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XVII Konrpecc neguarpos Poccun ¢ MexxgyHapogHbIM

ydacTueM «AKTya/rbHBIE IIPOOIEMBI TIeMaTPUI»

bomnesnp llomiie
B IIpAKTMKE Bpada-menuarpa

Koney, XX - nauano XXI 6. 6 MeOuyuHe 03HaMeHOBANUCH NOA67IEHUEM CPeOCmE 01 I PeKmusHoti

mepanuu 3a6onesanuti, paree cuumasuuxcs pamanvoimu. OOHOT U3 MAKUX HO307102Uti cmana 607e3Hy
Ilomne — peOKAs NAMONOUS U3 2PYNNbL TU3OCOMATIbHBLX O0/e3Hell Hakonenus. Ilosenenue npenapama
Maiiosatim® (anemoxosudasa anvpa) 0ns namozeHemuueckoti mepanuu 6one3nu ITomne nossonuno

docmutb NPUHYUNUATIDHO HOBBIX Pe3YNbIMAmos 6 leueHuu 3mozo 3abonesanus. Bmecme ¢ mem npobnema
CB0eBPeMeHHO20 Bbl6/IeHUS 00TIe3HU Y Oemeli U NOOPOCIKOB He YMPAamusa akmyanrsHoCmu, 4mo u 0ano
opeanusamopam XVII Konepecca neduampos Poccuu c mex0yHapoOHbim yuacmuem «AKmyanvHbvle npo6embl
neouampuu» 0OCHO8AHUS 0715 BKTIIOUEHUS 6 Npoepammy meponpusmus cumnoduyma «bonesrv ITomne

8 npakmuxke 8paua-neduampa» (Mockea, 14 pespans 2014 2.).

K.m.h.
H.]I. Bawaxmao3se
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Hayajie CBOETO BBICTYIIEHMS
BK.M.H. Haro [Ixymb6epoBHa

BAITAKMAJI3E (Hayunbrit
LeHTp 37opoBbs feteit PAMH) or-
MeTuIa, 4To 6one3up Ilomme (rnu-
koreHo3 II tuma) mpepcraBiser
penkKoe ayTOCOMHO-pellecCHBHOE
¢daranpHOe 3a60M€BaHMe, BBI3BAH-
HOE€ HeJOCTAaTOYHOCTBHIO KUCIOMN
anbda-riokosnfasel. Jepunnur
HaHHOTO ¢epMeHTa HPUBOLUT
K HAaKOIIEHNI0 HeMeTabonmnsupo-
BaHHOI'O I/IMKOreHa B JIM30COMax
CKeJIeTHBIX MBIIII, CepAla U Iede-
Hu. PasBusasch, 6onesup ITomme

bonesub lMMomne: or MuonaTum fo AuarHosa

MPUBOANUT K BO3HUMKHOBEHUIO IIO-
JAVOPTaHHON HEZOCTATOYHOCTI,
npudYeM KJIVHUYECKUe HMPOsABIIe-
HUsA 3a00eBaHMA MOCTATOYHO
pasHOOOpasHBL

bonesup [lomne msBecTHa MeHee
100 neT: HeoHaTanbHas Gopma 3a-
6oneBaHus OblIa BllepBbIe OIVICAaHA
TOJUTAHJCKUM T1aTOIOTOAHATOMOM
Ix. K. ITomne B 1932 r. Cymecr-
BoBaHNe 6osee mo3pgHeNl (HOPMBI
3aboneBaHMs, pas3BUBAKIENCs
B CTaplieM Bo3pacTe, OBITIO Omyca-
HO B 1969 1. PacnpocTpaHeHHOCTD
6one3nn IomIre B IOMy/IALUAX pas-
nu4Ha: B EBporie B miesioM perncTpu-
pyeTcs onyH ciydali 3a60/1eBaHM
Ha 40 TbIC. Y€/IOBEK, B TO BpeMs KaK
B ABCTpuu 3TOil 60/IE3HBIO CTpa-
JTaeT OfVH 4YenoBeK n3 8684. B Boc-
TouHbIX cTpaHax (Kuraii, TaitBaub)
3aboneBaeMoCTb Oose3Hbio [Tomie
HaXO/IUTCA Ha YPOBHE OJMH Cly4ail
Ha 30 ThIC. Ye/IOBeK.

CornacHO COBPEMEHHOIl KJIacCu-
¢uxanuy BpIENAOT iBe (GOpPMBEI
6onesnnu Ilomne — MHPaHTUNIBHYIO

(panHBO U MO3[HIOWL) U popmy
6071e3HY C TTO3HUM HadyamoM. ITO
O3HayaeT, YTO CMMITOMBI 3abore-
BaHUs MOTYT HOSABUTHCA B TI060M
Bospacte. OHU TIPOTPECCUPYIOT
MeJIJIEHHO, crenuduyeckoil Kiu-
HUYeCKOJl KapTVHBI y pAHHUX CTa-
nuit 6onesnn [lomne Hert. IToaTomy
OT MOMEHTA ITOABIEHMUS HMEPBBIX
HIpPNU3HAKOB 60/Ie3HNU 0 MOCTAHOB-
KU Auar€osa OOBIYHO IPOXOAUT
OKOJIO BOCBMU JNIeT. B mureparype
OINMCAHBI CIIyYal, KOTIa OT IOAB-
JIEHVSI TIEPBBIX CUMIITOMOB JIO IIOJI-
TBEPXX/J[€HMSI NMArHO3a IPOIIIO
okomno 30 mer. Takme cepbesHbIe
3aJlep>KKI B JMAaTrHOCTUKe 00YCIOB-
JIEHBI T€M, YTO IepBble HeCKONbKO
7eT 6OIe3HN MaIljMeHTHI NpefbIB-
AT HecrmenndumIeckme Xamo6st
Ha yTOM/I€MOCTD, TOJIOBHYIO 60/Ib
U MBIlIeYHYI0 c1abocTh. Bupoyew,
oIpefielIeHHbIe 0COOEHHOCTH, Xa-
pakTtepuble s 6onesHu I[lomme,
MOXXHO OOHApY>XUTb HaXke HA ITOM
stare. Tak, ronoBHble 6071 y IaLy-
€HTOB Ha0TI0AI0TCA [0 yTPaM, a He

JddekTnBHaA papmakotepanus. 21/2014



B KOHIle IH:A, KaK OOBIYHO ObIBaeT

IpY ITepeyTOM/ICHUIL.
K xapakTepHbIM NposABIeHNAM 00-
ne3uu [Tomne MOXHO OTHeCTH IO-
SICHO-KOHEUYHOCTHYIO MBILIEYHYIO
cmaboCTb, MOBBIIIEHNE YPOBHS ChI-
BOPOTOYHOI KpeaTnHpochokuHa-
3bl. BO3MOXXHO pasBuTHE NITO3a BEK,
HaJI/4yie KPbUIOBMUIHBIX JIOTIATOK.
PaHHAA [gmMarHocTUKa 60Ne3HU
ITomIe y mMofpOCTKOB BO3MOXKHA,
ec/y Bpad CBOEBPEMEHHO 06parut
BHUMaHIe Ha COYeTaHMe IIporpec-
CUpYIOLIEeN MUOIIATUN C MbIIIEYHON
cmaboCThI0, OTCTABAaHUEM JIOIIATOK
u ckomo3oM. Kpome Toro, fns nog-
POCTKOB, cTpajanijux 00/Ie3HbI0
ITomme, XapaKTepHBI YacTble pec-
HNUpPaTOPHbIe MHPEKINY, OJBIIIKA,
6onee BbIpa)KEHHAs! B IOJIOKEHUU
JIeXa, U [JHeBHAsI COH/IMBOCTb.

Jlist 6oe3HN MOXKeT OGBITh XapaKTe-
peH fe60T B hopMe [ipIXaTeNbHBIX
HapyLIeHNI.

Kax mpaBuiio, maryeHToOB C JKauo-
6aMM Ha MbILIEYHYIO CT1abOCTb Ha-
MPAB/ISIIOT Ha 97IEKTPOMUOTpaduio.

Ina muarHocTuku 6onesuu Ilomite
oHa ManouHpopMmaTuBHa. VHTepec
NPeACTABIAIT IIOKa3aTenn CIIN-
poMeTpuuU: B IONOXKEHUM JIeXa
OHI XY)K€, 4YeM B IIOJIOKEHUM CHUJA.
CaMbIM HaJIeXKHBIM U Ma/TIOMHBA3WB-
HBIM METOJJOM INaTHOCTVKY SABJIAET-
cs ompepenenue GepMeHTaTUBHOM
aKTUBHOCTY KUCIION abda-III0KO-
31JJa3bl B CyXoli Karyie KpoBl. OKOH-
YyaTe/IbHO TOATBEPAMUTH JMATHO3
60ne3ny IToMIite MOXXHO MOJIEKY/IAP-
HO-T€HEeTIYEeCKIM MEeTOJ[OM.
CBoeBpeMeHHOE Ha3HA4YeHMe Tepa-
vy npu 6onesnu Ilomie upesBbi-
YalfHO Ba)KHO, IIOCKO/IbKY IO Mepe
IIporpeccupoBaHus 3a00IeBaHMA
KJIETOYHBIE CTPYKTYPbI HOCTEIIEHHO
PaspyLIaoTCA.

[Tpu mogospenun Ha 60me3up [Tomme
Heo6xoauMo mpoBecTn guddepeH-
L[Ma/IbHYIO INAaTHOCTHUKY C BPOXK/IeH-
HBIMU MUOIATUAMH, O0e3Hblo Ja-
HOHa, TO/IMMMO3UTOM, CIIMHA/TbHOM
amMuotpodueit, MUO3UTOM C BKIIIO-
YeHUSIMNM U MeTabommdecKuMu
MUOTIATVSMIA

Mepsbiii B Poccun onbiT npumeHeHns GpepmeHTO3aMeCTUTENbHOI
Tepanum npu uHdaHTUNbHON Ppopme 6onesnu llomne

0 C/I0BaM 3aBefyolIelt Kap-

IVIOIOTUYECKUM OTJeIeHN-

em HII3]1 PAMH, ng.m.H.,
npodeccopa Enenst HuxomaeBHbI
BACAPITMHOW, paunsas undan-
TunpHasa ¢opma 6onesnu Ilomie
IpeacTaBiseT TsKenoe, 4acTo da-
TanbHOe 3aboneBaume. JJo HeaBHe-
rO BPEMEHM BCE HETU C HOJOOHBIM
AMArHO30M YMMpaau Ha IePBOM
ropy xusHu. Ho pmake ceropus,
KOT'7Ia B PaCIIOpsKEHN N Bpaveit nme-
eTCsI TpemnapaT AJisl TaTOreHeTIIec-
Koit Teparnuu 6omesun ITomme, Bpe-
MeHJ Ha [OCTAaHOBKY IIPaBU/IBHOTO
IMarHo3a ¥ Ha3HayeHMe aJeKBarT-
HOTO JIeYeHNsI TIO-TIPe>KHEMY OYeHb
Maso. VIMeHHO H03TOMY BCe Iefu-
aTpPBI JO/KHBI 3HaTh 0COOEHHOCTHU
KJIVHUYECKMX IIPOABIEHNI paHHeN
MHQaHTUIbHON PopMBI 60Ie3HU
ITomme.
Ons ganHoi Gopmsbl 3ab6omeBaHMs
XapaKTePHO [TOPa’KeHIe CepHedHO-
COCYJVICTON CUCTEMBI, COIIPOBOX-

Meauatpus. No 3

farouieecss KapAauoMeranuein muian
Kappuomuonatueii. Kpome rtoro,
y meTeil HabO/MIONAIOTCSA HEIPOMBI-
[IeYHble MPOSIBIeHNsT OO0Me3HNU
(MprieyHasi ¢1abocTh, CUHPOM
BANOro pebeHKa, 3allPOKUJBIBA-
HIle TOTOBBI), CTPafaeT AbIXaTelb-
Has cucreMma (HOSIBASIOTCS 4ac-
Thle PecnMpaTopHble MHEEKIuN,
pa3BUBAETCS ABIXATETbHASI HELO-
CTaTOYHOCTH). K XapaKTepHBIM
nposiBneHuAM 6onesHu ITomme ot-
HOCSAT TaK>Ke TPYZHOCTU NP KOP-
MJIEHUN, 3aJiePXKy B PasBUTHUIN,
remaToMeraanio M MaKpOIrIoCCHIo.
B orcyrcTBUe depMeHTO3aMeCTH-
tenpHOM Tepanun (O3T) cmepTh
mereit ¢ MHPAHTUABHON (HOPMOIL
6onesHu [lomme HacTymaer B BO3-
pacTe 10 OFHOTO rOfja OT CEePAEYHOI
WIN CepHeYHO-JIeTrOYHON HeJjoCcTa-
ToyHoCcTu. CpeflHUIT BO3pacT ma-
[[MeHTOB Ha MOMEHT CMEPTU IIpU
eCTeCTBEHHOM TedeHNM 3aboseBa-
HUS — [IEBATH MECSILIEB.

Ny

MeanumHCKIiA d)opg“\\

CaTeIUTHBIN CUMIIO3MYM KOMITAaHUM «[[>KeH3amm»

[lou nogo3peHnn Ha bonesub Momne
Heo0X0AUMO NPOBECTY AnddepeHLUanbHYH

ANarHOCTARY C BPOKAEHHBIMI

Muonatuami, bonesbio laHowa,
NOAUMMO3UTOM, CIUHANBHOW aMUOTPODHEI,

MWNO3UTOM C BKITOYEHNAMM

1 METab0AUYECKIMM MIAONATUAMMY

Jns CKpMHMHTA MOXKET HPUMEHATb-
Csl aITOPUTM, YYUTBIBAIOLWINIT 0CO-
OeHHOCTM 3a00/IeBaHNA Y HAljMeH-
TOB Pa3HOTO BO3PacCTa.

3aBepumiasd BBICTYIJIEHME, K.M.H.
H.JI. Bamakmazse NpojeMOHCTPU-
poBaa ayfUTOPUM BMU/I€03ANUCK
HECKONbKUX KIMHUYIECKUX CIIy-
vyaeB 6ome3Hn Ilomme y B3pocCibIX,
B TOM 4YHCIIe y OBIBIIETO CIIOPT-
CMeHa, yIIelIero U3 CIopTa B pe-
3y/IbTaTe Pa3sBUBLIEICA MBIILIEYHON
crmabocTi.

Jlo HeaBHeTO BpeMeHM eIMHCTBEH-
HOIT (QOpMOIT JIedeHNust, KOTOPYIO
BpadM MOI/IM NPENIOXUTh POSU-
TeNnAM peOeHKa ¢ MHPaHTUIBHON
¢dopmoit 6onesun Ilomme, Obina
Ha/IMaTUBHAA TePalmus, HeCKOIb-
KO y/IydIIaBIIas COCTOSHME, HO He
B/IMABIIAA Ha UCXOJ 3a00/IeBaHN L.

Cutyaunst KOpeHHbBIM 006pasoM 13-
MeHMJIACh TOCTIe MosABIeHus B Poc-
cuy npemnapara Maitosaim® (an-
[II0KO311/5a3a anbda) IPOU3BOACTBA
kommauum «J[>xkensarim». B Poccun
npemnapar ObII 3apeTrMCTPUPOBAH

IIpogpeccop
E.H. bacapzuna
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B 2013 r. JleiicTByIoliee BelecT-
BO Ipemapara, peKOMOMHaHTHAs
KUCTasi TJIF0KO31Ia3a, BOCIIOMHSIET
HedUIVT COOTBETCTBYIOIIETO 9HO-
TeHHOTO epMeHTa.

MHdysunu npenapara Maitosaim®
IIPOBOJATCS OfMH Pas3 B [IBe HEeN,
MaHUITY/IALNIO BBIIIOTHAET CIIEIN-
QJIBHBIN TIepCOHANT B COOTBETCTBUN
C IpaBUIaMIU BBeleHNA Ipemnapara
(Hampumep, B xofe nHPysun He-
CKOJIBKO pa3 MeHsIeTCsI €€ CKOPOCTD).
ITepBble fBe MHY3UM Ipemnapara
Maito3ariM® JOMKHBI TPOBOJUTHCA
B YCTIOBMAX peaHMMallMy Ha CIyJait
Ppa3BUTHA BO3MOXXHBIX HeXKe/laTe/lb-
HBIX peaKLUIL.

C 2011 r. o ¢eBpansb 2014 r. B Kap-
ouonorndyeckom otaenennu HUN
nepguatpun ®I'by «HI3» PAMH
HAXOAMINCH IATH feTelt ¢ nHpaH-
THIbHON popmoit 6omesuu ITomme.
YeTBepo M3 HUX M3HAYAIBHO IIO-
CTYNMIN B KapAUONIOTMYecKoe OT-
IeleHue, ele oguH OblI TOCIUTA-
AM3UPOBAH C HEBPOIOTUUECKUM
IUMaTHO30M.

Bpems nosBIeHN s MepBBIX IIPU3HA-
KOB 3a00/IeBaHVA Y 9TUX TaL{/I€HTOB
CYLeCTBEHHO OTINYANOCh: B OGHOM
c/ly4yae NMPMU3HAKM MATOIOTUM IO-
Ka3ajo y/IbTPa3BYKOBOE JMCCTIENO-
BaHUeE BO BpeMsi OepeMeHHOCTU
MaTepi, B APYroM peOeHOK pasBu-
Bajicsl 6ojiee MM MeHee HOPMaIbHO
IO nATU MecAlnes. Bo BcakoMm ciy-
Yae [0 9TOrO BO3pacTa HM y MaTe-
p¥, HU y IefuaTpa, HabIogaBIIero
pebeHKa, He BO3HMKAIO HUKAaKMUX
Hoflo3peHnit. Bnpodem, B pasroso-
pe ¢ MaTepbio BEIACHNUIIOCH, 9TO IIep-
BbIe CIMIITOMBI TIOABUIVICH TOPa3zio
paublile, HO 6B IPOUTHOPKPOBA-
HBI KaK MajIO3Havallie.
MnTepecHo, 4TO y JABYX geTeit
U3 IATY HPUCYTCTBOBAN OTATOIIEH-
HBIVI CeMEVHbIVI aHaMHe3: B OJTHOM
clydae y TeTU MaTepu fiBoe JieTeit
yMepnu B paHHEM BO3pacTe, BO BTO-
poM pebeHOK pOIUIICS BCIENCTBIE
6nmskoponcTBeHHOTO 6paka. Of-
HaKO Yy OCTaBIIMXCA TPOUX JeTel
¢ 6onesupio IloMmIte, mpoxXogMBLINX
neyenne B HUV neguarpun OGI'BY
«HII3[l» PAMH, oTsroujeHHOTO
CEeMENHOro aHaMHe3a BBIABIEHO
He 6bIIIO.

(BoeBpeMeHHaA AnarHoCTIka bonesH [omne ocobeHHo
BaXHa CErofHA, KOraa B pacnopsxeHuin Bpayeil nossuncs
npenapat Maiio3aiiM® 04 GepmeHT03aMeCTUTENbHOI
Tepaniv, NO3BONALLMIA B PAZE CNy4aeB 0CTAHOBITH
MpOrpeccpoBaHite 3a00neBaHKA 11 NpeoTBPaTIATL
NIeTanbHbIl UCXOZ B PaHHEM BO3pacTe

BceM pmeTsM o Havanma Tepanmu
ObLIIO TPOBELEHO OMOXMMIYECKOe
obcnenoBanme. Kpome toro, s
OTpemeNneHusl TSAXKECTU TedeHUs
M TMPOrHO3a JeTAM ObUIU BBIION-
HEeHbl aHa/JIM3bl Ha aKTUBHOCTH
KIICTION TTI0OKO3MAA3bl U XapaKTep
MYTaILii.

ITpodeccop E.H. bacapruna mop-
po6HO ommcana KIMHUYECKIIT CITy-
4ajl manueHTKy B. - meBouky, po-
AVBIIECS OT 6IM3KOPOACTBEHHOTO
6paka. ['mmeprpodus mmoxapza
y pebeHka Oblla BBISIBIEHA ellfe
BO BpeMsl 6epeMEHHOCTU MaTepu,
OLHAKO IpY POJax peOeHOK IOIy-
uy 7 6amoB u3 8 mo mkase Amnrap
7 GBI BBIIMCAH JOMOJIT Ha IATHIN
neHb. MaJjleHbKOIT alieHTKe OblIn
IIOCTaBJI€Hbl JMATHO3bI «IIOCTIMU-
HOKCHYeCKass KapAMOMMONATIsI»
1 TIO3XKe «TuIepTpoduaeckas Kap-
puomuonarusi». JleBouKy Habmwo-
Tau HEBPOJIOT U TEHETUK, OJJHAKO
ee COCTOSIHME IIOCTENEeHHO YXY[-
IIAJI0Ch, ¥ K YeTBEPTOMY MecCsALy
OHa y>Ke CTpafiajia OfbIIIKOI. Y Hee
BO3HUK «CEPHEYHBINl ropb», mpu
06CIeOBAaHUN PETUCTPUPOBATIUCD
IJIyX)e TOHBI CepAlla U remaToMe-
ranus (+2,5 cM oT kpasi pebepHOIL
myru). Matp cTaza 3aMedaTb, 4TO
pebEeHOK BSIIBII M 9aCTO IPEPhIBa-
€TCsI BO BpeMsI KOPMJIEHMSL.

ITpn rocumranusauum y pebeHka
HabII0Manach MIaKCUBOCTb, OBICT-
past yTOM/Is1eMOCTb U ObICTpast Io-
Tepst MHTepeca K urpymkam. Cary-
pauusa O, Ha yposHe 80-90%.
[Tocne 24 mudysuit mpemaparta
Maito3aiiMm® B coYyeTaHUU C Jie-
4e6HOIT PUSKYIBTYPOIL, MaccakeM
I 30HJZOBBIM IMUTaHMEM [eBOYKA
cTaja yBepeHHO Jep)XaTh TOJIO-

By, TlepeBOpauMBaTbhCsA Ha XXUBOT,
aKTMBHO WMHTEpPeCcoOBaTbCA MI-
pyumkamu. IIpubaBka B Bece co-
craBuna 4,5 kr. Ilo pesynpraram
aHanM3a KpoBM mokasartenb NT-
proBNP B pesynbraTe ne4eHns cHI-
smicsa ¢ 1 971 200 mo 45 nr/mir.

YUpesBbplyallHO Ba>XHO UM TO, 4TO
Ha ¢oHe nposogumonr 3T y pe-
BOYKY 3HAUNUTE/IBHO YMEHBIINIACh
TONIIMHA MUOKapaa. OTHaKo TaKoe
yAydllleH)e BO3HMKAeT NMIIb Yepes
HEeCKOJIbKO MecCsAIeB II0C/Ie Hadasa
®3T, uTo HEOOXOAMMO YIUTHIBATH
IpY IVITAHVMPOBAHUM T€PATINIL.

Jlaxke c mosiBJIeHMeM IepBOTo IIpe-
mapara fiJig HaTOreHeTMYecKoil Te-
panuu 6onmesuu Ilomme nedeHne
3a00/I€EBaHIIST OCTAETCSI YPe3BBIYAIL-
HO CJIOKHBIM, HpeAIoJaraiolum
ydacTue psAga cnenuanuctos. [Tys-
MOHOJIOT, HeBPOJIOT, IICKXOJIOT, Kap-
IVONIOT, GU3NOTEpaIleBT I, pa3yMe-
eTCs, BPaY-KOOPAMHATOP JJO/IXKHBI
00BbeAVHUTD YCUNUA A NOCTU-
KeHus pesynbrara. IIpodeccop
E.H. bacaprunua nojg4yepkHyia, 4To
nedeHMe MHGAHTUIBHON (POPMBI
6omesun IloMme HaAIEXUT MmPoO-
BOAUTb B CHEIMaNM3MPOBAHHBIX
7e4eOHBIX YIPEXKAEHUAX, COTPYA-
HUKIJ KOTOPBIX 007afjaloT BCeMMU
HeoOXOIVIMBIMU HaBBIKAMY Y OIBI-
TOM JJIs1 Ha3HAYEeHMA aJeKBaTHOM
Tepanuu eTAM C JaHHBIM IMarHo-
3oMm. IIpu aTom yredyeHne Hajo Ha-
YMHATH OBICTPO, B IEPBbIE MECSIIbI
KU3HU. DTO IMO3BOJIUT JOCTUYD
3HAYUTEIBHOTO YIyYILIEHUS CO-
cTossHMA nanueHTa. K coxanennio,
IIOKa CBOEBpeMeHHasA IOCTAaHOBKA
nuarHosa «6onesun ITomme» ckopee
UCKJIIOYEHNe, YeM IpaBujao. XoTH
uHbaHTNIbHAA Popma 3abonmeBa-

JddexTBHAA dapmakoTepanua. 21/2014



HUSA MMeEET YEeTKO BBIPa>K€HHYIO
APKYI0 KJIMHUYECKYI0 KapTHUHY,
meauaTpsl He 06/1aaroT BCeil Heo6-
xopuMolt MH(popManeit 1 Halpas-
JIAIOT leTell C JaHHBIM AUarHO30M

160 K Kappuomnory, n1bo K HeBpo-
JIOTY, Tepsisi APATOLIEHHOE BPEMSL.

CBoeBpeMeHHas AMarHOCTIKa 607es-
H11 [Tomrie 0cO6EHHO BaXKHa CErofjHA,
KOIJIa B PacCIIOpsDKeHUI Bpadell Io-

NudanTunbHaa popma 6onesuu lMomne

Horue OONE3HM HAKOII-
neHusa (rpymnma Hacnep-
CTBEHHBIX 3a00JIeBaHUIL,

XapaKTepU3YIOLINXCSl HAPYIIEeHN-
eM MeTabonM3Ma ¥ MOCTEeNeHHBIM
HaKOIUIEHMEeM B OPraHaX M TKaHAX
HeMeTa0OoMM3MPOBAHHBIX COEMMN-
HEHUIT) B TOW WJ/IM MHOW CTEIEeHU
BO3JIEVICTBYIOT Ha CEpJLie U Cepped-
Ho-cocypuctyio cucrtemy (CCCQC).
Ha s1o obparuia BHUMaHME y4acT-
HUKOB CUMIIO3MyMa [I.M.H., IIPO-
dbeccop Mapuss KoncraHtnHoBHa
COBOJIEBA (HoBocubupckuii ro-
CYyHapCTBEHHBIN MEeVILINHCKWI YHU-
Bepcuret). OngHako 6ome3ns [Tomme
(napsny ¢ 6onesuso Pabpu) mopa-
xaetT CCC B HanOO/bIIIelT CTENEeHM.
OHa IpUBOANT K PAa3BUTHUIO KapAUO-
MMOTIATYM, HAPYIIEHUAM CepHedHO-
ro putMa, 60/Ie3HsAM KJIallaHOB, ap-
TepUaIbHON IMIEPTEH3UN U APYIUM
paccTpoiicTBaM.

Oco6eHHO 3aMeTHO BBIPAKEHO I10-
pakeHMe CepfievuHOl MBIIIIBI IpU
nHpaHTUIbHON dopme 60nMe3HU
ITommne, pasBuBawLeiicsa B MepBbIe
MeCsILbl )KM3HY pebeHKa.
leHeTHYeCKMe MyTal[Uy, IPUBOH-
mue K passuTnio 6omnesnu Ilomre,
y>Ke OIpefie/IeHbl, OfHaKO bosiee I1y-
60KOe M3ydeHe BOIIPOCa II0KA3aIo,
YTO KOPPEJISILIS MEXLY TeHOTUIIOM

3aboneBaHMs U ero GpeHOTUIMYeC-
KVMI IIPOABIEHUAMU BBIpaKeHa
cnabo.

B kauyectBe mpumepa npodeccop
M.K. Cob6orneBa mpuBena KIMHu4eC-
KUil Cly4all MaliMeHTKU, KOTOPOil
runepTpoduueckas KapaUOMIU-
omatusi ObUIa AMATHOCTHPOBAHA
BHYTPUYTPOOHO.

B nByxpHeBHOM BO3pacTe HeBOY-
Ke ObLIN C/le/laHbl PEHTIeHOTpaM-
Ma U 3XOKapinorpaMMa, II0Ka3aB-
mue Kappuomerannio. Bo Bpemsa
koHcynbTanuu B HUV nmatomorun
KpoBooOpamieHus uM. MemrankmnHa
B IIeCTMAHEBHOM BO3pacTe MaIu-
eHTKe IIOCTAaBMIM AMATHO3 «TUIep-
Tpoduyueckas KapAUOMMOIATUS
JIEBOTO >KeNyHoYKa 6e3 00CTpyKImuu
BBIXOJTHOTO OT/[e/Ia IEBOTO >KeTyou-
Ka. AHOMa/Iny XOpAaabHOrO aIlma-
para JIeBOro >Kenyfo4dKa. XpoHudec-
Kas cepfiedHast HeJOCTATOUHOCTD».
ITocre aToro pe6GeHOK ObLI BBIIVICAH
TOMOIJi C Ha3HAYEHMAMY MeVIKaMeH-
TO3HOII Tepallly U peKOMeHAaL e
IIOBTOPHO IIPOMTYU KOHCY/IbTALUIO
yepes MecsAll.

Ha MoMeHT rocnmranmusaunuu je-
BOYKA HAXO[UIACh B TAXKETIOM CO-
crosunu. Habmomamace rpybas
HeBpOJIOTMYeCKasd CYUMITOMAaTHKa
U cepiedyHas HeJOCTAaTOYHOCTD,

[034HAA NOCTaHOBKa A11arH03a B COYETaH!I C UHQAHTUIBHOIA
(opmoit 00NE3HM, CUUTAIOLLENCA (aTaNbHOIA, a TaKXKeE 3aepKKa
C Ha3HaueHem TepanuiA NPUBOAAT K PA3BUTMIO HEOOPATUMbIX
V3MEHEHNIA Ha KNETOUHOM YPOBHe. [103/Hee Hauaso JieyeHus
CHIKAET 3QOEKTUBHOCTb TepaniiA B LIeNOM. VIMeHHO No3Tomy
BCe BHIMaHIe Celiuac HeoOXOAMMO CKOHLIEHTPUPOBATb

Ha CBOEBPEMEHHOI JnarHoCTUKe bonetu Momne

Meauatpus. No 3

Ny

MeanumHCKIiA d)opg“\\

CaTeIUTHBIN CUMIIO3MYM KOMITAaHUM «[[>KeH3amm»

ABMIICA TpemnapaT Maitosanm® g
@3T, nosposnAwLIMNIL B psfie CIydaes
OCTaHOBMTb ITPOTPECCUPOBAHNE 3a-
60/eBaHNA U IIPEJOTBPATUTD JIeTa/Ib-
HBIII MCXOJ, B paHHEM BO3pacTe.

pesKast JBUraTe/IbHas 3aTOPMOXKEH-
HOCTb, BBIpa)XeHHas MbIlIeYHas
TUIIOTOHMS, aMUMus, G/IefHOCTD
KOXXHBIX IIOKPOBOB, L{MaHo3. [JeBod-
Ka He Jiep>Kaja rO/I0BY U IIPaKTHU-
YeCKJ He pearypoBaja Ha BHEIIHIE
pasmpaXKuTenn.

CobpaHHBIII aHAMHE3 U Pe3yib-
TaTbl KJIMHUKO-7TabOpPaTOPHBIX
VICCTIEJOBAHNI IMMO3BONNIN TIpef-
[OJIOKNUTh Y HAIVeHTKN Haanmdue
OJHOTO M3 ABYX JMArHO30B — CUH-
IpoMa BPO>KIEHHOIT KpacHyXu 1 60-
nesnu [lomrre.

B oxmpaHuy pesy/nbTaToB aHAIM30B
COCTOSIHME MAaIMEHTKM YXYAIIaNIoCh
(Hapacrana ceppeyHas HEZOCTATOY-
HOCTb, YBE/IMIMBA/IACh TUIIEPTPOdILs
CTEHOK JIEBOT'O U IIPABOTO JKeIYH04-
KOB, YMEHBIIA/IICh UX mosocTi). Ile-
PETOMHBII MOMEHT HAaCTYIINI, KOTAa
nuarHos 6onesnu Ilomme ObU1 MOK-
TBEP)K/IEH Pe3y/IbTaTaMi TeHeTHdIec-
KOTO VCCTIeOBAaHNUA U JIeBOYKe Ha3Ha-
gy 3T npemaparom Mariosaim®.
ITpemapat 6bUI IIPeFOCTABIEH KOMIIa-
Huell «J[>KeH3aiM» B paMKax Omaro-
TBOPUTETBHOI IPOTPAMMBI.
IlosgHsAs mocTaHOBKa JMarHosa
B coyeTaHMu ¢ MHGaHTUIBbHON (op-
Mot 6one3HM, cumTaroueics ¢a-
Ta/NbHOIL, IPUBeTa K YMEHbIICHNIO
pe3yIbTaTUBHOCTU JedeHUA. Tem
He MeHee BpadaM Y/aJIoCh IIPOJJINTh
>KU3Hb OOJIBHOIL.

IIpogeccop
M.K. Cobonesa
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XVII Konrpecc neguarpos Poccun ¢ MexxgyHapogHbIM

ydacTueM «AKTya/rbHBIE IIPOOIEMBI TIeMaTPUI»

oxmap A.M.H. Hukomaa Auppe-

esuya MASIHCKOT'O (HII3]],

PAMH) Obl1 MOCBAILEH JIN-
30COMHBIM 00JIE3HSAM HAKOIUICHMS
(JIBH), X KOTOpPBIM, B YaCTHOCTH,
otHOcuTcA 60nesub [Tommne. Ha nosro
aTux 6onesHeit mpuxopntTcs 1o 50%
BCeX HaC/efCTBEHHBIX Oose3Heil
obMmeHa BemectB. Otpenbabie JIBH
BCTPEYAIOTCA HOCTATOYHO PEfKO.
OpnHako B COBOKYITHOCTY 9Ta TPyIIIIa
60resHell JOCTaTOYHO PacIpoCTpa-
HeHa: 3a060/1eBaeMOCTb COCTaB/IsAeT
1:5000-7000. Kak mpasuno, JIGH Ha-
CIIERYIOTCA TI0 Ay TOCOMHO-PEL,eCCHUB-
HOMY THUITY.
ITockonbKy HmpOrpaMMbl CKPMHUH-
ra JaHHOII Tpynmbl 3abomeBaHUl
He pa3paboTaHbl WU He BHELPEHDI
B K/IMHMYECKYIO IPAKTUKY, MOXHO
NIpeAIIONIOKNUTD, UTO peajibHas 4ac-
ToTa HeKoTopbixX JIBH B monynmauun
B 2-4 pasa Bblllle IIpejIoOJarae-
Moit. YTOOBI OIIpefe/IUTh peanbHyIo
pacnpoCcTpaHeHHOCTh MYyTaluii,
BhisbiBaromux JIBH, meobxogmma
reHeTHYecKas, a He KIMHMYeCKas
AMaTHOCTHUKA.

(B0eBpeMeHHaA AMArHOCTIAKA A30COMHbIX
fone3Heli Hakonnexus, 0CobeHHo

NP HanuuMu npenapata Mariosariv®

N4 GEPMEHTO3aMECTUTENBHOIA Tepanin,
CM0COOHA M3MEHNTb MPOTHO3 U YBENNUUTD
NPOAOMKUTENBHOCTD XI3HY NALIAEHTOB

¢ bonesHbio [omne
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CoBepLueHCTBOBaHME AUATHOCTUKU IU30COMHDBIX 60n1e3Heil

HakonneHus B Poccun

I[Tocne nosBnenus npenapara st 3T
TOYHasI OL[eHKa PaclpOCTPAHEHHOCTHI
JIBH, B ToM uucne 6onesnu [omrre,
B IIONMY/LSILMY YPe3BBIYAIHO Ba)XKHA.
Bonee Toro, y>xe paspaboraHbl Me-
TOJIBI VICCTIE[OBAHM, TIO3BOIAIONIE
B MacCOBOM IOpsigKe 00CIefoBaTh
HOBOPOYX[IEHHBIX C L[e/IbI0 BHISIBIIEHNS
y Hux 6onesun ITomme. JJoctaTouHO
[IEPCIIEKTYBHBIM B 3TOM IUIaHE sB/IA-
eTCsI TaK Ha3bIBAaeMbliT METOJ] HEOHa-
TA/IbHBIX CYXVX IIATeH KPOBIL

Mexny TeM IOBCEMECTHOE BHEJpe-
HII€ CKPUHIHTOBBIX IIPOTPAMM TaKKe
YpeBaTO HEraTMBHBIMM MOC/IEACTBH-
smu. Ha ogHoro nanuenra ¢ nHgaH-
TUIBbHON popmoit 6omesnu Ilomme,
KaK IIPaBUIO, IPUXOIUTCS JIBa de-
JIOBeKa C IPelpaclooXeHHOCTBIO
K 3TOMY 3aboneBanuto. Ilocnenuss
B CBOIO OYepefib MOXKET MPOSBUTHCS
B HOZPOCTKOBOM WJIM BO B3POCTIOM
BO3pacTe, a MOXKET He Pa3BUTHCA
coBceM. Ho IIOTIO>KUTeNbHBII pe3yb-
TaT CKPMHJHIOBOTO MCCIELOBaHIS
CrocobeH ChenaTh feTeil HEelmoaHO-
[[eHHBIMI B X COOCTBEHHBIX I71a3aX
U B I71a3aX OKPY KAIOIINX.
JIabopaTopHasi OMarHOCTHKA, IIPO-
BOAMMasI TPV HAIMYUI [IOO3PEHNUI
Ha 6ome3Hp Ilomrre, IPUHIMTINATBHO
oT/MyaeTcst oT ckpuHuHra. OHa mpes-
IojaraeT MOMCK M30bITKa cyOcTpara,
HEJOCTATOYHOCTY /30COMaIbHOTO
dbepmenTa u, HaKOHeL], BBIABICHIE
My TaLIMIL.

36b1TOK cybcTpara MOXKeT OBITH
olpefie/ieH 4yepe3 BLIABJICHME MU3-
ObITKa IIONMCaXapUAOB B Moue,
a [J/Is1 ONpefeneHMs] aKTUBHOCTU
dbepmenta ucnonbsyercsi ¢rio-
OPOTeHHBIIT CyOCTPAT WM TaHeMHAsT
Macc-CIIeKTPOMETpUA.

VIsmepeHne akTMBHOCTY anbda-Io-
KO3MZas3bl HE3aBMCUMO OT MeTOja
[IPOBeeHIsI aHA/IN3a HO-IIPEXKHEMY
CUUTAETCSH «30/I0TBHIM CTaHJAPTOM»
nyarHoctuku 6omesun Ilomre.
CrnepyromyuM (M OKOHYATETbHBIM)
9TAIIOM AMATHOCTUKY SIB/ISETCS Te-
HEeTUYEeCKOe TeCTUPOBAHUE, BBISAB-
JIfIollee HalW4Me VIM OTCYTCTBME
V3MEHeHMI Ha 17-11 XpoMocoMe B JI0-

Kyce, KOIPYIOlleM CHHTe3 hepMeHTa
anbda-TIIKo3niassl. Bes atoro uc-
CTIe[IOBAHNA IMATHO3 HE MOXKET CUM-
TaTbCsl OKOHYATEIbHBIM, IIOCKOIBKY
B psAfie C/Iy4aeB HaOJIIOfiaeTCs ICEeBIO-
meduinT pepMeHTa, He IPUBOMSILNIL
TeM He MeHee K PasBUTHUIO OOJIe3HI.
JI71s1 TeHeTM4eCKOTo MCCIeTOBAHMA
UCTIONb3yeTCSA METOJ, TIOTTHOTO CeKBe-
HYMPOBaHMA KOAMPYOIINX obmacTeil
rena GAA.

IIpn nmomospennu Ha JIBH Bpaun
TOJDKHBI JICIIO/Ib30BATh VMMEIOLIN-
ecsi CKpUHVHIOBBIe MeTOAblL. IIpu
IOI03peHNY Ha MYKOIIO/IMCcaxXapu-
103 MAIVeHT JIO/DKeH CHATb aHa/IN3
Moun. Bo Bcex OCTa/lbHBIX CTy4asx
B 1a00paTOpPNIO OTIPABIsETCS 06-
pasell BeHO3HOII KPOBY C KOHCEpBaH-
TOM 3TUIEHJMAMUHTETPaalleTaTOM
KaJIIMA-HATpUA WIN MATHA KPOBIU,
BBICOXIIE Ha BO3[yXe IIpM KOMHAT-
HOJI TeMITepaType B TeUeHue YeThIpex
yacoB. CBOeBpeMeHHas AVarHOCTHKA
JIBH npu Hanuuuu npenapara Maito-
sanM® g O3T crnocobHa M3SMEHNUTH
IIPOTHO3 U YBEIMYUTD IIPOMIOTIKU-
TEJIbHOCTD XXVM3HM ITALIIEHTOB ¢ 60-
nesnblo [Tomme.

3aKnioueHue

onesup Ilomme (ocobeHHO

nHdantmnbHasg popma) B OT-

CYTCTBIE IATOTEHETUIECKOTO
JIe9eHNsT CTAHOBUTCS TsDKENEeHIINM
3a00/IeBaHNEM C HeOIArOMPUsTHBIM
nporHozoM. Kpome Toro, mosmssist
MOCTAaHOBKA JMAarHo3a M 3ajiepx-
KM C HasHaYeHUEM Tepamnuu Ipu-
BOJAT K Pa3BUTUIO HeOOPATMMBIX
M3MEHEHNII Ha KI€TOYHOM YPOBHE,
a Io3[Hee Ha4aJIo JIeYEeHVIs] CHIDKAeT
9 PeKTUBHOCTD Tepanuy B IeTOM.
VIMeHHO 1T03TOMY BCe BHUMAaHIE Celi-
Jac He0OXOAVMMO CKOHIIEHTPUPOBATh
Ha CBOEBPEMEHHOIT AMArHOCTIKe 60-
nesuu ITomie 1 obecredeHnn Bcex
fieTell, CTPafAoNIX 9TUM PefKUM
3aboneBaHneM, mpemnapaTom Maiio-
3aiiM® — eAMHCTBEHHBIM CPeJCTBOM
JUIsI IATOT€HeTNYeCKOIT Tepamuy 60-
nesuu [Tomme. 3¢

JddekTnBHaA papmakotepanus. 21/2014



