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[ToueMy HeBpoJioramM BaXKHO 3HaTb 601e3Hb Pabpu?

e  JTO nNporpeccupytolee MybTUCUCTEMHOE 3a60/1EBaHUE, KOTOPOE
CYLLIECTBEHHO CHM}KAET KayecTBO M MPOAOJIKUTENIbHOCTb *KM3HU

e YacTto MMEHHO HEBPOJIOrU BMEpPBbIE€ MOTYT 3anoA03pHTb 601e3Hb Pabpu

e MNHCYNbT MOXeET 6bITb NepBbIM NpoABaeHUeEM 6o1e3HM Pabpu

e CneaHuK Bo3pacT NEPBOro MHCY/IbTa y NaUMeHTOB C 6oae3Hbi0 ®abpu - 39 net
Y MYXXUYMH U 46 NeT y KeHLWmnH

e 3apermctpupoBaHHas 4YacTtoTta 6one3Hmn ®abpu y MON0OAbIX NALUMEHTOB C
MHcynbToM - 0,5 - 1,2%*

o bonesHb ®abpu cneayeT noAo3peBaTh BO BCEX CAyYasAX MHCY/IbTa Y MOJIOAbIX
NaLMEHTOB

o /INnA AMArHOCTUKM 60n1e3HK Dabpu MOKET NPUMEHATLCA aHa/IM3 KPOBU



boJesns ®adpu

¥ Kmemueckue pekoMeHamum PO, 2019r.
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boJiesHp @adpu

~ bonesHb Bnepsbie onncaHa B 1898 r. aHrAMMCKMM JepMaTosioroM Brunbamom
AHZEpPCOHOM M HEMELKUM aepmaTosioroM MoxaHecom ®abpu He3aBUCUMO Apyr OT

Apyra.

- (PacnpocTpaH&HHOCTb AaHHOro 3aboneBaHMA coctaBaseTt oT 1 Ha 40 000 go 1 Ha 120
000 »M1BbIX HOBOPOXKJAEHHbIX. TaKMM 06pa3oM, IBASETCA OJHOM U3 Hanbonee
pacrnpoCTpaHEHHbIX (nocne 6oe3HM Mole) IM30COMHbIX 6ONE3HEN HAKOM/IEHMA,
BCTpeyaeTcAa cpeam Bcex pac.)

- bonesHb ®abpu - HacneaCTBEHHOE 3a60/s1eBaHMe, OTHOCALLEeCsA K rpynne
JIN30COMHbIX 60/1€3HEN HAKOMIEHUA, 0OYCNOBNEHHOE CHMXKEHMEM MU OTCYTCTBUEM
aKTUBHOCTU (pepMeHTa a-ranakrosmngasnl A (AFAJ).

- [AeduumT pepmeHTa NPUBOAUT K HAKOMNEHMIO FIMKO(POCHONMNUA0B B IM30COMAX
KJIETOK pa3/IM4yHbIX OPraHoB, BKJIlOYasA cepue, NoYKM, HEPBHYIO CUCTEMY M
3HAO0TENMNIN COCY/0B.

~  3ab0/1eBaHUE HOCHT MPOrpPECCHPYIOLLMIA MYIbTUCUCTEMHbINA XapaKTep,
XapaKTepM3YeTCA CHUMKEHMEM KadyecTBa U NPOJO/IKMTENBHOCTU KU3HU. bes
COOTBETCTBYHOLLEr0 IeYEHMSA CMEPTE/IbHBIM MCXOA, KAaK NPaBM/Io, HACTyNaeT Ha 4-5-M
JNECATUNETMM XKU3HM OT CEPAEUYHO-COCYMCTbIX, Lepe6bpOBaCKYNSAPHbIX OC/I0}KHEHMM
WU NOYEYHOM HEAOCTATOUYHOCTM.



MpryYMHOM BO3HMKHOBEHUA BO aBnaTca MyTauum reHa GLA,
Koaupytowero epmMeHT a-ranakrtosmngasy A (GLA, ATAJT). 'eH GLA
KapTMPOBaH Ha AJIMHHOM rJie4ye XpoOMOCOMbI X q22.1.

( K HacToALleMy BpEMEHM MAEHTUDMLMPOBAHO 0K0J10 500 NaToreHHbIX
MyTauuim B reHe GLA. BoNbLIMHCTBO MyTaLMi ABNAIOTCA YHMKa/IbHbIMM
AN1A KaXK0W CEMbMU.

OKono 5% c/yyaeB CBA3aHbl C TaK HasblBa€MbIMU MyTaLUAMK de novo.
TaKkMM 06pa3om, OTCYTCTBME CEMEMHOM UCTOPMM 3a60/1IEBAHMS HE
MCKJI0YaeT Han4umAa 6onesHu Gabpu.)

b® HacneayeTca no X-cuensieHHOMY TUNYy.

(PaHee cumTanoch, YTO TMN Hac/enoBaHWA 60s1e3HN Dabpu — X-
CLENIEHHbIN PELLECCMBHbIM, OJHAKO HA COBPEMEHHOM 3Tarne HaKOoMJIEHO
10CTAaTOYHO AAHHbIX, 4TOGbI CUMTaTh THM HacneoBaHMA 60/1€3HK Dabdpu
X-cuenIeHHbIM JOMUHAHTHBIM C HEMOJIHOM NEHETPAHTHOCTbLIO Y
EHLLUMH. )

MepBUYHBIM BUOXMMUYECKUM AedeKToM npu bO anaeTca
HeJ0CTaTOYHOCTb hepmeHTa AIAJl, 4TO NPUBOAUT K HAKOMJIEHUIO B
JIN30COMaX pPasHbIX KNETOK MMKOCHPUHIOAUNNA0B (3TO U
3HAOTENMA/IbHbIE U FNaJKOMbILLIEYHbIE K/IETKM COCYA0B, 3NUTEMabHbIE
KNEeTKM 60/IbLUIMHCTBA OPraHoOB, LeHTPa/ibHOM HEPBHOM CUCTEMbI,

cepaua).




Knaccudounkauums

C KNIMHMYECKOM TOYKM 3peHMS BblaenaoT aBe dpopmbl 60s1e3HM Pabpu:

~ - KJACCUYECKYIO

(ne6loT B 1060M BO3pacTe, MY/IbTUCUCTEMHOE MOPaXKEHUE) U

= - HEKJIaCCHUYECKYIHO

(No3gHee Hayvaso, M30/IMPOBAHHOE MOpPaXKEHWE OZHOM CUCTEMbI OPraHoB:
rOJIOBHOrO MO3ra, cep/ua Uam NnoYyek)




KnnHnyeckasa KapTUHe

KanHndeckne nposasnenusa b® moryT 6biTb
Yype3Bbl4aMHO Pa3HOO6Pa3HbIMU KaK Y Ly
MY}CKOIro, TaK M XEHCKOro nosia gaxe y
Y/IEHOB OAHOM CceMbM. OHM 3aBUCAT TaKKe
OT BO3pacTa.

Y €eHLWUH C b® cMMnTOMBI NPOABJTIAKOTCA
Nno3xe U Bblpa*X€HHOCTb UX pa3/IM4vHa.

BHewWwHne 0co6eHHOCTM.

My>Ku4mHbl ¢ B® MOryT MMeTb XapaKTepHbIM
BHELUHMWX BUA, HAaMOMMUHAKOLLMM B6ONbHBIX C
aKpOMErasiMen - BbICTynawLme 6poBHbIe
AYyry v No6Hble 6yrpbl, BbICTyNaroLlas
HUXKHAA YesNCTb, YBEJIMYEHHbIE IYObI,
3anaslUas nepeHocuua.

KnuHnyeckue nposisneHus 6onesxu ®adpu

\

“Knaccuyeckan”
bonesHb Pabpu
npeacraBneHa
Pa3HO06pa3HbIMHU,
Hecneuuduyeckumm,
MYAbTUCUCTEMHbIMM
CMMNTOMAMM, KOTOpble
YacTo nepecexaloTes
CUMNTOMAMM APYruX
3abonesanui
(Hanpumep,
PeBMaTUYecKuX)
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KoXHble NpoABJEHUA.

~  AHIMMOKepaToOMbl - BCTPEYAIOTCS Y 66% BOMNbHBLIX MYXXYNH N Y 36% KEHLLUNH C 6ONE3HbIO
dabpwn.

MNpenctaBneHbl 6e300Me3HEHHbIMM  YETKO OrpaHMYeHHbIMU  nanynamMuM  KpacHOoro,
60opaoBOro UM NUNOBOTO LiBeTa paamepom 0,2 - 1,0 cMm.

AHIMokepaToMbl 00pa3yoTCs U3 CKOMMNEHUN OTAENbHbIX KPOBEHOCHbIX COCYA0B B BEPXHUX
CNosiX AepMbl 1 YTONLLIEHUS 3NuaepMuca B BUAE NOBEPXHOCTHOIO r’MnepkepaTosa.

Ovarm Ha Ha4yanbHOM cTaguu Nockue, bonee CBETNOro LBETA U Nerye NnogaatTcs CxXaTuto.
C TeyeHMeM BPEMEHM OHU TEMHEIOT, CTAHOBATCA TBEpXEe W cnerka npunogHaTbl Hag
NOBEPXHOCTbIO KOXN. OBObIYHO OHU PacnonoXeHbl CUMMETPUYHO B NaxoBon obnacTtu, Ha
arogunuax, 6egpax v B 0bnacTtu nynka, Ha NagoHsix.

AHIrMokepaToMbl MPOSBASIOTCS B AETCTBE W MOCTENEHHO C rogamMun yBENM4YMBalTCS B
konnyecTBe M B pasmepax. MoryT BO3HMKHYTb TakKe aHMMO3KTasuu B CNU3UCTONM pTa U
KOHBbIOHKTUBE.

3BecTHbI criydam 6onesHn ®abpu 6e3 aHrMokepaTom.

Ba)XHO MOMHUTb, YTO HanNUYne aHrMoKepaToM - He MAaTOrHOMOHUYHbIA NPU3HaK OonesHu
$abpu, a Takke HabnNAaeTcsa NPy HEKOTOPbIX APYIMX HAacNeACTBEHHbIX 3aboneBaHusX.




[lepmaTonornyeckme CUMMNTOMbl

* AHrMOKepaToOMbl — Me/IKMe KpacCHOBaTble nany/bl, Yale Bcero B 061actu naxa,
NOACHULbI U ATOAML, TaKXKe HepeaKo pacnpocTpaHawWwmMeca no scemy teny?

Bnagenbupbl nsobpaxkenuii: f-p T Jansen, YHMBEPCUTETCKAA KIMHUKA
dcceHa, n npod. A Rolfs, YHusepcurer Poctoka

1. Mehta A & Widmer U. In: Mehta A, et al. (eds). Oxford PharmaGenesis Ltd; 2006; Fnasa 19.







Nepudepryeckasa HepBHAA CUCTEMA.

|

Kpome Toro, xapakTepHbil

|

B 60-80% cny4aeB npu b® HabAwgaeTCA XPOHMYECKAA, M3HYPAIOLLASA
HeBponaTnyeckaa 60/1b B KOHEYHOCTAX.

akpornapecte3nun - CrioOHTaHHblE€ HENPUATHbIE HeboneBblE owyweHu1Aa no tmny
MOKaJibiIBaHMA, MOZ13aHUA MypallEK B KUCTAX N CTONaX,

annoauHus - 60/1b B OTBET Ha HEGOJIEBOM CTUMY,

rMnepnaTma - YpeamepHas 6o/1eBast peakums Ha 601eBOM CTUMY, OHA MOXKET
6bITb KaK MEXAHMYECKOM, TaK M TEMNEPATYPHOM - NPU TEPMUYECKOM
BO3JENCTBMM, NMPU NOBbLILLEHMM TEMMNEPATYPbI OKPYKAIOLLEN CpeApbl.

Kpome noctosiHHOM HeBponaTM4yeCcKou 60M M aKponapecTesmm, Ana 601e3HM
®abpu TMNMYHbI 60J1EBbIE€ KPU3bl, KOTOPbIE YAaCTO BO3HWMKAIOT NPU NEpeMeHe
noroAbl, IMxopagKke, dU3MYECKOM Harpyske, CTpecce 1 nocse npMema
aJIKorons.




bonb npu Kpuse Padpu

MMEET MYUYMUTE/IbHbIM XapaKTep,

YacTo MppaamMmpyeT 13 AMCTalibHbIX OTAE/I0B KOHEYHOCTEN B NPOKCUMAJIbHbIE, A/IUTCS OT
HECKOIbKMX CEKYHZ [0 HECKO/IbKMX HEeZEe/lb U HE CHMMAETCSA HApPKOTUYECKMMM
aHa/NlbreTUKaMM.

. NHorga Heobxoanma gud. AMaArHOCTMKA C peBMaTUYeCKMMU 60NAMM.

(boneson cuHapom npm b® YacTo conpoBoxkaaeTca cy6debpuibHOM IMXOPAAKOM U
noBbiweHHoU COJ, 4To YacTo NPUBOAMT K YCTAHOBNIEHMIO «JIOXHbIX» PEBMATO/IOMMYECKMNX
ANarHo30B)

« B psage ciyyaes 60/ MOryT MPPaAMMPOBaTh B MbllLbl M/IM B 061aCTb XKMBOTA, MMETb
OCTPbIM, KOJOLWMM XapaKTep, UMUTUPYS KapTUHY OCTPOro anneHaAnuMTa MM NoYeYHOM
KOJIMKM.

o MHOFﬂ,a 6011 CTO/b U3HypAaruwme U MyvmTesibHblie, YTO NMPUBOAAT K CynuMaa/ibHbIM
NONbITKaM.

Y HeBponaTuyeckon 60au npu bP caoKHbIM MEXAHU3M Pa3BUTUA.

OHa ABNSeTCA pe3y/ibTaTOM CTPYKTYPHbIX MOBPEXAEHMIM TOHKMX HEPBHbIX BOJIOKOH B
pe3y/ibTaTe HaKoMJIeHUs rnoboTpuaosmLepamMmia B aKCOHAX HEPBOB, FaHI/IMAX 3aAHMX
KOPELUKOB U B vasa nervorum. (370 nepudepryeckaa HeBponaTMyeckasa 60b).

TaKKe U3BECTHO 0 KasbuudmMKaumm Tanamyca npu 6onesvm ®abpu (LeHTpasibHas
HeBponaTMyeckasa 60/1b Npu NOBpEXAEHMM TanaMyca).




/InccyHKUMA BEreTaTMBHOM HEPBHOM

QM&JHMGHHI;IG paccTponcTBa BcTpeyvatoTcs B 50-70% cayyaax, HO He ABNAOTCS
cneuyndUYHbIMM ANA AaHHOU 60J1e€3HMU.

Kenyao4Ho-KuLeyHble CUMMITOMbI Npy B® MMeT CX0CTBO C CUHAPOMOM
Pa3pa*KEHHOro KuLeYHMKa, 60/1e3Hblo0 KpoHa.

cnacTuMyecKkue 601U U B34yTne XMBOTA

nepunoanvieckm BO3HUKakLWaAa ANapeA

TOLWWHOTa M1 pBOTa

noTtepa B Bece
e CHMXeHMe opTOCTaTUYECKOro cepAevyHO-COCyAUCTOrO KOHTPOA
e [MNnormnapos

3HauYMTeNbHAA YaCTb 60/IbHbIX NOTEET MEHbLLIE HOPMbI. JTO MOXKeT npmMBOAUTDb K
neperpesy 1€J71a N HENEPEHOCUMOCTHU *Kapbl.

YacTo Takme 60/ibHble He NepeHOCAT PU3MYECKMX Harpy30K, ObICTPO YCTaloT,
MCMbITbIBAIOT Neperpes Jaxe Npu yMepeHHbIX Harpy3kax. K ToMy e, dpusmyeckme
Harpy3Kku MOryT NpoBOUMPOBaTh MPUCTYNbl 6OJIN.



LI,eHTpaanaﬂ HepBHaA CUCTEMA.

bonesHb Pabpu MOKHO OTHECTM K 60OIE3HU MaJIbIX COCY/IOB.

~ Y nauymeHToB C b® BbICOK PMCK pa3BMUTMA TPAH3UTOPHbIX ULWLIEMUYECKUX aTaK U MHCYIbTOB YXKe
B MOJ1I0ZJOM BO3pacTe. YacToTa MHCY/IbTa cOCTaBAAET 6,9% y MYXXUMH U 4,3% Y KEHLMH.

~ Y 601bLIMHCTBA 60/IbHbIX MHCY/IbT pa3BmBaeTcA B Bo3pacTte oT 20 go 50 neTt, B TOM uncne y
KaXKAoro nNAToro M3 3Tux 60/1bHbIX - B Bo3pacTe Ao 30 ner.

~  ['eMopparnyecKkmi MHCYNIbT Y MY>KUYMH BCTPEYAETCA Yallle, YEM Y KEHLLMH.

~ B 50% b® pebroTHpyeT ¢ MO3roBoro MHcyabTa. Bcnaeacrteme atoro b® cneayet
NoAo3peBaThb Yy BCEX 60JIbHbIX C PAHHUM Pa3BMTMEM MHCYJIbTa JaxKe NMpu OTCYTCTBMMU

O4YEBUAHBIX NPUYMH M HAKTOPOB pUCKa.

~  MHcynbT npn 60ne3Hn ®abpu NnpoTeKaeT B COOTBETCTBUM CO BCEMU M3BECTHLIMM TUMAMM
natoreHesa)

- Kpome Toro, BcneacTBme XpoOHUYECKOM ULLEMMM FTOJIOBHOrO MO3ra MOXKET pa3BMBaTbCS
cocyamucTas AeMeHUMA, AN KOTOPOM XapaKTEPHO CHMMKEHME NaMATU M NOBEAEHYECKME
HapyLUEHMS.

~  [cKMXx03MOLUMOHAJIbHbIE HapYLUEHUS.

~  YKu3Hb C TAXKeNbIM 60NIEBBIM CUHAPOMOM 3a4aCTyH HEraTMBHO CKa3blBaeTCA Ha AyLIEBHOM
COCTOSIHMM 60JIbHbIX. Hepeaku aenpeccum, TPEBOXKHbIE PacCTPOMCTBA, CyUUMAA/IbHbIE
MOMbITKM.



[lopaxkeHne noyek.

~  HapyuweHue pyHKUMM NoYeK HabaaaeTca y 3HaYUTE/IbHOM YacTu AeTeNU, MHOMMUX KEHLLUMH U
60/IbLUMHCTBA MYXKYMH C 60s1e3HbI0 Dabpu.

~  HavanbHble cTaguu NoYeYHOM HEAOCTATOYHOCTU OCTAIOTCA NPAKTUYECKU HE3AMEYEHHbBIMU
(60/1bHOM He NpeabABASAET Kanob). B oTanume ot "Knaccmyeckmx” HedposIorMyecKux
60/1bHbIX, ¥ 60/1bHbIX Pabpy 06bIYHO HOpMa/IbHOE apTepUasibHOE AaBieHME, HOPMaJIbHbIM
WJIN1 OKOJI0O HOPMaJIbHOI0 YPOBEHb CbIBOPOTOYHOIO KpeaTuHMHA, "MUHUMaIbHaA"
NPOTEUHYPUSA, YTO 3aTPYAHAET OLUEHKY CTEMEHM MOYEYHOM NATONOMUM.

-  [lepBble CUMNTOMbI - MUKPOANIbOYMMHYPUA 1 NPOTEUHYPUA Yalle NOABNAKTCA B
NoAPOCTKOBOM U B3POC/IOM BO3pacTe, HO MOTyT NOABUTLCA M Ha NEPBOM AECATUIETUM
¥M3HU. C BO3pacTOM NPOTEUHYPUA NOCTENEHHO HapacTaeT U MOXET JoCTUraTb
HepOTUYECKOr0 YPOBHS, XOTA pPa3BEPHYTbIM HEPPOTUYECKUM CMHAPOM OBbIYHO HE
pa3sBuMBaeTcA. Hepegko oTMevaloTCcA KaHasbueBble HapylweHus. NpoTenHypus He
COMPOBOXAAeTCA M3MEHEHUMAMMU MOYEBOro ocajka. [lo3gHee HauMHaeTCcAa NocTeneHHoe
CHUXKEHUE PYHKLUMM NOYEK, KOTOPOE NPUBOAUT K pa3BMTHIO TepMuHaibHoM XIMH. MocneaHss
OCTaeTCs OAHOM M3 OCHOBHbIX MPUYUH CMEPTHM NMALMEHTOB C 60/1€3HbI0 Pabpu, XOTA
3aMeCTUTe/IbHaA novyeYvyHas Tepanua Uam TpaHCnaaHTauMAa NoYeK no3BoaAT NPoAJ/IUTL KMU3Hb
TaKMM OO/IbHbIM.

- [pu U30/1MPOBAHHOM MOPAXKEHUM MOYEK MOYEBOM CUHAPOM MOXKET OLUMBOYHO
MHTEPNPETUPOBATLCA KaK XPOHUYECKUIN NAaTEHTHbIM FNOMepPY/IOHEPUT MU
MHTEPCTULUMANBHBIM HEDPUT. B TaKMX Cay4dasx AMarHo3 MOXKeT BbiTb YCTAaHOB/IEH HA
OCHOBaHWM UCCIeA0BaHMA NOYEYHOrO GuonTaTa.



KapauasbHble NpoAB/IEHUA.

- [lopaxeHue cepaua OTHOCAT K YMCly PACcnpOCTPAHEHHbIX M MPOrHOCTUYECKM HEGAronpUATHDIX
nposiBNeHnn 6one3Hn ®abpu. MIMeHHO 3a6o1eBaHUA cepalua CTOAT Ha NepBOM MecTe cpeam
NPUYMH CMEPTH Y NaumeHToB C b (34% cpeau MyXKUYMH 1 57% cpean *KEHLMH).

-~ [unepTpodusa neBoro xenyaoyka sBASETCA XapaKTEPHbIM NPU3HAKOM MNMOPaXKeHUA cepaua npu
b®, KoTopaa MoXeT ObITb BbisiB/IeHa C noMoLbto IKI, axokapanorpadmm 1 MPT.

- YTO/leHne CTEHOK cepALa pa3BMBaeTCA B pesy/ibTaTe runepTpochmm MMouuTos 1 punbposa, B
ropas/io MeHbLIEN CTENEHN 06YC/IOB/IEHO OT/IOKEHUEM IMKOC(HUHIOIMMMAOB B MAOLIMTaX U
npoBoAALLeN TKaHW. TunepTpodma 1 GpUOPO3 MMOKapAa HacTo CONPOBOXAOTCA
AMACTONMYECKOM ANCHDYHKLMEN NEBOIO KeyA0ouKa.

~  [Ansa oueHKM dyHKUMM cepaua npuMeHatoT aonnaep-IxoKl, pesybTaTbl KOTOPOM MOTYT MMETb
Ba)KHOE 3HaYeHWe B AMAarHOCTMKE 6€CCMMMNTOMHOMO I'IOpa>KeHMFI cepAaua. HapyuweHus
AMACTO/IMHECKON (PYHKLMM MOTYT NPMBECTU K Pa3BUTMIO CEPAEYHON HEA0CTaTOYHOCTY.
Eg)VIBHaI{M 3aCTOMHOM CcepAeYHOM HEZIOCTATOYHOCTM BbISBASKOTCA Y 11% MYKUYMH U 6% KEHLUMH C

~  AputMunm. YacTto pasBuBaloTCA npeacepaHble U XKenyao4KoBble apUTMUM U HapYLLEHUA
npoBoAUMOCTHU. Zlpyrme KapauanbHble nopaxeHusa. MHdapKT MMOKapaa 6bla1 AMarHOCTUPOBaH
TONIbKO Y 2% nauMeHToB. TeM He MeHee, CTeHOKapaMA Habtoaanack y 13-20% naumeHToB ¢ bO u
yawe npu HaJIMuYun runepTpodun NeBOro Xenyao4ka.

~  M3MeHeHus KnanaHoB cepAua npu b® BcTpevaoTca YacTo, HO 06bIYHO HE MMEIT KJIMHMYECKOro
3HAYEeHMS.

~  BO3MOXHO MOHOCMMNTOMHOE TevyeHWe 3aboieBaHUA C NoparKeHWeM TOJIbKO cepaua
(Heknaccnyeckas bo).



PasBuTHE NMMdeaeMbl CBA3aHO C HAKOMIEHMEM IIMKOIMMMAOB B CTEHKAX IMMPATMUYECKMX
cocyzioB. Y 60nbHbIX BO nMmdbeaema npossnseTcsa B NOAPOCTKOBOM MJIM B3pOC/IOM BO3pacTe
M NPU OTCYTCTBMM HEOBXOAMMOrO JIEYEHMA MOXKET NPMBOANTD K BblpaxKEHHbIM TPO(PHUYECKMM
M3MEHEHUSAM C M3bA3BIEHMAMM KOXKHOIO MOKPOBA HUKHMX KOHEYHOCTEM U OC/IOKHATLCS
POXXMUCTbIM BOCMAJIEHUEM U CEMCUCOM.

TUNUYHBIM CUMNTOMOM 6051e3HM Pabpu ABNAETCA NOMYTHEHWE POroBuLbl B BUAE 3aBUTKOB
(70-90% 601bHbIX).

Mpy 0bTaNbMONOrMYECKOM OCMOTPE C NMPUMEHEHMEM LLIENEBOM N1aMIbl Y 60/1bHbIX Dabpu
HepeAKO BbIAB/AOTCA TYCKJIble 30/10TUCTbIE BUXPEOBpa3Hble OT/I0KEHUA cybCcTpaTa B
poroBuLe rnasa. Ha ocTpoTy 3peHus 3T OT/IOKEHUSA, KaK MPaBU/IO, HE BAMAIOT.

Hy»KHO yu4MTbIBaTb, YTO A/IMTE/IbHOE NPUMEHEHME aMMOAAPOHA M IEKAPCTB M3 rpynnbl
XJIODOXMHOB BbI3bIBAET TAKUE KE U3MEHEHMSA B POroBULIE, MCYE3AKOLIME C NMPEKPALLEHMEM
npuema npenapara.

Peako BCTPEYalOTCA 3a4HAA cy6|<ancynﬂpHaﬂ KaTapaKTa U nopaxXeHne CcocyoB CETHATKH,
YTO MOXKET NMpMBOANTb K TAXKEJIbIM HapYyLUEHNAM 3pPEHUA.

Y naumeHToB C b® MoxeT oTMe4yaTbCA CHMXKEHUE C/ZlyXa, WyM B yullaX, NOJIOBOKpPY*eHHUE.




OCO6EHHOCTU KJIMHMYECKOM KapTUHbI BO y geTten.

~ [epBble KNMHMYECKME NpoaBaeHMa B y geTen Yallle BCero BO3HMKAKT B
NoAPOCTKOBOM M IOHOLLECKOM BO3pacTe, XOTA MHorAa rnpuM3Haku 3aboneBaHus
MOryT aebtoTtupoBsaTb M B 2-4 roaa [1,4,5]. CHa4yana cMMNTOMbI 3a601eBaHUA
MMEIT HecneumdUIECcKMIM XapaKTep, YTO 3HAYMTENbHO 3aTPYAHAET U
3aMef/1IseT NOCTaHOBKY AMarHo3a. 3TO MOXeT 6bITb 60/1b, AUCKOMMDOPT B
KMBOTE, HEOMOPMNEHHbBIN CTYN, CYXOCTb KOXKHbIX NMOKPOBOB, MJi0Xas
NepeHOCMMOCTb Xapbl, MHOr4a NpMBOAALLAA K Pa3BUTHIO JIMNOTUMMUYECKUX,
06MOPOYHbIX COCTOAHWUM, NM30aMUYECKME 60U B CTOMAX MM KUCTAX. Ecam
60,11 B pyKax 4e6oTUpYIOT B BO3pacTe MeHee 3 1IeT, TO BepmdmumpoBaTb MX
6blBaeT KpalHe C/I0XKHO, T.K. BHELUHe 3nm30/, 60,11 BbIrNAAUT KaK UCTEPUKA,
NCMXOMOTOpPHOE BO30YyKAeHMe. KOCBEHHbIM MPU3HAKOM ABAAETCA TO, YTO
pe6GeHOoK YCNoKanBaeTcs B NPoOX/iaZHOM Boje (6acCcenH), UCMbITbIBAET
obneryeHue, Korga JI0XXMTCA Ha X0N04HY0 NOBEPXHOCTb (Hanpumep,
KadebHbIM NoJ). B ganbHEULIEM Kanobbl HAa 60/1M B KOHEYHOCTAX CTAHOBATCSA
60s1ee YacTbiIMU U NOCTENEHHO NPMOBPETAIOT TUNMYHbIE AnA BO npoAaBneHums.



[[aCTpO3HTEpPOIOrUYECKME NPOABSIEHUA OONE3HM MOTYT ObiTb OAHUM M3 NEPBbIX
CMMMTOMOB 3a60/1€BaHUA B AETCKOM M IOHOLLIECKOM BO3pacTe M BO3HUKATb Ha
NepBOM AECATUNETUM KU3HU, OJHAKO, B CMJTy CBOEM MaJIoM cneumdUYHOCTH
ABNAOTCA KOCBEHHbIMM MapKepam b® B coueTaHuun c gpyrumm 6onee
TUMUYHBIMK CUMINTOMaMU. Hanbonee yacto HabAAAKTCA CXBAaTKOOOGpa3HbIe
60711 B }XMBOTE, B3JyTUE XKMBOTA, HEYCTOMUMBBIM CTYJl, TOLWIHOTA, PBOTA
CHUXKEeHMe anneT1Ta U aedpumumT Beca.

Cneynduyeckoe «MyToBYaTOE» NMOMYTHEHME POroBMUbI (TaK Ha3biBaeMas
«BOPOHKOOGpa3HasA» KepaTtonaTtua uam cornea verticillata) - yacTbi cMMnNTOM B
J€TCKOM U NOAPOCTKOBOM Monyasiumm naumeHToB ¢ bO. Ero MoxKHO 06HapyKMTb
B Bo3pacTe 4-5 net. Takaa cneundUYHOCTb AeslaeT BO3MOXHbIM
NpeAnonoXmTb Hannume b® Ha paHHeM cTagum. TakmMe U3MEHEHMS, KaK
NMOMYTHEHME XpYyCTa/IMKa B BUAE pPaamalibHOM 3aJIHEM CyBGKancyaspHOM
KaTapaKTbl - «KaTapaKkTbl ®abpu> 1 ABYCTOPOHHEN NepeaHeN KancyaspHOMU U
NoAKancy/IApHOM KaTapaKTbl Pe/IKO BCTPEYAlOTCS Y AETEN MU ABSIOTCS
MAaTOrHOMOHWYHbIMM CUMMTOMAMM Y B3POC/IbIX BO/bHbIX.




TUNMYHbIE KOXKHblE NposABAeHUA B - aHrMOKepaToMbl, TaKKe MOTyT
HabNAaTbCA Y NAUMEHTOB YiKe B AETCKOM Bo3pacTe. [epBble 3/1IeMEHTbI YacTo
NosABNIAIOTCA B NOAPOCTKOBOM BO3pacTe, KaK NpaBu/io, 6biBaloT e AMHUYHBIMM U
MOTYT MMETb HETMMMYHYIO JIOKa/IM3aUmio (YLUM, FpyJHasa KJEeTKa), Ha C/IM3UCTbIX
NOJIOCTU pTa, NMO3TOMY MX OBHapPYKEHME YacTO BECbMA 3aTPYAHMUTE/IbHO U
BO3MOYHO Moc/ie TllaTe/IbHOro oCcMoTpa.

[MoparkeHue noYveK TaKXkKe 4YacTo AebloTUpyeT B AETCKOM Bo3pacTe (B 3-5 neT),
OAHAKO, KJIMHUYECKU OHO HMKAK He NpoABAAeTCA. BbiABUTb €ro BO3MOXHO
TOJIbKO 1abopaTopHbIMU METOAAaMM (CYTOYHAA IKCKpeLuma 6enka/anbbymMmHa ¢
MOYoM). MepBbIM NPM3HAKOM AUCHYHKLMM MOYEK, YACTO UMEIOLLEM MECTO Y
JEeTeN 1 NoApPOCTKOB, CTpaaawlumx b®, apnseTca anmM3oamyecKas
MMKPOMPOTEUHYPMA M MUKPOAIbOYMUHYPUA (SKCKPELMS aNbBYMUHA C MOYOM
o1 30 g0 300 mMr/24 4). B aanbHeMWEM anbbyMUHYPUA CTAHOBUTCA
NOCTOAHHOM, ee ypoBeHb yBesimumBaeTca. Kak npaBuno, 6onee taxenoe
noparkeHme NnoYeKk Ans AeTeN M NOoAPOCTKOB HE XapaKTEePHO, a KJIMHUYECKME
NPU3HAKU NOABJIAIOTCA HA TPETbEM AECATUNETUMN XKU3HM.



CUMMNTOMbI NOpaXKeHUs cepAevHO-CoOCYANUCTOM CUCTEMBI Npy BO B NopocTKOBOM Bo3pacTe
BECbMa CJIOXHbI /19 ANMArHOCTUKKU. TaK y NoJpPOCTKOB 6bIBAIOT NEPUOANYECKME NOABEMbI MU
Na/IeHUs apTePMA/IbHOIO J1aB/IEHUSA, UM, KAaK NPaBU/I0, 6ECCUMMITOMHbIE BapMAHTI
apUTMMI, 3apErMCTPUPOBAHHbIE Ha 3/IEKTpoKapaMorpamme. OaHaKo, YeTKo

A depeHLMpoBaTb paHHKWE NposBaeHusa BO oT Bo3pacTHbIX BEreTaTUMBHbIX HapyLUEHW B
60/IbLUMHCTBE C/Iy4aEB HEBO3MOXKHO.

JpyrMMn KpamHe peaKuMMM HEBPOJIOrTMYECKMMM NposaBaeHnaMHU bO y neten, asnatoTcs
LlepebpoBaCcKyNSipHble HApYyLUEHWUA, COMPOBOXKAAOLWMECH NOBbILEHHbIM PUCKOM MHCY/IbTa.
NMeloTca nnTepaTypHble JaHHble O NauMeHTax, MMeKLWMX npexoaalime HapyLweHms
MO3roBOro KpoBoobpauieHums ¢ 12 net [5].

HapyLeHus ciyxa OTHOCSATCS K TUNMYHbIM NpoaBaieHnAaM bO. K 60nee paHHUM CUMNTOMaM,
BO3HMKAKOLWMM B AETCKOM M NOAPOCTKOBOM BO3pacTe, OTHOCATCA LWYM (3BOH) B yLlax (04HO-
WA ABYXCTOPOHHMI) 1 FOJIOBOKPYKEHUE K KOTOPbIM C BO3PAaCTOM NPUCOEAMHAETCA
HEMPOCEHCOPHanA TYroyxocTb

K MeHee cneunduyHbIM CMMNTOMaM 3a601€BaHUSA, PEIKO BCTPEYAIOLLMMCA Y AETEN U
MOAPOCTKOB, TaK»e OTHOCATCA 0CO6EHHOCTM BHELLHOCTU (M3MEHEHMA MO TUMY aKpoOMeraamm),
HapyLleHMA AbIXaHUA, aHEMMA, CKeJIeTHble aHoOMauK (aedopMauma AMCTa/IbHbIX OTAE/I0B
MedaslaHroBbIX CYCTaBOB MaJlbLEB PYK C HAPYLIEHUMEM MX MOABMMKHOCTH, YTOJILLEHNE
KOHLEBbIX paNaHr nasibLeB Mo TUNYy «6apabaHHbIX Nasio4yeK»), OCTEONEHUS, OCTEONOPO3,
TPEeLLMHbI U SPUTEMATO3HbIE U3MEHEHUSA TPUBOBUAHBIX COCOYKOB Ha J10p3a/lbHOM
MOBEPXHOCTM fA3bIKA; MMIOCCUT, FPaHY/IEMATO3HbIA XEMINUT, TMNOTUPEOD3, 3aJlEPrKKa NOJIOBOr0O
PasBUTMA, NPUANU3M, M Ip.




BbiparkEHHOCTb KIMHUYECKUX NpoABAEHMU B
B pa3HOM BO3pacTe

detn

IToaApocTKH
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AKponapecTe3HH
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Bo1b B KOHEUYHOCTAX
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ITcuxoconnanpHbIE ITcuxocounnanbHEIS IlcuxocounanbHEIE
H3MESHESHHA H3MCHCHHA H3MCSHCHHA
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VToMIgeMOCTh

CHuxeHHE cayxa

IToueuHaa HEIOCTATOYHOCTH

CepaeuHas HEIOCTATOYHOCTD

HuacyasT

CHHXXEeHHe cIyXa H IOyM B
yImmax

JInmdeaema




/InarHoCTHnKa

>

/AmarHo3s b® yctaHaBMBaeTCA Ha OCHOBAHMM COBOKYMHOCTU aHAMHECTUYECKMX U
KMHUYECKMX AaHHbIX, Pe3y/IbTaToB JTAbopaTOPHOro nccaenoBaHMsa (hepMeHTHas
aKTMBHOCTb Y MYXKUYMH U MOJIEKYNISIPHO-TEHETUYECKOE UCCNENOBAHMNE Y KEHLLIUH).

TaKe NpoBOAMTCA CEMEMHbINM CKPUHUHT MOC/1e NOATBEPXKAEHUA AMarHo3a.
NoAaTBEpKAeHMe AMarHo3a Yy 0HOro HOBOro nauMeHTa No3BoISEeT BbiABUTb, B
cpeAHeM, NATb NaUMEHTOB C 601e3Hblo Pabpu B 3TOM e ceMbe. CyLLEeCTBEHHYHO
pOJIb UrpaeT TWaTe IbHbIM C6Op CEMEMHOr0 aHAaMHE3a M COCTaB/IEHME POAOC/IOBHOM.

PaHHAA AMarHOCTMKa U paHHEE Ha4a/10 Tepannn KpUTUYHO ANA JOCTUHKEHUA
TepaneBTN4YeCKMNX uenenm 1 3amMeeHmnAa nporpeccmpoBaHnA.

3anogo3puTb bO® npolle npy HaAMUYMM K1laCCMYECKOro BapMaHTa - CUCTEMHOIO
3a601€BAHMS C NOPAXKEHUEM MNOYEK, CEPALIA, KOXKM, HEPBHOM CUCTEMbI, KENyA04HO-

KMULLIEYHOro TpaKTa, opraHoB 3peHua. OaHako, nopaxkeHue cepaua Uin novyek MoxeT
ObITb € AMHCTBEHHbIM nposABaeHneM bd. Y Taknx naymMeHToB OTCYTCTBYIOT KaKue-amobo
CMMMTOMbI 3a60/1€BaHMUA B AETCKOM Bo3pacTe. [MarHoCTMpoBaTb aTMMMUYHbIE
BapuaHTbl B® MOXHO TO/IbKO NyTEM CKPMHUHIA rpynn pM1cKa.




bonesHb ®abpu AoXKHA UCKAKYATLCSA B CayYasax:

1) NOYEYHOM HEeZOCTAaTOYHOCTU, NPOTEUHYPUMU U aNbOYMMHYPUU;

2) runepTpodmm N1EBOr0 }KeNyao4Ka HEM3BECTHOM STUOJIOTUM;

)
)
3) KpUNTOreHHOM MHCY/IbTE B MOI0AOM Bo3pacTe (4o 40 ner);
4) HeMponaTU4eCKMx 6oNAXx;

)

5

6) HenepeHoCMMOCTHU Xapbl U Xos04a

KeNyao4YHO-KMLWLEYHbIX HapyLUEHUAX]

bonee CI'IGLIMCI)M‘-IGCKVIG CUMMIMNTOMDI - aHT'MOKepaTOMa U NMOMYTHEHUE POroBuLbl.

Ho aHrMoKepaToMbl TaKKe BCTPEYATCA U NPU APYrUX JIM30COMHbBIX 6OIE3HSAX
HaKkonieHus: 6onesnu LUnHanepa, dpykosmaose, raHriMosnaose,
acrnapTaTr/loKo3aMMHYpMM U CUANIMAO3E.



JlabopaTopHble nccnegoBaHUA

~ Onpepenenue akTuBHocTu dhepmenTa AlAJ] B NATHaX KPOBM, BbICYLLUEHHbIX HA
brNbTPOBasbHOM ByMare MM B IEMKOLMTAX KPOBU - PEKOMEHAOBAHO BCEM NaLMeHTam
MY}KCKOro rnosa (B TOM YUC/IE U HA AOKJIMHMYECKOM CTaauM) ANS NOATBEPKAEHUS AMarHo3a.

~  MoJIeKy/ISpHO-reHeTUYEeCKOro uccaenoBaHue (BbisiBIEHME MyTaUuM B reHe GLA,
Koaupytowem Al'AJ1) pekoMeHZoBaHo:

- AN BCEX MALMEHTOB CO CHUMXKEHHOM aKTMBHOCTbIO depmeHTa AlA,
- AN1A UL, 3KEHCKOro nosa npu KAMHUMYECKOM NoAo3peHMM Ha 6one3Hb Pabpu,
- MIPU Ha/IMYUU POACTBEHHMKOB C b® B poaoC10BHOM:

an nos1ly4eHnUU NMoJ1I0KMUTE/IbHOTO UJIM COMHUTEJIbHOIO pe3yJ/ibTaTa q)epMeHTHOFOvTeCTa V'
MYX4YUH N Y KEHLWHNH NMPOBOAMNTCA noaTBeEpKAaOWMN MONEKYNAPHO-Tr€EHETUYECKMHN aHA/IM3 TE€Ha

310 HaMboNee TOUYHbIM METO/J, AMAarHOCTMKKU 6o1e3Hn Pabpu,

(HO OH He MPUMEHUM ANA LMPOKOMACLILTABHOIO CKPUHMHIA, HE MOKET BbiTb MCMO/Ib30BaH B
KayecTBe NepBUYHOrO TECTA BBUAY BbICOKOW CTOMMOCTM (NMPUMEPHO B 5 pa3s Joporke
3H3MMOANArHOCTUKM).

~ OnpejeneHne KOHUEHTpaumu rnoborpuaosmsicuHrosnHa (Lyso-GB3) B natHax
BbICYLLUEHHOM KPOBM MM M1a3Me KPOBU AJ19 BUOXMMMYECKOrO NOATBEPKAEHUA AMarHosa -
peEKOMEHA0BAHO:

- BCEM MALMEHTAM C KJIMHMYECKOM KapTUHOM 60o1e3HM Pabpu,

- BCEM NaLMEHTAM C YCTaHOBJ/IEHHbIM AMarHo3om b® nepes Havanom Tepanum 1 Ha oHe
dbepMeHTHOM 3amecTnTeNbHOM Tepanmun (P3T) ana 6MOXMMMUYECKOTO KOHTPOJIA IeYEHMUS.



[ Je npoBOoAAT aHa/M3bl HA 601e3Hb Pabpu:

1. HauMoHa/IbHbIM MEAULMHCKMI UCCIe~A0BaTebCKUM LLeHTP 340p0BbA AeTeH

(PepepanbHoe rocyaapcTBeHHOE aBTOHOMHOE yupexkaeHne MMHUCTepCTBa 34paBOOXPaHEHUSA
Poccumckon degepaumm),

JlabopaTopms MeAULMHCKON FrEHOMMKM
genelab@nczd.ru

8(499)134-09-19; 8(499)134-02-18,

«["opAYan NMHUA> NabopaToOpHOM AMArHOCTUKM

8-800-100-24-94 (3BoHOK 6ecnaaTHbIN)

2. JlabopaTtopua HacneaCTBEHHbIX 6one3Hen o6MeHa Beulects OPrbHY «Meauko-
FreHEeTUYECKUM Hay4YHbIU LEHTP MMEHM akaleMmKa H. . bouykoBa». MporpamMma AenCTBYET Mo

30.06.2022r.

OTnpaBuTb 06pasLbl N0 4AHHOM NPOrpaMMe MOXHO 06PaTUBLLMCH MO TenedoHy ropaYemn JIMHUU
TenedoH: 8(800)100-28-55

eXeJJHEBHO C noHeesIbHMKa no nAaTHMuy ¢ 04.00 fo 19.00 no MOCKOBCKOMY BPEMEHM (3BOHOK
6ecnnaTHbIN).

JneKkTpoHHadA no4vta labnbo@med-gen.ru

Ha caite nabopaTtopmm €CTb CCbIJIKM AN CKAYMBaHUS G1aHKOB HaNpaBJ/IEHMS,
MH(POPMMPOBAHHOIO COT/IAacMA U MHCTPYKLMM MO 3a60pY KPOBM.



3abop 6uomatepuana ana
npoBeAeHUsa AUarHOCTUKM
B MATHAX BbICYLLEHHOMU
KPOBM.

coOHpaeTcs Ha  CTaHIAPTHYIO
KapTOuKy-QHIBTP (N903). KoTOopas

NIPHMEHACTCA Id CKPHHHHIAa HOBOPOXKIACHHBIX

Kpoes

B Poccuiickoii Pegepannn HIH aHATOTHIHYIO
A1 MOIY9eHHA CYXOro mnATHa KpoBH. KpoBs
MOXeT OBITh, Kak KamwulipHas (H3 naisua,
IATKH)., TaKk H BEHO3Hasd. DBeHO3Had KpOBb

OPOOHPKY.  AKKYpaTHO
NCPEMEIIHBACTCA H 3aTeM GBXC‘!'pO C MIOMOIIBKO

cobupaercs B

IHIIETKH HAHOCHTCA Ha GmIsTp mo 25-50 mxa

KPOBH Ha KaKIVIO BBLISICHHYIO OOIACTh.
Heobxoammo Xopomo nNponHTaTs BELISICHHVIO
drIETPEe (pHc. 1):
IlpeanoYTHTEEHO COOHpPaTe OOpasLEI HOCTe

obmacTe Ha

enel gepes 40 amHYT - 1 9ac. Boamox#Ho Takke
OCYIECTBHTE 3a00p KPOBH H HATOINAK.

Ha xaprouke-pmiIsTpe 0OS3aTeIbHO IODKHEI
OBITe weTko VykazaHel PHO. kem H orkyaa
HaIpaBJIeH MMAalHEeHT, JdaTa PpOXIASHHA H
TexedoH Tegamero Bpada (PHCVHOK 2).

Obpazen cyxoro nArHa KPOBH BKIAJBIBASTCHA
B YHCTBOI KOHBEpPT., JHOO B YWHCTBII aiur
Kaprouxka-dpHIBTP He ZO/DKHA CONMPHKACATHCA C
IPA3HOH MOBEPXHOCTHIO H C OOpazaMH JAPYIHX
HmauHeHTOB. Heobxomnmo
oOpazuam HHOOPMHpPOBAHHEIE
NalHeHTa HJIH €ro 3aKOHHBIX IpeacTaBHTeIeH

OPpHIOXHTD K

coriJacHA

Ha IMPOBEeASHHE JIa00OPATOPHBIX HCCISIOBAHHM

He cor s~ A Py [™ o —

Kanam A0AxHs: NOAHOCTSIO NPONKTAETS Xpy XK ¢ OBPETHOM CTOpONS

He kacauTecs 06A3CTH, NPONUTIHHOA KPOBIO

Pucynok 1. O6pazen npaeHIEHOrO

HaHEeCeHHA KPOBH Ha KapTOuKy-(QHIBTP

(v 6 0010608

DHO Naumwenra

AlATa pOMAOeHmA Aara smTan wposm Non
OHO Bpava

NNY / fopoa / Aapec

E-mail spada

Tenedom epaea

Tecr
[Jospu [Jnowne [Jrome [Jmnca [Juso-6i1 [Jusosts

[ Comenmin cxpramrer. Myrawm:

Pucysok 2. Obpazen KapToukH-GHIBTPa




ANropuT™M JEUCTBMU MEAMLIMHCKOIO NepcoHana npu B3sTMK
06pa3L 0B KpPOBU

~ o BbIMbITb PYKM (FTMFMEHMYECKUIN YPOBEHDb), HAZETb MNEPYATKM;
~  « BbIMbITb PYKM NaUMeHTa (NATKY pebeHKa, B C/lyyYae, ec/iv KpoBb 6epeTcs M3 NATKM);

~ e npoTepeTb 06/1aCTb NPOKa/IbIBaHWA CTEPU/IbHOM CandeTKon, CMoYeHHOM 70% CNUPTOM,
MPOMOKHYTb CyXOM CTEPUJIbHOM CaNeTKOM; - NMPOKOJIOTb CTEPUJIbHBIM OAHOPA30BbIM
CKapM(UKATOPOM;

> ¢ CHATb NepBYyO KarJio KpoBN CTEPUJIbHBIM CYXUM TAMITOHOM;
> * MANKO Haa4aBMTb AJ14 NMOoJ1y4YeHUA BTOpOﬁ KanJin KpoBwu;

~ o MPUIOKUTb NEPNEHAMNKYIAPHO TECT-6/1aHK K Karnje KPoBU U NPOnuTaTh €ro KpoBbio
HACKBO3b;

~ e aHAJIOrM4YHbIM 0O6Pa30M HAaHECTM Ha TecT-6/1aHK 6-8 Kanenb, BUA NATEH KPOBU [OJIXKEH ObITb
OAMHAKOBbIM C 06EMX CTOPOH.

~ e BbICYLWUMTb TECT-6/1aHK B FOPU3OHTA/IbHOM MOJIOKEHMM Ha YMUCTOM 06E3KMPEHHOM
MOBEPXHOCTM HE MeHee 4 4 6e3 NPUMEHEHNA TEMNI0BOM 06PabOTKM M MONaAaHMA NPAMbIX
COJIHEYHbIX NyYeM;

~ e YMaKoOBaTb TECT-6/1aHKMU B YUCTbIM KOHBEPT TAKMM 06PA30M, YTOObI MSTHA KPOBM HE
CornpuKacanmceb.

= 06pasLpl BbICYLIEHHbIX MATEH KPOBU MOXHO XPaHUTb B 06bIYHOM Kamepe X0N04u/ibHUKa MU
A0 +40C o otnpaBKkKU. CPOK XpaHEHUS A0 MOMEHTA OTNPaBKM HE JO/I)KEH NpeBbIlaTh 7 AHEMN.
Mpy 6o11€€ BbICOKMX TEMMNEPATYpPaX XpaHEHMA MOTYT 6blTb JIOXKHO+ pe3y/ibTaThbl.



/lonosIHMTENNbHbIE METOAbl UCCIEeJOBAHUA.

~  (He pekomeHayeTcs npoBeAeHUe 6MONCHMM M NaTOI0r0-aHaTOMMUYECKOr0 MCC/IeA0BAHMA TKaHEM NMOYKM
M cepaua AN8 NauMeHToB C KJIMHUMYECKMM NoJo3peHneM Ha bO ana noaTeBepKaeHus amarHosa

~  HecMoTps Ha TO, YTO AaHHble MeTOoAbl MCCNeA0BaHMA MOIYT ObITb MCMNOJIb30BaHbI AN
,qmcbcbepeHumaanom AMarHoCcTMkM b®, npeanoyTeHWe JOMKHO OTAABATbCA MEHEE MHBA3UBHbIM
MeToZaMm MCCNef0BaHUA, TaKUM Kak d)epMeHTHaFI AMArHOCTMKA UJIM MOJIEKYJIAPHO-FreHEeTUYECKOoe
obcnegoBaHue. )

- Ha 3KI Habnwgaetca rmneptpodua NeBOro xenyfodka, ykopoyeHue P-R nHtepBana (Ha paHHMX
CTaamAx 60n1e3HM) U NpeacepAHOXKenyao4KoBas 6/10Kada (Ha 601ee No3gHMX CTaamsax).

~  Ha 3x0-KI': npenMyLLecTBEHHO KOHLEHTPUYECKasa runepTpodums €BOro KesyAo4Ka, a B HEeKOTOPbIX
CNyyYasx - rMnepTpodms NpaBoro Xeayao4ka 1 NanuaaspHOM MbILULbI.

~  Ha MPT cepgua HabatoaeTcs no3AHee nocTynjaeHmMe KoHTpacTa (raflo/IMHUIM) BO BHYTPEHHIO CTEHKY
NIeBOro Xenyjoyka

~  Npu_MPT ronoBHoro mMosray naluyeHTOB MOTYT OGHapYXMBaTbCA ULLIEMUYECKMIA UHCY BT,
MMKPOKPOBOM3/IMAHMA U BHYTPUMO3IOBblE FEMATOMbI, U3MEHEHMA GEI0ro BellecTBa (leMKoapeos) U
ceporo BewecTtsa (Kasbundukauma 3agHero TanaMyca) a TaKXke cocyamcTble ManbhopmaLmu,
NPEUMYLLECTBEHHO NpeACTaBNEHHbIE A0/IMX03KTa3nAMU BEpTEOPO6a3MIAPHOM apTeEPUM. ITH
M3MEHEHUA HE AB/IAIOTCA BbICOKOCLELMMHYHBIMK AN 601e3HM Pabpu, MOryT BCTPeYaThCa Yy
NaLUMEHTOB C APYroM naTosiorMemn.

~  C MOMOLLbIO LWeIeBOM JIaMnbl BbiABAAIOT MOMYTHEHWE POrOBMLIbI B BM/E 3aBUTKOB. CXOHble
M3MEHEHUS POrOBMLbI HABAAKTCA MPU YNOTPEGIEHUU NEKAPCTB M3 MPYNIbl XJI0POXMHOB MU
ammoziapoHa. Mpu o6cneaoBaHMM INA3HOMO AHA 3a4acTylo HabloJaeTcs 3aHAA CybKancyaspHas
KaTapaKTa M Nopa)KeHMe COCY/10B CeTYATKM.



Cumntom 3apHero BGyropka tanamyca, Y nauueHTxn,
66 ner, na T1-gasewenusix carmrrantHuix (A) u akcnanskiix (B)
MPT-cpe3ax BwifBNeH CUMNTOM 3aaHero Syropka tanamyca, Y
nauwenTa, 42 net, Ha T1-B3BeleHHbIX caruTTanbHbix (C) v akcu-
anbHuix (D) MPT-cpesax BbifBNEH0 CUMMETPHYHOE NOBbILEHWe
curiana g obnacrun zansero Byropka ranamyca, C paspewexns
Dr. Robert Carlier n Dr. Frederic Colas, CHU Raymond Poincare,
Garches, France

Ui emae”
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Aonuxoakrasua seprebpobasunapHon umpkynsumy. MarHur-

HO-PE3ORAHCKAS aHrMOrpadus y NAUMEHTOB ¢ BonesHbi Pabpu; BraHa 3K
1aaund COCYAOB.




XapakrepHble usmeHeHusa Ha MPT npu

bonesHu ®abpu:

MPT ronoBHoro mo3ra nayueHTos ¢ 6onesnbio ®abpu

T1-s3sewennan MPT: TOF MPT: cocyaucrble
Ycunenue curnana 8 3aaHux HIMEHEHUA

obnacax Tanamyca - 1, yaAnuHeHHan basunnpHan
«NYNbBUHAPHBIA NPUIHAKY aprepus

2, nepeAHAR MO3roBan aprepun
3. BHYTPEHHAN COHHan aprepun

JaknioueHue: ectb XapPaKTepHble U3IMEHEHUA, OAHAKO OHU HE ABNAKOTCA CﬂELlVI¢MHHbIMM.

Bnagency wsobpaennit: npodeccop

C A Rolls, Yuuoepcurer Pocrona

FLAIR-B3BeweHHan MPT:

1, NpaBocTopoOHHUA MHapKT B
6Gacceiine cpepneit mosrosoi
aprepuu

2, C nesoit CTopoHbl =
«nopaenun 6enoro Bewecraay

T1-runepuHTEHCUBHbIE N3MEHEHUA B
3afHUX OTAENaX Tanamyca,
WUHcynbTo! B BBB.

Aedopmauma cocyaoB — U3BUTOCTb U
pacwmpenue (0co6eHHO 0CHOBHOM
aprepuu),

MopaxeHue 6enoro BewecTsa

Kolondy E: 2015
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2.

depMmeHTO3aMecTUTe/IbHaA Tepanus.

PekomeHgoBaHo nposeaeHne O3T BceM NauMeHTaM MYXKCKOro rnoJsa nocne
BepUdMKaumMmn anarHosa 1abopaTtopHbIMM METOAAMM.

®3T cnoco6CTBYET CHUMKEHUIO MACChl CEP/LIA M YMEHBLIEHUIO HAKOMIEHMA
MaTo/IoTMYECKOro NpoJyKTa 06MeHa B MoYKax, Torja Kak BIMAHME Ha NopaXeHne
HEPBHOM CUCTEMbI YCTAHOBJIEHO B MEHbILLEN CTENEHM.

B Poccuitckoit deaepaupm 3aperMcTpuposaHo 2 npenapata ana ®3T 60/1e3Hu
®abpu: arancugasa anbda (Pennaran®, LLlanep) n arancnaasa 6eta (Pabpasmme®,
JKEH3aMM).

Arancupasy anbda BBOAAT BHYTPUBEHHO B A03e 0,2 Mr/Kr oauH pas B ABe
Heaenu,

arancupasy 6eta - BHyTpuBEHHO B o3e 1,0 Mr/Kr 0AMH pa3 B ABe Heaenu.

NMoApo6HO NPUroTOBAEHUE PAaCTBOPOB A/ BBEAEHMSA ONMMCAHO B MHCTPYKLUMM K
npenapartam. epBble BBeJEHMA NPenapaToB A0JIXKHbl 6biTb CZl€N1aHbl B YC/IOBUAX
cTaumoHapa. O6a npenaparta He CO/IePXKaT KOHCEPBAHTOB M MOAJIEXKAT
HEMe//IEHHOMY BBEZEHMIO MOC/1e NPUroTOB/IEHMA pacTBopa A8 UHDY3UM.

(BBegeHue B c/iyvae OC/I0XKHEHHOIO TeYeHMs 601e3HM - B YC/I0BUAX
KPYr/10CYyTOYHOr0 CTauMoHapa, B CTabM/IbHOM COCTOAHMM - B CTaLMOHape AHEBHOrO
npebbiBaHMS MM aMBynaTopHO 1 pa3 B 2 Heaenu.)

HeobxoanMo cobntogaTb MHTEPBAJIbI MEXKAY MHAY3MAMM U HE AOMYCKaTb
nepepbiBbl B TEPanuu, M3-3a pUCKa YXY/LEHUS COCTOSHUA NauMeHTa u
NPOrpeccupoBaHms CUMNTOMOB 60/1€3HM.

Bce naumeHTbl ¢ B® A0/1KHbI NPOXOAUTL KOHTPOJIbHbIE 06C/IE40BaHUSA
(MOHMTOPMHI) C LENIbo OUEHKMU 3DDEKTUBHOCTH JIEYEHMS.




[To604YHbIE 3PP EKTDI.

MepeHocrmocTb 3T 06bI4HO xopowad. OCHOBHbIMM HeXxenaTebHbIMU 3 dPEeKTaMM MOryT ObiTb peakLmm
Ha BBeAeHWe npenapara (03H06, MxopajKa, TOWHOTa, TaXMKapAMA, 3yA, MUaIrua, 6011 B KOHEYHOCTSAX,
ronoBHaa 60/b, 60/1b B rpyAm), B OCHOBHOM JIEFKME MU YMEPEHHO BblpaXKEHHbIE.

~ (B cnyyae pa3BMTMA TAXENbIX PeaKLMiA MOBbILUEHHOM YyBCTBUTENBHOCTM MM aHADUIAKTUHECKMX
peaKLUMii HEO6XOAMMO HEMEJ/IEHHO NPEKPaTUTb MHAY3MI0 U HaYaTb Tepanuio C CobToAeHeM
COBPEMEHHbIX CTaHAAPTOB OKa3aHMSA HEOT/IOKHOM MEAMLMHCKOM MOMOLLM. )

[TokasaHMa K O3T:

- Y JIULL MYXXCKOTO MNosia ¢ Kiaccmyeckon opmoit 6os1e3Hu Gabpm 3T HauMHaTb C MOMEHTA YCTaHOB/IEHUS
JMarHosa.

- Y *eHWwMH ¢ B® HaunHaTb ®3T NpM HaNMUMK CnesyroWwmX KNMHUYECKMX NPOAB/IEHUI 3a601€BaHNS,
CHMMKAOLLMX KAYeCTBO KM3HM, MPU3HAKOB NPOrpeccUpyoLLEro NOParKEHMS OpraHOB-MULLIEHEN:

- Kpu3bl Pabpu

- PE3UCTEHTHAA K CTaHAapTHOI:’i Tepannn peungmsmpyrollad Uian XpoHn4eCKaa HeBponaTtnM4eCckan 60/1b B
KMCTAX U CTOMax

- NepcUCTUpYoLLAA NPOTEUHYPUA
- CHUXKEHME CKOPOCTH Ky604KoBOM mbTpaumm <80 M/ MUH
- nopaxeHue cepaua

- HapyLleHMA MO3roBOro KpoBOObOpaLLeHMA

- MLLEMUYECKUE U3MEHEHMA MOJIOBHOIMO MO3ra, BbliBJIEHHble nNpu MPT.



He peKoMeHa0BaHO
naumeHtam ¢ b® nposegeHune O3T B cnepyowmx cnyyasx:

- 6epeMEeHHOCTb U NaKTaums;

- NPUCYTCTBUE APYroro onacHoOro AnA X13Hu 3a60/ieBaHMA, NPU KOTOPOM MPOrHO3
BpAA4 i 6yaeT ynydweH ¢ nomoubto 3T

- 04YEeHb CEPbE3HbIE OC/I0XKHEHUA 3a601eBaHUA (HaNpUMEpP, TAXKebIM MHCYIbT,
peaHUMaLMOHHbIE NALMEHTDI)

~  JKCNepTbl CYMTAIOT, YTO OTMEHSTb SIEYEHUE Y MALMEHTOB C TAKEON NOYEYHOM
HeaocTaTOYHOCTbIO (CK® <45 mn/MuH/) He cnepyerT.

- AHanorunyHo, He cnegyeTt OTMEHATb Jlie4YeHue y NauMEeHTOB Ha Auanmse, gaxe
€C/IM OHM He NoAXO0AAT ANA TPaHCMaHTauuM NOYKKU, U Y NaUUEHTOB CO
CHM}KEHMEM KOTHUTUBHbBIX (DYHKLUMM Nt060oM 3THMOosIorumn. Havyano m
npogo/ukeHne O3T y TaKMX NnayMeHTOB A0JIKHO pacCMaTpuBaTbCA B
MHAMBMAYA/IbHOM NopsgKe.



Kputepumn otMeHbl O3T

KpaTepam 0TMeHBI Vpoeess
yOeIHTeAbHOCTH B

JAOCTOBEPHOCTH
peKoMeHIaNHH

ITpomyck nmamHeHTOM = 50% HEY3HI 1

ITocToSHHBIC XH3HEYTPOKAIONIHE HIH THAAKEble CBA3AHHBIE C 1

HHQY3HeH peaKuHH, He pearHpyiollHe Ha NpoQHIAKTHKY,

HanpHMep aHadHIAKCHA

JKelaHHe NMauHeHTa 1

TepMuHaTEHAA cTagHs OONe3HH INOYEK, 0€3 BO3MOXKHOCTH 2A

MEepecagKH MNOYKH, B COYETAHHH C TAKEIOH CepAedHOH

HegocTarogHOCTEIO (IV K1ace mo NYHA)

TepmuHameHas bP miH HHBIE COMYTCTBYIOMIHE 3a0071€BaHHA 2B

IIPH OXHIAEMOH IMPOXOKHTEILHOCTH AH3HH MeHee 1 roga

TsoKe b0 KOTHHTHBHEN Ae)HIHT 000 ITHOIOTHH 2B

OtcyTcTBHE OTBETA B TedUeHHE | roja, eCiH €IHHCTBEHHBIM 2B

nokazamHeM K P3T sBisercs HeHpomarHieckas OOMb, IPH

YCIOBHH ~ MAKCHMATBHOIO  O0BEMA  NOAACPAMBAIOIIEH

TeparmH*

KpaTepun nporaBonokazasmil K Hagaay 3T Vpoeens
yOeIHTeIbHOCTH B

JAOCTOBePHOCTH
peKOMeHJanHH

Taxemoe 3a007eBaHHE Cepaua C  PaCIPOCTPAHEHHBIM
$HOPO30M, eC/TH MopaXkeHHe CepAla ABJIAeTCA eJHHCTBEHHBIM
noxkazasHeM K 3T

1

TepMuHATEHAZ CcTagHs OONE3HH NOYEK, ©0e3 BO3MOXKHOCTH
NepecagkH NOYKH, B COYETaHHH C TOKEJIOH CepAevHOH
HegocTaroaHocThIo (IV K1ace mo NYHA)

TepvumansHas bP W HHBEIE COMYTCTBYIOIIHE 3a00/1€BAHHA
IIPH OAHMIAEMOH IIPOJO/AHTEILHOCTH AH3HH MeHee 1 roaa

TsxeTb01 KOTHHTHBHBI JeHIHT TH000H 3THOTOTHH




CuMnToMaTMyeckaa Tepanms

>

(Mo cumnToMaTUyecKom Tepanmm b® HeT paHA0MU3MPOBAHHBIX KOHTPOJIMPYEMbIX MCCe0BaHUIL. B
ny6/IMKaLmMax NpMBeeHbl PEKOMEHAALMM, KOTOPbIE OTPaXaKT 3KCNEPTHOE MHEHME CMeLUaMCTOB M3
Pa3HbIX CTPaH U OMbIT IeYEHUA NPOABIEHNUIA 601€3HM B PasHbIX KJAMHUKAX.)

Y naumMeHTOB C XpPOHMYECKOM HEeBponaTU4eCcKon 60J1bl0 U akponapecTesmaMu caeayeT no
BO3MOXXHOCTM YCTPaHMTb (haKTOpbl, NPOBOLMPYIOLLME NOABAEHME 60U, HanpUmep, 6obLume
(U3MYECKME HArpy3KM, SMOLIMOHAJIbHBIM CTPECC, M3MEHEHUE TeMMNEpPaTypbl.

- N8 KynupoBaHmMa 601eM MOTYT MPUMEHSATBCA aHa/Ibr€TMKM, aHTMKOHBY/IbcaHTbl, HIMBC.

PekoMeHayeTCA NaumeHTam ¢ 6on1e3Hbio Pabpu:

- C Bblpa*€HHbIM 60ﬂ§BbIM CMHAPOMOM M CKNNOHHOCTHU K NMCUXO3MOLMOHA/IbHbIM paCCTDOﬁCTBaM
OKa3saHWe peryaapHonm ncmxoaornM4eCckon nomoLim

- C AMCrencrer HasHavyeHMe npenapaToB rpynbl 6J10kaTopoB H2-rMcTaMUMHOBBIX PeLLENTOPOB UM
MHIMBUTOPOB MPOTOHOBOIO Hacoca.

- ANA YMeHbLUEeHNA NMPOTENHYPUN U JIEHEHUNA a TepmaanoFi r’MNepToHnn NMpUMEHATb MHVFI/I6I4T0pr AN
7 6}10KaTOpr peuenTopoB aHr'MOTEH3NHaA Il, obnagarowmmm HerpOI'IPOTeKTMBHbIMM CBOUCTBAMMU.

- Npy pUBPUNNALMM NpeaCcepAMM NPOBOANUTL AHTUKOATYAHTHYIO Tepanmio BapdaprHom.

- B CJ/lyda€ pa3B1THUA TepMMHa}'IbHOl‘/‘i noYeyHom HEAOCTAaTOYHOCTH Y NMaUMEHTOB C b® neuyeHune
remMogmanansom n/vnm TpaHCMJIaHTaUMO NOYKU.

- C aTpMO-BEHTPUKYNAPHOM 6/10KaZJ0M MMNNAHTaLMA BOAMTENA PUTMA, @ NPU HAJIMUMM YT POXKAKOLLMX
KM3HU apUTMKM - KapamoBepTepa-AedubpuanaTopa B COOTBETCTBMM C pa3paboTaHHbIMU
KNMHUYECKMMM PEKOMEHJALMAMM 1A IeYeHMA AaHHOM NaTo/1I0rmu.

(- No XenaHuo NauueHTa c b yAaneHne aHrMoKepaTom C NOMOLLbIO aproHOBOIo Jla3epa.)




MoHUTOpUpOBaHMeE NayMeHToB C 6os1e3HbI0 PabpM.

Hcxoamo K K
Hccaexyemblll moKasaTeab (m no Ha9aIa oo i ol Kaxabie
6 mec 12 mec

®37) 36 mec

AHaMHe3, KTHHHYECKHIH
cTaTyc
Ouenka 6011 (BH3yaTbHO-
AHATOroBad IIKAJIA OLCHKH OOTH)
OmpeneeHHe aKTHBHOCTH (pepMeHTA
n JHK-anarsocTuka
MuxkpoaIp0yMHHYPHA' NPOTCHHYPHA
Pacuernaa CK®
SKT
DxokapaHorpapua
XoATepOBCKOE MOHHTOPHPOBAHHE
MP-tomorpadus roIoBHOIO MO3ra
MPT cepana
DneKTpoHeHpoMHOrpadua
OcMOTp OKyIHCTA
AyanorpamMma
OOmuii # 0/X aHATH3 KPOBH
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Kputepumu
OLEHKM KayecTBa
Me INLMHCKOMU
MOMOLLM

Kpurepyur KadecTBa

OLeHIa
BB INIOJIHeHMUA

IIpoBeneHO OIpeaerieHHe aKTHBEHOCTH ATAJI B ITITHAX KPOBH, BBICYLIIEHHBIX
Ha PHILETPOBAILHOH GyMare HiTH B JIEHKOLHTAaX KPOBH BCEM ITaLHeHTaM
MYZKCKOIO IToN1a (B TOM QHCIIe H Ha JOKJIIHHHYeCKOH CTazHH) 15
ITOATEPXAEeHHs1 AHArHO3a

Ha/HeT

IIporeneHOo BCeM ITALHEeHTaM ¢ KIIHHHY eCKOH KapTHHOH B® - orpeneneHHe
KOHLIEHT paLHH IMoGoTpHa ozHiIchHHTozHHA (Lyso-GB3) B ITsITHaxX
BBICYLLIEHHOH KPOBH HITH ITIa3Me KPOBH AJI51 GHOXHMHYECKOTO
IMOATBeP:KAeHIsT JHATHO3a H ITepel HazHadeHHeM ¢ epMeHTHOH
2aMeCTHTeJILHOH TeparHH

Ha/HeTt

IIpoBeneHO MONEKYIISIPHO-TeHeTHYe CKOT0 HCCIIeAOBaHH 1 151 BCeX
ITALHEHT OB CO CHIDKEHHOH aKTHBHOCTBIO pepmMeHTa AT ATI H AJIS1 JIHLL
SHEHCKOIO ITONa IMPH KIIHHHYECKOM ITOA03peHHH Ha BP H rpH HaAIHYHH
POACTEEHHHKOR ¢ B® B pOAOCIIOBHOH: BEBIRJIEHHE MyTaLlIH B reHe GLA,
KoAHpyIoneM AL ATI A5 IMMoATBEPsEAeHH: JHAarHo2a Ha MOJIEKYJISIpHO-
reHeTHYeCKOM YPOBHE Y MY>KSHH CO CHIDKeHHOH aKTHBHOCTHIO (hepMeHTa H
JUIs1 SKEHILHH € KITHHHY €CKHMH ITPH3HAKaMH B HITH poACTEeHHHKOR
rpoGaHAa IO MaTepPHHCKOH JIHHHH

Ha/Het

HazHa4geHa ¢ epMeHTHAas1 2aMeCTHT e/IbHas1 TepartHH ¢ IIpHMeHeHHEM
araJcHzazbl 6eTa B Jo3e 1 MIVKI HIIH ararnicHzazel anbkda B A03e 0,2 MI/Kr
ITaLHEeHTaM ¢ YCTaHOBRJI€HHBIM AHAarHozoMm B® B BHAe B/B HHPpy3HH 1 paz B 2
HenerH (IpH HAJIHSHH ITOKa2aHHIH)

Ha/Het

IIporeaeHa KOHCYJILTALHs1 Bpada-reHeTHKa 151 CEMbH ITALHEeHTa ¢
YCTaHORJIEHHBIM AHArHo2o0M B®

Ha/HeT

Hponenel—[a KOHCYNETALFS-BEPAtia-rieAHaTpa ¢ YCTAHORJICHHBIM JHATHO30M
B® ecimH OHH He IMPOBOAHNIOCE B IPEeANISCTEYIOIHE 6 MeCsILIeR

Ha/Het

IIpoBeneHa KOHCYNIBT AL Bpata-TeparepTa s ITaLHeHTa crapire 18 net ¢
YCTaHOBJIEHHBIM AHArHo20M B® ec/IH OHH He IPOBOIHIIOCE B
MpeANIeCTEYIONHE 6 MECSLIER

Ha/HeTt

Hponenel—[a KOHCYNETALFS-BEpaia-KapaHQIora 4Jis IarHeHTa ¢
YCTaHOBJICHHBIM JHArHO30M B® ecllH OHH He IIPpOBOJHIIOCE B
IPpeINIeCTEYOLHE 6 MecCsILeR

Ha/Het

IIporeneHo 3XOKapAHOTpadHs1 IpH MeppHYHOM 06CIeOBaHHH H flajliee He
pe:xe 1 paza e 12 MecsIer

Ha/Het

10

IIporeneHo SKI' (12-kaHarNbHas) ITPH ITepEHYHOM O0CNeOBaHHH H Jariee He
pe:xe 1 paza e 12 MecsLeR

Ha/HeT

11

IIpoBeneHO XONTepORCKOe MOHHTOPHPOBAHHE IPH ITePBHYHOM
oGcnenopaHHH H Jariee He peske 1 paza B 12 MecsiieR

Ha/HeTt

12

IIporeneHo MPT cepiLa (TIpH ITepBHYHOM O0QIIeAOBaHHH H Jariee He peske 1
paza B 12 MecsdALeR) IUIs1 CEOSBPEMEHHOIO BbIIRIIEHHSI H/HIIH MOHHTOpPHHT a2
KapAHONOTHY €CKHX HZMEeHEeHHH

Ha/HeT

1

W

IIpoeeneHo MPT rolioBHOro MO2ra IpH ITepEHYHOM O0CIeAOBaHHH H He
pesxke 1 paza B rog B cIy4ae, eclIH H3MeHeHHs1 ObIIH BbIIBJI€Hb] 10 Havarna
@ 3T HIH He peske 1 paza B 36 MecCsLeR, eCciTH H:2MeHeHHs1 ObUTH BbIIRJIeHb]
rmocne Ha4gana P 3T

Hda/HeT

14

IIporeneHO HCCIIeAOBaHIA YPORHs1 0elIka B MOYe H H3MepeHHEe pacueTHOH
dopnynbl CK® 1pH ITepBHYHOM 00CneoBaHHH H Aanee He peske 1 paza e 6

MECALIER

Ha/Het




[lporHos

~ [pn cBOoeBpeMeHHOM AocTtyne K 3T, HagnexallemM MOHUTOPUHre
6071€3HU U COBNOAEHMM BPAYEOHbIX PEKOMEHAALIMM POrHO3
6.1aronpUATHbIN.

~  eHuwmHbl ¢ 601e3HbI0 Pabpu MOryT UMETbL AETEWN.

- HepaBHee nccnegoBaHMe NoKasaso, YTO HEKOTOPble CUMMATOMbI 60J1IE€3HM
®abpn MOryT OC/NIOKHMUTb TEYEHME BEPEMEHHOCTU M NOCNIEPOA0BOM NEPHOA
(60ne3HEeHHblIe CMMNTOMbI CO cTopoHbl KKT, akponapecte3sun, NpoTemMHypus,
roNIoBHble 601 1 NOCNepoAoBana Aenpeccus).

~  XOTS KM3HEYrpoXKarLMX 0CNOXKHEHNN BEPEMEHHOCTM U POAOB HE 6bl10
BbIAB/IEHO, OblJI0 MOKa3aHO CTaTUCTUYECKM 3HAUYMMOE YBESIMYEHME HaCTOThl
Pa3BUTMA FTMNEPTEH3NU Cpean BEPEMEHHbIX XEHLWMH C 60s1e3HbI0 Pabdpu.
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