
BaHUIO IMXOPaAKY B OojIee paHHME
CPOKN.

PesynbraThl MccnegoBaHUsA MOK-
TBepAUIN 6e30MacHOCTb U XOPO-
IIyI0 IIePeHOCHMMOCTD IIpernaparoB
Tengepon® Jlaiit u Budepon® y Ho-
BOPOXJEHHBIX ¥ TPYHHBIX HeTel
¢ OPBM. Vicionb3oBaHme MeHbLIEN
nossl VIOH-anbda B nmpemapare leH-
¢epon® JIailT IO CpaBHEHUIO C APY-
TYMM TIpelapaTaMy 3TOM TPYIIIbI
MI03BOJIAET JOCTUYDb ONMHAKOBOIO
TepalneBTUYecKOro 3ddexra mpu
CHIDKEHMM KOJMYeCTBa BBOJVIMOIO
VI®H, 4T0 yMeHbIIAET 1eKapCTBEH-
HYI0 Harpy3Ky Ha opraHusMm. [ende-
poH® JIajiT MO>KHO IIPUMEHATD y be-
PEMEHHBIX 11 HOBOPO>KI€HHBIX, B TOM
4yIcTie Y He[IOHOIIEHHBIX IeTell ¢ 9KC-
TpPeMa/IbHO HM3KOJ Maccoll Tera.

panun s nedenus OPBV n gpyrux
MHQEKIMOHHBIX 3a0071eBaHmil 6ax-
TEPUAIbHON U BUPYCHOM 3TUOIOIUM
y HeTeit, a TakxKe MHPEKIMOHHO-BOC-
Ia/TUTe/IbHBIX 3a00/IeBAHIT yPOT€HN-
TAJIbHOTO TPAKTA Y IeTeil I >KeHIIVIH,
B TOM 4ncrie 6epemeHHbIX. [Ipemapar
XOPOIIO NEePeHOCUTCA MaIieHTaMu
U MOXKeT OBITD JCIIONIb30BAH Y JieTell
PasHBIX BO3PACTHBIX IPYII, B TOM
4yICjIe Y HOBOPOXKJECHHBIX ¥ HeJo-
HOLIEHHBIX, a TaKXXe Yy Mal[IeHTOB
C OTATOIICHHBIM aHAMHe30M 1 Gepe-
MeHHBbIX (¢ 13-i1 Hemenu recTanun).
Tendepon® JlailT OKaspIBaeT HAIIPAB-
JIEHHOE 3TMOTPOITHOE [EeVICTBYIE U BbI-
PaXEHHBIJI IPOTHBOBOCHATNTE/Ib-
Hb11 9 dexT, YTO MO3BONACT B psfie
CIy4aeB HOBBICUTD 3¢ (eKTUBHOCTD
Tepanuy U yMEHBIINTb CTEIleHb JIe-
KapCTBEHHOII Harpy3KU Ha ITal[ieH-
TOB J CTOMMOCTD yiedeHusA. Komou-
HUpPOBaHHbI npenapar [endepon®
JlaitT mokasan cBOW 3 QeKTBHOCTD
1 6e30IIaCHOCTD B KOMIIIEKCHOII Te-
pamnuy O6IIVPHO IPYIIIIbI MH(eKIIN-
OHHBIX 3a00/IEBaHMIL.

JddekTBHad hapmarotepanua. 3/2015
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OBIIECTBO JETCKMX 'ACTPOSHTEPOJIOI'OB POCCUN

XXITI KOHI'PECC
HJETCKIX TACTPOSHTEPOJIOIOB POCCHMN V1 CTPAH CHT
(«AKTyanbHBIE BOIIPOCHI aOTOMMHAIBHON TATOJIOTUN Y IeTeN»)

MockBa, 17-19 mapra 2015 ropga
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B mapre 2015 roga B Mockse cocroutcs odepenHoit XXII Konrpecc, mocBsAleHHBI aKTyalbHBIM IPO61eMaM racTpO3HTEPOTIOTUN

Iny6okoyBaxaembie konnern!

fileTckoro BospacTta. OprKoMMUTET MPUITANIAET BCEX XKEMAKIIMX IPUHATD ydacTue B ero pabore. Ha koHrpecce 6yayT o6cy)paTbes
Hay4HbIe U IPaKTMYecKye BOIPOCHI, CBA3AHHbIE C M3YYeHUEM ITHUOJOTMM M IIaTOTeHes3a, Pa3paboTKON METONOB AMArHOCTUKI,
KOHCEPBATUBHOTO J OIEPATVBHOTO JeYeHNA 3a00/IeBaHUII NNUIEBOMA, XKEMyKa, KUIIETHNKA, TOPKETyJOTHOI >Kee3bl ¥ MeYeHN

y feTeil. YuacTre B KOHTpecce U MyOIMKarist Te31CoB OecIiaTHble!

CneyuanbHble TeMbl

= VIHpuBYyanM3MpOBaHHBII HOAXOJ K JIeYeHNI0 60/Ie3Hell OPraHoB MIIIeBAPeHN Y AeTell
= Peabumranys B I€TCKOI FaCTPO3HTEPOIOTII

= TpynHbBIiT AMarHO3 B IETCKOI TaCTPO3HTEPOIOI U

Tesucer 1 CTATBU pna ny6nukanuu B cOOpHUKe 1 >XypHaie «Bompocsl mperckoil ayueronorun» npuHumarrcsa no BCEM temam
abmoMuHanpHOI maronoruu u HyTtpunuonoruu go 10 SHBAPA 2015 r. TOJIBKO B anextponHOM Bupe B ¢popmare Word for
Windows mnu rtf gepes 1,5 uHTepBaza 06beMOM O 2 CTPAHUI] MALIMHOMMUCHOTO TeKCTa KaXXAbll (pasmep mpudra - 12 TyHKTOB)
1o e-mail: congresspg@gmail.com o6s3atenbHO (!) BIOXXeHHBIM okyMeHTOM (attachment).

®opMmar 3aronoBKa:

Hassanme
N.O.Qamunus
Yupexpenue, Topop

HacTodLLee HOOPMALMOHHOE CO00LLIEHNE ABNAETCA 0QULIAANBHBIM MPUTALLEHNEM.
TeKyLLyto HGOPMALIMI 0 KOHrPecce Bbl MOXeTe HaiTIA Ha CaiiTax www.gastroportal.ru, www.odgru.ru

ITpeyraraem BaM Tak>Ke IIPUCHUIATD CTATBY AIs Ty OIMKALMN B XypHasIe « BOIpocs! ieTcKoit fueronorum» (KypHan BXOAuT B cimcok BAK)

TI0 BCeM BOIPOCaM JETCKOI IMETONOTUM U TaCTPOSHTeposornu. Bamm crarby 6yayT oIry6/IMKOBaHbI B OIVDKANIINX HOMEPaX SKypHarIa.

Bce BOIIPOCHI 11O IMTOBOAAY YYaCTVA MOKHO COITAaCOBATH

1o Tenedony (495) 9369474 u e-mail: congresspg@gmail.com (npog. bBenbmep Cepreit Bukroposmuy)
v 1o e-mail: gastropedclin@gmail.com u renedony (495) 4874681 (nmpod. Xaskun Anatonwuit Vinpuy).
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Mbl npomoraem naymeHTam
B CJZIOXKHOW CUTyaLmnu
N3MEHUTb M3Hb K NyyLuemy

¥

KomnaHusa Wanep, ogHa n3 MMpoBbIX Tnaepos cpeau
cneumann3npoBaHHbIX 6rodapmMaLieBTUYECKMX KOMNAHWIA,
chokycnpoBaHa Ha eANHCTBEHHOW Liein: MOMOYb NaLeHTam
B CZIOXKHOM CUTYaLUMn U3MEHUTb »KMU3Hb K flyyliemy

REPLAGAL’

agalsidase alfa

elaprase

(idursulfase)

@00
VPRIV
velaglucerase alfa
for infusion

~ firazyr

icatibant

PENNATAN® (arancupasa anbda):
D,OKaBaHHaﬂ 3¢¢EKTI/IBHOCTb, nepeHoCMMOCTb " yAO6CTBO npun nevyeHnn
60one3Hn Pabpn GepMeHTOM, BbiJENEHHbIM 13 JIMHMMW KNETOK YesioBeKa.

SJIAMPA3A: (npypcynbdasa):
MepBblil 1 eAMHCTBEHHBIN NpenapaT Ana pepmMeHTO3aMeCcTUTENIbHON
Tepanuu npu cnHgpome XaHtepa (Mykononucaxapugose Il Tuna).

BIMPWUB (Benarntouepasa anboa):
Mpenapat YyesoBeYECKOro NPOUCXOXKAEHNA AnA pepMeHTO3aMeCTUTENbHON Tepanun
npu 6onesnn lowe | Tna y geten 1 B3POCsbIX.

OUPA3UNP (nkaTnbaHT):

CrMNTOMATUYECKOE NleYeHne OCTPbIX MPUCTYNOB HACNEACTBEHHOIO
AQHTVIOHEBPOTUYECKOrO OTeKa (06YCNIOBNIEHHOTO AedpUUUTOM UHIMOUTOPA
C1-3cTepasbl) y B3pOC/bIX.

NHpopmauua npeaHasHaueHa ana paboTHUKOB 34PaBOOXPAHEHNS.
Moapo6Haa nHopMaLma 0 NPUMEHEHNN COQEPXKUTCA B MHCTPYKLMAX.

000 «ILaiiep Pyc», 121099, Mocksa, CmoneHckas ni., 3.
Ten. +7 49598134 91, pakc +7 495 937 82 00. www.shire.com

o
=
©
=
X
[7]
a




Hosbit Be6-caut «MHaekc BepoaTHocTn HIM-C»
ANA YAyUYLWEeHUA ANAarHoCTUKu 6onesHu
HumaHHa-Muka tun C

T

NHpexc BeposiTHOCTM HumaHHa-Muka Tun C

BonesHb HumaHHa-Muka Tmn C (HMN-C) — HacneacTBeHHan 601e3Hb HAKONNEHUA AMNUA0B.
3aboneBaHme xapaKTepmsyeTca pas/IM4yHbIM BO3PAaCTOM MaHUbeCTaUMmn U LWMPOKUM
CMEKTPOM KNMHUYECKMX NPOABAEHUI, BKAOYAA BEPTUKA/IbHbIN Napasiny B30pa, aTakCuio,
renaTocnaeHoOMeranamio, NCMxXmaTpruyecKkmne NpoABAEHUA.

HoBbIn MHCTpymeHT «MHAaeKc BeposaTHOCTM HIM-C» pa3paboTaH € Lenbio NOMOYb Bpadam,
Mano 3HakombIm ¢ npobnemoint HIM-C, BbIABNAATb NALUMEHTOB, HYXKAAOLWMXCA B ANATHOCTUKE
AaHHOro 3aboneBaHus.

|_|pl/1 noanepxKe KoMmnaHnu AKTeNInoH

Appec npefcTaBUTeNbCTBA KOMMNaHUN —
- 4
AktenuoH ®apmacbktotukana J1ta. (Lsenuapus) B Poccum: ’,

/,
00O AktenunoH ®apmacktoTukans PYC '.:

127055, Mockea, yn. Hosocno6opackas, 23, ocuc 750 Ny N HCTG LI ON
RY4]1-2\,29)4,94, Peknama Ten: +7 495 258 35 94, dhakc +7 495 258 35 95




