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CornacHo 0pUIIMAIBHON CTATUCTHKe, B POCCUIICKON
denepanyu (P®) yacToTa BpOXKAEHHBIX M HACJIEACT-
BEeHHBIX 3a60sieBaHui (BH3) y HOBOPOXKIEHHBIX COCTaB-
JseT 4-5%, a UX (BKJIaZ» B CTPYKTYPy MJIaJIeHYeCKON
CMepTHOCTHU JocTuraeT 35-40%. Exxeronso B P® Ha 1000
HOBOPOKJEHHBIX Ipuxozutca 40-50 gerteit ¢ BH3.
OO61ee YHCIJIO BIEpPBbIe 3aPETUCTPUPOBAHHBIX OOJIBHBIX
C BPOXKJEHHBIMU aHOManuAMu B Poccuu B 2005r. moc-
Turao 250 Teic. Jletu ¢ BH3 3aHuMaioT okoJio 30% Koek
B JIeTCKUX CTallMOHapax, IIpuYeM CpeJu HUX BeJIuKa
JIOJ1s1 GOTBHBIX MyK08ucludozom (MB), KOTOPBIIL ABIAETCS
COITMAJTPHO 3HAYMMOU MeJUITMHCKON MTPO6IeMOH.

W3 MeIuKO-CcOIMaabHBIX O0CcOOeHHOocTelr MB ciie-
JlyeT OTMEeTUTh HU3KYIO IPOJOIKUTENIHLHOCTD KU3HU
OOJIPHBIX; WX PAHHIOI U IMOKU3HEHHYI0 WHBAJTUIU-
3aIUI0; He0OXOMOCTh ITIOCTOAHHOI'O IIPOBeJIeHU Jie-
YeOHBIX U PeabMINTAIIMOHHBIX MEPOTIPUSATUM, aKTHUB-
HOTO JUCIIAaHCePHOTO HAOIIOIeHU; IIPOOIeMbI paHHe
JUATHOCTUKY; IIOJMMeJIUKaMeHTO3HOoe JIedeHUe; J0-
POTOBU3HY >KM3HEHHO Ba)KHBIX MeJJUKaMeHTOB; 00s13a-
TEJILHOCTH O0YYaIOIIUX IPOTPAMM.

MB — MOHOTeHHOe HaCJeZICTBeHHOe 3a00JieBaHIe
C ayTOCOMHO-PeLeCCUBHBIM THUIIOM HacCJeJOBaHUA,
HauboJiee pPaCIpOCTPaHEHHOE CpeaU JIUI[ eBpOoIeo-
UJIHOW pacbl. MB — KHUCTO3HBI (UOPO3 TOKeTy-
JIOYHOM 3KeJsie3bl (Mucus — cau3b, viscidus — BA3KUMN) —
3abojieBaHMe C IIOJUOPraHHON MaHUudecTamue,
nMelollee BBICOKYIO MeIMKO-COIUAIbHYI0 3HAYMOCTh
B pAJie CTpaH, BkJo4Yasa Poccuio.

[MpuuuHOYt MB ABIAIOTCA MyTalluu reHa TaK Ha-
3bIBAEMOTO MYKOBUCIMZIO3HOTO TPaHCMeMOPaHHOTO
peryssaTopa npoBoauMocTy (MBTP), KOTOPBIT OBLIT BBI-
JeJIeH M JIOKaJIM30BaH B 1989 ., 4TO CII0OCOOCTBOBAJIO
TOYHOU JJUAaTHOCTHKe, OIlpeJieJIeHNI0 HoCuTesel reHa
U 06eCIIeIrI0O BO3MOKHOCTD IOPOIOBOM AUATHOCTUKYU
U CKpUHUHTA.
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Ha cerozpus BeIABIeHO Oojiee 1200 MyTaIuii TeHa,
OTBETCTBEHHBIX 3a pasBUTHE CMMITOMOB MB, u3 ko-
TOPBIX OOJIBIIMHCTBO SABJAIOTCA PEIKUMU WU JaKe
VHUKAJIBHBIMU. Y 60JIbHOIO MB MOryT GBITH 2 OfMHa-
KOBbIE WJIY 2 pasHble MyTanuu. Mytanuu reHa MBTP
HOoAPasfeaal0T Ha KJAcChl B 3aBUCMMOCTH OT THUIIA
U TAKEeCTU IepBUYHOIO IOBpeXxJarolero sg@exra.
Myrtanuu reHa MBTP npuBofAT K HapyILIeHUIO CUH-
Te3a 6eJsika, (GOPMUPYIOIIEro XJIOPHBIA KaHAT B MeM-
OpaHaX 3MUTeJTUATbHBIX KJIETOK, Yepe3 KOTOPHIH IPo-
HUCXONUT IACCHUBHBIN TPAaHCIOPT HMOHOB xJopa. Eciu
06a popuTessA reTepPO3UTOTHEI II0 AHOMAJIFHOMY T'eHY
U, CJIEIOBATEIBHO, ABJANTCA JUIIb €0 HOCUTEeNIAMY,
BepPOATHOCTH POXKAeHUs pebeHKa ¢ MB paBHa 25%.

IIpy MB mopakeHbl BCe XMU3HEHHO BasKHbIe Op-
TaHbI U CUCTEeMBI, IIPeK/Ie BCETO — CIM3e00pasyIoe:
OpOHXOJIeroYHas, renaToOUInapHasd, KeJIyIOIHO-KU-
mevHbId TpakT (KKT), momxkesrynodHas »ejesa, ypo-
TeHUTAJIbHBIN TPaKT, IJe BA3KOCTb CEKPeTOB 3aTPya-
HfeT WX 2BaKyaluioo. B GOJBIIMHCTBE CIydaeB OeTU
MMeIOT COXPAaHHBI MHTEJIEKT, IIOCEea0T OObIYHbIe
JIOIITKOJIbHBIE U 00INe06pa3oBaTeIbHbIe YIPEKIeHUS,
HO UX 00pa3 >XKU3HU OTIMYAeTCs OT 00pasa KU3HU
JIPyTux JeTell. BoliendI0T 3 OCHOBHbIe KJIMHUYECKUe
(opmer MB:

® cMemaHHYIO — ¢ mopakeHueM KKT u 6ponxoste-

TOYHOU CUCTeMBI (78—80% GOJIBHBIX);
® [peMMyIecTBeHHOe IMopakeHHe Jerkux (15-
20%);

® npeuMyinecTBeHHOe nopakeHue KKT (5%).

OnucaHbl TakXe cTepThle POpMBI 3a00JIeBAHUA,
BBIABJIAIOIINECA Y B3POCIIBIX.

BeIZies1A10T 2 Ilepuojia PesKoro NOBBIIIeHU I BIKU-
BaeMocTu GosbHBIX MB B CaHKT-IleTepOypre: mocie
2000 r. u mociyie 2004-2006 rr. CpefHAA IIPOLOJIKU-
TEJILHOCTH JXKU3HU 6oybHBIX MB B CaHKT-IleTepOypre
yBenumniaach ¢ 15 jet B 2000 r. 1o 24,4 roga B 2008 T.
Poct oxujgaeMoll NpPOJOJKUTEJBHOCTH KU3HU
60.1pHBIX MB pacTeT u3 roga B rofi B CBA3U C pacIIupe-
HUEeM 3HaHWUU O IaToreHese 0OJIE3HU U YJIy4YIIEeHUEM
TIOMOIIY GOJBHBIM (Ta0IL. 1).

CBOeBpeMeHHO IIOCTaBJIeHHBIN JMarHo3 BHOCUT
ACHOCTh B IIOHMMaHUE DOJUTENAMU COCTOAHUA pe-
OeHKa, IO3BOJISIET CeMbe BOBPeMs aJalTHUPOBATHCS
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Tabnuua 1

JMHamuKa BbiXXMBaemocTu 60sbHbIX MB B CaHKT-MeTepbypre

B 2000-2008 rr. (no aaHHbIm T.E. lembuuKoi,
WUHCTUTYT NyAbMOHOMOr M)

lon CpeaHAsA NPpOAONKUTENbHOCTb }XU3HU, FOAbI

2000 15

2002 21,8

2003 22,25

2004 22,5

2006 21

2008 24,4

Tabnuua 2
Boiaensemoctb MB B CaHkT-leTepbypre 3a nepuog 2006-2009 rr.
Moka3arenb 2006r. | 2007 1. | 2008r. | 2009T. | Bcero

Yucno cnyvyaes MB 2 3 3 5 13
B Tom yncne npum
HeoHaTaNbHOM CKpU-
HUHre (HOBOPOXAEH- 1 1 2 5 9
HblE)

K IpobyieMaM, CBA3aHHBIM C XPOHUYEeCKUM 3a00JeBa-
HUeM, IIPeJOTBPAaTUTh KpPYyIHbIe MaTepUaJbHbIe 3a-
TpPaThI Ha JIeueHUe OCJIOKHeHU! MB, pemuTs BOIIpOCkI
JIOpOZOBOM auarHocTuku MB mpu mocienyromux Oe-
PEMEHHOCTAX.

OnuH U3 Ba)KHBIX METO/I0OB paHHel! JUarHOCTUKU
MB, onpezaenAoIX CBOEBPEMEHHOE HAa4yaJIo Tepalluu,
YTO, B CBOIO OYepe/lb, CHOCOGCTBYET YBeJIMIeHUIO IIPO-
AOJIKUTEJIBHOCTU U YJIYUYHNIEHWI0 Ka4dyeCTBa XHU3HU
OOJIbHBIX, — MaCCOBBIN CKPUHUHT HOBOPOXKAEHHBIX,
KOTOPBIN C yCIIeXOM IIpUMeHsAeTCS B IocjaefHue 2 Jie-
cATUJeTUA B pAfe cTpaH 3amagHoit EBpomsbl
u CeBepHOU AMEepUKM.

B Cankr-IleTepbypre amarHoctuka MB mpoBo-
JUTCA IO pa3pabOTaHHOMY aJITOPUTMY (CM. PUCYHOK).

B cBsa3u ¢ BBesieHueM B CaHKT-IleTepOypre o6s13a-
TeJIbHOI'O HEOHATAaJIbHOI'O CKPUHUHTa HOBOPOXKI€HHBIX
Ha MB B 2006-2009 IT. C MCIIOJIb30BAHUEM CKPUHU-
pyolero Tecta Ha KoHLeHTpanuio VPT B cyxoM IATHe
KaIWUIAPHOU KPOBU 00CefoBaHO 156 380 HOBOPOXK-
JeHHBIX. 32 3TOT IePUOJ, BBISABIEHO 13 GOJILHBIX, YTO
JlaJio IpeiBapUTeJIbHBIN IOKasaTelb 4YacTOThl MB —
1:11170 HOBOPOXKI€HHBIX.

Ilo pmaHHBIM MeaUKO-TeHETUYECKOI'0 IleHTpa
CaHkT-IleTepbypra, eXerogHo B TOPOZe BBIABIAETC
oT 1 0 5 HOBOPOXK/IeHHBIX ¢ MB (Tabut. 2).

[IpemoTBpameHue poxxJeHUs geteit ¢ MB ¢ wmc-
TI0JIb30BaHUeM IIpeHaTaJbHOM AuarHoctuku (I1[]) aB-
JIeTCA eJUHCTBEHHBIM MeTO/OM IpoduiakTuku MB.
DTO OfHO M3 CaMbIX IIPUOPUTETHBIX HallpaBJIeHUU
B MeJMIIMHCKOM reHeTuKe. ECiiu B ceMbe yxe MMeeTCsA
GOJIBHOI C TAaHHOM MATOJIOTHEMH, Yalle BCero MpHu BcexX
MOCJIe AYIOMUX OepeMeHHOCTAX COXPAaHAETCA BEICOKUHT
PHICK IIOBTOPHOTO POXKAEHUs OOJIBLHOro peGeHKa, 4TO
ompesieiAeTCA TUIIOM HacJIeIOBaHU:A 3a00JIeBaHUA,
PUCK PAacCYUTBLIBAETCS BPAYOM-T€HETHUKOM. B 3azaum
I1[] BXOmAT: BBIABJIEHMe Y ILJIOZA TXKeJIONM HacJeACT-
BEeHHOH WJIM BPOXKJEHHOU IAaTOJIOTUH; BhIPAabOTKa pe-
KOMEH/IAIIN TT0 TAKTUKE BeZleHUs 6epeMeHHOCTH; Me-
JUKO-TeHeTUYeCKOe IIPOTrHO3MPOBaHUEe OyAyINero Io-
TOMCTBA; IIOMOIIbL B IIPOBEJEHUU HOBOPOXAEHHBIM
CBOEBPEMEHHBIX TPOPUIAKTUYECKUX U JIeYeOHBIX Me-
ponpuaTHil. 3a nepuog, 1993-2005 rT. B 449 ceMbAX
BBICOKOTO pUcCKa Imo MB ObLia npoBezsena I1[, u B 122
cJIydasax MOATBepXKJeH auaruno3 MB y miioza.

OmHOU W3 Ba)KHEHIUX 0ocoOeHHOcTelr MB aBjd-
eTCsI HeOOXOMMOCTD JIedeHU I B TeUeHVe BCell KU3HU.
D PeKTUBHOCTb Tepalliu U, CJIeloBaTeJIbHO, IIPOTHO3
3aBUCAT OT PaHHEH AMarHOCTUKY 3a00JIeBaHUA U CBOE-
BpeMeHHOI ITOCTaHOBKU 60JbHOrO MB Ha yuer.

Bosiee 30 jieT Hasaz ObLIU 3aJI0KEHBI OCHOBBI JIe-
yeHUA OOJBHBIX MB, IpUHATHIE U CETOAHA B COOTBET-
ctBuu co «CTaHZAPTOM MeJUIIMHCKOU IIOMOIILU
GOJIBHBIM C KUCTO3HBIM (HUGPO30MD.

CeromHsa 0CO0eHHO Ba)KHA CBOeBpeMeHHas MeJUKO-
COIMAJIBHAA TOMOIIb 60JBHBIM MB, KoTOpas yiry4miaer
KauyeCTBO JKU3HU KaK CaMUX OOJIBHBIX, TAK U CEeMbU
B 1esioM. bosbHbIe MB HYK/Ja10TCA B KOMILJIEKCHOU Me-
JUITMHCKOM IIOMOIIM IIPY aKTHMBHOM y4acTHH Bpaydeil
Pa3HBIX CIIEINATBHOCTEN M COLMATBHBIX PAaOOTHUKOB.
Biaromaps akTUBHOU paboTe POCCUMCKUX IeHTpoB MB
(MockBa, CaHKT-IleTepOypr), UX TeCHOMY B3aMMOJEM-
CTBUIO C acconuanuaMu mo MB B mociaesHue rofbl 3Ha-
YUTeIHbHO M3MEHIJIOCH IIOHUMaHue mpobieMsl MB Me-
JUITMHCKUMU DPAaOOTHUKAMHM M OPraHM3aTOPaMU 3[pa-
BOOXPAaHEHM; HA OCHOBE HAKOILJIEHHOI'O OIIbITA COBEp-
IeHCTBYeTCA CUCTeMa MeJMKO-COIIMaJIbHON ITOMOIU
60pHBIM. CeTh PeCcIyOJMKAHCKUX U PerMOHAJIBHBIX
neHTpoB MB pacmupsercs — ceityac ux B PO Gosee 20.
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B 1997 r. 661 IPUHAT 3aKOH «O IIeJIeBBIX IIPO-
rpammax CaHKT-IleTepOypra». OpraHaMy TOPOACKOU
BJIACTU Pa3paboTaHEI 2 IeJieBble MeAVKO-COIMaIbHbIe
nporpaMMbl «/leTU-UHBaJN/AbI», OCHOBHBIMU 3ajia-
YaMU KOTOPBIX ABJIAIOTCA CHUKeHUe YPOBHA JeTCKON
WHBAJIUHOCTY; KOMILUIEKCHAs PeabUINTAIUA JeTel
B Bo3pacTte oT 0 70 18 jieT ¢ OTKJIOHEHUAMU OT HOPMBI
B PasBUTUH; COIIMAIbHAA IOA e P>KKa ceMel, UMeIoI X
JleTell-MHBaIU/0B. Pe3ysbTaTOM pealusaliiy IeeBbIX
MIPOTPAaMM CTajIU: CO3LAHUE IIeHTPOB peabrINTAIlIU
JUI ZleTell ¢ OrpaHUYeHHBIMU WHTeJJIeKTyaJlbHbIMU
BO3MOXXHOCTAMU, MoOjejell JOMallHero COIPOBOX-
JIeHUA ¥ COIIMAJIbHOTO IIaTPOHAXa, CJIYXO Qusmde-
CKOU KYJIBTYDbI; PAa3BUTHE CJIYKO PeabUIUTAIINU JJIA
JleTell M IMOAPOCTKOB C OTPAaHMYEHHBIMU BO3MOKHO-
CTAMU; OPTaHU3AUMA KPUSUCHBIX CIYXKO IId ceMel
C JeTbMU-UHBAJIUIAMY, B KOTOPBIX PabOTAIOT IeJaro-
TU-TICUXOJIOTH, COIJMAJIbHbIe IIefarory, JOroIeAsl, Ae-
(pekTONIOTH, BaJICOJIOTH, BpadMd M Apyrue clelua-
JucThl. Ha jleyeHMe ¥ peabUIUTAINIO IPUHUMAIOTCA
neTu oT 3 110 18 jieT.

MeTo0M aHOHMMHOI'O aHKeTUPOBAHUA OIIPOILICHO
30 cemeli, umemux geteir ¢ MB. Bce onpormeHHbIe —
JKEHCKOI'0 II0JIa, B OCHOBHOM — MaTepH B BO3pacTe OT
30 1o 40 JieT. BONBIIMHCTBO PECIIOHAEHTOB MMEIOT
CcpefHee CIleIMAJILHOE OOpa30BaHUE, COCTOAT B Gpake
63,3%. BOJIBIIMHCTBO aHKETUPYEMBIX OTMETUJIU, YTO
Opak IoCje pOXAeHUs OOJBHOTrO pebGeHKa coxpa-
HWJICA, ONHAKO Y HEMaJIo CJIy4yaeB pacmaja Opaka
u3-3a poxZeHUs pebeHkKa ¢ MB. Biarogaps cBoeBpe-
MEeHHOH JUarHOCTHKe auarHo3 MB 6oJiee yeM B I10JIO-
BHHE CJIyJaeB IIOCTaBJIeH JEeTAM B Bo3pacTe 7o 1 roja.

Bosiee OJIOBUHBI poJiUTe/Iell OlleHUBAIOT JleyeHe
pebeHKa KaK OYeHb JOPOTOCTOsAIIee U He UMEIOT BO3-
MOKHOCTU €ro 00ecCIeuuTb, TaK KaK HYXKHBI IIpela-
PaThI B OOJIBIINX KOJIMYECTBAX, IOXKU3HEHHO U HelIpe-
PBIBHO. YCTaHOBJIEHO, YTO MaTepUaJIbHbIe IIPOOJIEMbI
UMeIOT GOJIBIIMHCTBO pozpuTeseil. 80% OIpPOIIeHHBIX
OIleHUJIM CBOU >KMJIMIIHBIE yCJIOBUA KaK YaCTUYHO
YAOBJIETBOPUTEIbHBIC I HEYIOBJIETBOPUTEIbHBIC.

o poxxeHus pebeHKa ¢ MB 6OJIBITUHCTBO CeMeM
MIJIaHUPOBAJIM UMeTh 2 JleTel. Ha Bompoc, u3MeHU-
JIOCh JIM pellleHde OTHOCHUTeJIbHO JaJbHeUIIero JeTo-
POXJeHHUA B CBA3U C BO3MOXXHOCTBIO JOPOJOBOM AUAT-
HOCTUKMU, 46,5% PEeCIOHIEHTOB OTBETUJIU II0JIOXKU-
TEJIbHO (OHU PeIlNIN 00513aTeIbHO POSUTH 340POBOTO
pebeHKa); He IUIAHUPYIOT JaJIbHelIee IeTOPOXKIeHIe
46,4%. JJOBOJBHBI Pe3yJIbTaTAMU JledeHUs pebeHKa
TOJIBKO 26,7% poauTeseli, GOJIbIIMHCTBO YKa3aJIu, YTO
pebeHOK OTCTaeT B pa3BUTUU. 50% OIPOIIEHHBIX OIle-
HUBAIOT Ka4eCcTBO PabOThI MezcecTep KaK HeyJOBJIe-
TBOpUTeJIbHOe (0 6aJUIOB IO 5-GaJILHON CHUCTEME).
OCHOBHBIMU IIPUYMHAMU HEYJOBJIETBOPUTEIBHOTO Ka-
yecTBa PabOTHI, IO MHEHUIO PECIIOHJEHTOB, ABJIA-
I0TCA: GOJIbIIAs HATPYy3Ka MeJicecTep; HECOIJIAaCOBaH-
HOCTb B paboTe MeJUITMHCKOro IepcoHasia; 6ypHo pas-
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BUBIIasACA OpuragHasa popma opraHu3anuu Tpyaa, Ko-
Topas IpefycMaTpuBaeT CeCTPUHCKYIO aBTOHOMUIO OT
Bpavyel, MPUBOAAINYI0 K COKPALIeHUI0 YUCJIeHHOCTU
IlepcoHaja B IITATHOM PAacIMCAHUU YUpPeXKJeHU:A U,
cJleJloBaTeIbHO, K MUHUMAaJIbHOMY KOHTaKTy MeJce-
CTPBI U IaIleHTa.

Besnnka pojib 3JOPOBOro KJMMaTa B ceMbe, B KO-
TOPOU pacTeT UHBAJIUZ C AeTCTBA. IIpu NOABJIeHUN pe-
OeHKa C HacJle[CTBeHHBIM 3a00JIeBaHUEM B CeMbe
pacTeT HaNIPAKEHHOCTD, YXYAIIAeTCA COLUAIBHO-IICH-
XOJIOTUYeCKUM KimMmar. [lo JaHHBIM aHKeTHUPOBAaHU4,
TocJie poXaeHus pebeHKa ¢ MB OTHOIIIEHUS B CeMbe
OCTaBaJIUCh XOPOIIMMU, TeIJIBIMU, XapaKTepu30Ba-
JINCh CIIOYEHHOCTBIO Y B3aMMOIIOHMMaHueM B 40%
ciydaeB; B 36,7% ceMell ObLIM HeHTPaJbHBIMU,
u B 23,3% — KOHGIUKTHBIMU. [laTojorusa pebeHKa
MIPUBOAUT K JIOTIOJTHUTEJIBHOU CTPeccoBOM HarpysKe
Ha pojuTesiell. XapaKTepHbl IOBBINIEHNE BbIPaKeH-
HOCTH YYBCTBa IleYyajd, yMeHbIIeHHe WHTepeca
K BHeITHeMY MUpY; Mcye3aeT FOTOBHOCTb aKTUBHO pe-
maTth MpoOJeMbl C OpHUeHTaIlued Ha Oyayuiee.
OrHolleHUe K 6oJie3HU pebGeHKa GOJBIIMHCTBO pec-
IIOH/IEHTOB OIIeHWJIM KaK TpeBO)kKHoe. He 3Ha#A, 4TO
aTa 60JIe3HB IIepeJaeTCsA TOIBKO 0 HaCJIeICTBY, JIIOAHN
0I1acaroTcs ObITh UHOUITMPOBAHHBIMU U IOABEPTHYTh
OIIACHOCTHM CBOUX JeTel, HaXOAAIMMXCA B KOHTaKTe
¢ 6osbHBIMU MB. B pe3ysibraTe maniueHThI CTECHAIOTCS
3a00JIeBaHUA, CKPBIBAIOT CBOUM JUATHO3, YTO MeIIaeT
UM BeCTH IIOJHOIIeHHYIO KU3Hb. AHKeTHpOBaHUe II0-
KasaJio, YTO CKPBIBAIOT OT OKPY:KAIOIIUX AUATHO3 pe-
GeHKa GOJIBIITMHCTBO PECIIOH/IEHTOB.

C moMoIIbsI0 AaHKeTUPOBAHHOTO OIIpoca ObLIY oOIpe-
JleJIeHb] yPOBeHb CAMOCTUIMATU3AIIUY POAUTENeH 1 UX
OTHOIIeHWe K 0oyie3HM pebGeHKa (rped.. CTUIMa -
KJIeiMO, oTMeTuHa). [IoHATHe «CaMOCTUIMaTU3aIUA»
OTpa)kaeT WHJUBUYaJTbHbIE IIepeKUBAHUA OOJLHOTO
U popuTeNel, UX peaKIHI0 Ha IPOABIEHUA 0OJe3HU
U CTaTyC B OOIIeCTBe, a TAKXKe Ha IIPOBOJUMOE JIeIeHHe.
Bce onporieHHbIe COVIAIIAINCH C TEMU WX UHBIMU YT-
BePXKIEHUAMU aHKEThI, YTO CBHUZETEJbCTBOBAJIO O Ca-
MOCTUTMAaTU3aIUY ¥ HU3KON CTUTMAYCTOMYUBOCTU PO-
IuTeell. MaKCUMaJIbHBIMU OBLIM IIOKa3aTeJH COIIU-
AJIbHOM M30JIALNYU U OTUYK/IeHHOCTH.

AHanIu3 COCTOAHUA MeAUKO-COIMaJbHOM IIO-
Mol OOJIBHBIM C HacJeJCTBeHHBIMU 3a00JeBa-
HUAMU Ha npuMepe MB mokasaji, 4To, HeCMOTPA Ha
HayaJio peanusdanuu ¢ 2006 r. B Ca"kT-IleTepOypre
KOHIENIIUY PasBUTHA COIMAJIBHON cdepsl, IIpejJa-
raemMble YCJIYTU IO COIMAJBHON peabUIUTAIUU
JIeTeyi ¢ MB 3ayacTyio He JJOCTUTalOT CBOeU LieJu.
BosbHble MB, 0COGEHHO JOCTUTIINE COBePIIeHHO-
JleTHs, He UMeIOT dJIeMeHTapHON coluaJIbHOU 3a-
IUTHI. YCTAHOBJEHBI NPOGJIEMBbI pPOIUTENeH,
UMeIoNUX OOJILHOIO pebeHKa: »XKWJININHBIEe, (DMHAH-
COBBbIe, IICUXOJIOTUYeCKUe, COIlMaJbHble. BbhIABIeHbI
(akTOpBI, OTATOmIAOIIME )XKU3Hb 60JIbHOrO MB U ero

MEODHUHHOKRBAM
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CeMbU: COIMAJIbHASA U30JALUA, OTUYKJEHHOCTD.
[Icuxosoruyeckasi IMOMOIIL B YCJIOBUAX MeguKO-
TeHeTUYECKOTO LEeHTPA SIBJIAETCS O0053aTeJTbHBIM
KOMIIOHEHTOM MEeAUIMHCKON IIOMOIIU GOJbHBIM
¥ OPUEHTHPOBAaHA HA HUBEJIVPOBaAHUE HEOJATOIPU-
SITHBIX TOCJIEICTBUM CTpecca y POAUTesell B CBA3U
C poXKeHreM 60OJIBHOTO peGeHKa.

IIpepioxeHnuA

1. OpraHu30BaTh NaTPOHAK OOJIBHBIX MB Ha JOoMYy
C ILeJIbI0 BHYTPUBEHHON aHTUOMOTUKOTEpPAaINlUU, IIO-
3BOJIAIONIEN CHU3UTH PUCK PAa3BUTUA IepeKpPeCTHOU
UHQeKIIUM U 3aTpaThl pofuTesell Ha MeJUIIMHCKYIO
TIOMOIIIb.

2. /1714 OKaszaHUA IepPBUYHON IIOMOIIY POAUTEIAM,
BIIEpBbIe Y3HABIIUM O HapyIIeHUAX B Pa3BUTUU pe-
0eHKa, U yIy4IleHU A MeJUKO-COIIUAIbHON aJalITaI[uI
MO>KHO HMCIIOJIB30BaTh Pa3paboTaHHYIO KapTy CeCTPUH-

CKOI ITOMOIIM (CM. IpujIokeHue). [lepBUYHYI0 IOMOIIb
MOKeT OKasbIBaThb MeJiCecTpa € BBICHIUM 06pa3soBa-
HUeM, KaK CBA3ylolllee 3BeHO MeXJy IaIleHTOM
U BpadoM. 3a/ja4ya MeZCeCTPhI B JAHHOM CJIy4ae — IIpU-
BeCTU CeMbI0 K CTaAWM aJalTalluy, IIOMOYb HaUTuU
BBIXOJ] U3 CO3[ABIIEMCS CUTyaI[Uu, BLIPAOOTaTh Ha-
BBIKU OOIIEHUA C POSUTENIAMU.

3. Jlna noBblmeHUA 3G GeKTUBHOCTU PeryIapHOro
JUICIIAHCEPHOr0 HaOJIIoeHus 3a GobHBIMU MB B yc-
JIOBUAX MeJUKO-TeHeTUYeCKOIro IIeHTPa, YIy4IIeHUA
KOHTPOJIA 33 BBINIOJTHEHVEM BpavyeOHbIX Ha3HAUeHUH
U B IeJAX 6oJiee paHHEW AWATHOCTUKY HACJEACT-
BEeHHBIX U BPOXKJIEHHBIX 3a00JIeBAHUI HeoOXOZUMO
VIIYYIIINUTh UHPOPMUPOBAHHOCTE POJUTEEN OOTBHBIX
JleTell 0 BPOXK/IEHHBIX OOJIe3HAX, BO3MOXKHOCTU MeIU-
KO-TeHeTUYeCKOTO KOHCYJIBTUPOBAHUA U HEOOXOLU-
MOCTHU IIOCeIIeHWs Bpada-TeHeTHKa KaK M0, TakK
U II0CJIe POJIOB.

[Mpunoxenue

KapTta cecTpuHCcKoii nomowym

Npo6nema nauueHTa

BuAbl CECTPUHCKUX MEPONPUATUI

&~ W
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1 6e3bICXOAHOCTH CMOCOOHbI

CouwmanbHas nsonsauus
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C ApyrviMu 60/1bHbIMM

. Co3partb makKcMmanbHo 6narononquoe npe6b|BaHme nauuneHta B MegunKko-reHeTu4eCKom LLeHTpe
. OpFaHVI3OBbIBaTb OTAbIX NayneHTa: BOB/IEKaTb B UTPbl, TBOPYECTBO COBMECTHO C APYrMNK 60NbHbIMU

. Boigenutb gna pasrosopa C poauTenAammn 4OCTato4HO BPEMEHHU, 4TOObI OHM CMOMN Bblpa3ntb CBOU

Puck ognHovecTsa 1. BOWTM B NCMXONOTUYECKMNIA KOHTAKT C pOAUTENAMM
2. MpyHMMaTbL NaLMeHTa TaKMM, KaKO OH eCTb
3. [leMOHCTPMPOBATh NALMEHTY U CEMbE, YTO BAM MHTEPECHbI X PaccKasbl o cebe
4
5
[enpeccus, 1. YCTaHOBWTb NCUXONOTUYECKII KOHTAKT C 60/bHbIM
obycnoBneHHas 2
cTpeccom, 4yBCTBA, CTPaxu 1 6eCNoKONCTBO
NpPosBAAIOWARACSH

. 06cyanTb C CemMbeil 1 MaLWeHTOM BOMPOCHI, KOTOPbIE BbI3BA/IN Y HIX 03a604EHHOCTb
. OTBNI€KaTb OT MPaYHbIX MbIC/IEN, MPUBEKAs K AeATENbHOCTY B TOW MEPE, B KOTOPOW OHM Ha 3T0

o CTapaTbCﬂ BbIABUTb KPYT NHTEPECOB NayuneHTa N N3y4nuTb €ro BO3MOXHOCTN

. Momoub nauyneHty HaNTN BO3MOXHOCTb NMPUHATb y4acTue B Urpax n XxyaoxecrsBeHHOM TBOpYeCcTBe
.B 6ecep,e C poautTenamu nog4epKnBaTb CU/IbHbI€ CTOPOHbI U NONOXNTE/IbHbIE Ka4yeCTBa pe6eHKa

. MonbITatbca NOBbICUTD CaMOOLeHKY cembun, NO3UTUBHO OLLEHUB IUYHOCTb pe6eHKa B KOHLe 6ece,u,b|

. BOWTM B NCUXONOTMYECKNA KOHTAKT C POAUTENAMU

. Bbicnywatb pacckasbl poauTteneii o cebe n pebeHKe, NPosBNAsA NUHTepeC

. BoBneKatb poaunteneit B HenocpeacTBEHHOE y4acTue B accouuanmusax nomotim 6oabHsiM MB
. [loMmoyb pa3BuUTb y CeMbU YyBCTBO NPUHALNEKHOCTU K COLMANBHON rpynne

. O6yYnTb HaBbIKaM KOMMYHUWKaL MK, KOTOPble 6OIbHOM MOXET MCNOb30BaTh NPU 06LLEHNM

. OpI'aHl/I30BaTb OTAbIX NayueHTa: BOBNeKaTb B UTPbl, TBOPYECTBO COBMECTHO C APYrMMIN NauneHTamu

. Co3paBarb TepaneBTUYeCKME OTHOLIEHNA C 60nbHbIM. [OKa3bIBaTb NONOKUTENLHOE OTHOLIEHME
K HUM, HE OrpaHU4€eHHOE HNKaKNMU yCNoBUAMNU

. OTHOCUTbCA C NOHUMAHNEM K poantTenam, 60ﬂbHOM\/ N NX BO3SMOXHbIM HEFATUBHbIM peaKkLnAam

. BbliennTb Ans pasrosopa 40CTaToO4HO BPEMEHMU, YTOObI POAUTENI CMON BbIPa3uUTb CBOW YYBCTBA,

HapyweHHas 1. BOWTM B NCUXONOTMYECKUI KOHTAKT C 6ObHbIM
CaMoOLeHKa, 2

nposBasLanca 3. MposABUTL MHTEPEC K 60/IbHOMY KaK K IMYHOCTU
CHUXEHHbIM 4

HacTpoeHrem CTpaxu 1 6ecnoKoncTBo

MooLLpsATh }eNaHne CeMbU OTKPbITO TOBOPUTHL C MEACECTPO O CBOMX NePeXUBaHMUAX

. B 6ecene ¢ poautensimm nogyYepKuBaTh CUIbHbIE CTOPOHbI 1 MONOXUTENbHbIE KadecTBa pebeHka
. CTMynnpoBartb y4acTie B rpynnoBbiX BUAAX AeATENbHOCTM

. lloMmoyb poauTENsIM BbI3BaTb TO, YTO OHM XOTeNM Obl U3MEHUTL B cebe

. OnpefenuTb NPUOPUTETHBIE LLEHHOCTN BOILHOTO U AienaTb Ha HUX aKLEeHT Npu Geceae

0. OpraHu3oBarb 0T/blx 60/IbHOTO: BOB/EKATb B UIPbl, XYA0XECTBEHHOE TBOPYECTBO BMECTE

Ne 4 2014



NMPOGDECCUA: TEOPUA W M RPATCRZIGN

MEDH

PekomeHayemas nuteparypa

Avnama3ssH 3.K., baparos B.C. [lpeHatanbHas guarHoctu-
Ka HacnefCcTBEHHbIX WU BPOXAEHHbIX OonesHeii. YuyebHoe
nocobue NS CTYAEHTOB MeLULMHCKMX BY30B. —M.:
ME/npecc-uHdopm, 2006. — 416 c.

bapaHos B.C., PomaHeHko O.[1. Ponb npeHaTanbHoOM gnar-
HOCTUKWN B CHUXEHUWN YMCNA BPOXKAEHHbBIX MOPOKOB Pa3BU-
TUA W HacneAcTBeHHbIX 6one3Heir B CaHKkT-leTepbypre.
CoBpeMeHHble TeXHONOrUM NPOodUNAKTUKM HaCcneacTBEH-
HbiIx 6one3Heir u getckonm wuusanuaHoctu. K 40-netuio
Meawnko-reHeTnyeckoro ueHtpa. — Creé., 2009. — 365 c.

lmutep E.K. MepunuunHckas reHetuka. — M.: MeanuunHa,
2003. - 448 c.

ViBaweHko T.3., bapaHos B.C. Buoxumunyeckue n moneky-
NAPHO-reHeTUYeCcKne OCHOBbI NaToreHesa MyKOBUCLUAO-
3a. — CI16.: UHTepmeamnka, 2002. — 256 c.

KanpaHos H.W., Wa6anoea J1.A., Kawwupckas H.0. u ap.
MykoBucLMa03 (COBPEMEHHbIE AOCTUKEHUA U aKTyasibHble
npo6nemsl). — M., 2008. — 124 c.

KanpaHos H.W., Kawwupckaa H.IO., LWepman B.A.,
BopoHkoBa A.10., Wa6anosa JI.A. u ap. MykoBuUcLMAO3.
CoBpemeHHble JOCTMIKEHUA U aKTyabHble npobaembl. M3,
4-e. — M.: MeanKo-reHeTUYeCKNn HayyHbli LeHTp PAMH,
2011.-123 c.

Kanpanos H.W., Kawwupckas H.H0., T[eTtpoBa H.B.
MykoBuCUMAO03. [lOCTUKEHMA M NTPOBAEMbI HA COBPEMEHHOM
s1ane // MeguuuHcKasa reHeTuka. — 2004; 9: 398—-412.

KanpaHos H.N. CoBpemeHHble Tpo6aemMbl MyKOBUCLMA03a
/| TactpoanTeponorus CaHkT-lMetepbypra. — 2002; 4:
11-15.

KanpaHoB H.W. MykoBucLMA03: COBpEMEHHbIe acneKTbl
AMArHOCTUKM U nedenus // Knuuuuuct. — 2006; 4: 42-51.

MyKkoBucumao3 y getein n B3pocnbix — 2009. Moa pen.
H.W.KanpaHosBa, H.f0.Kawwnpckon. — M.: Mepguko-
reHeTUYeCKUM HayyHbln LeHTp PAMH, 2009. — 12 c.

PomaneHko O.M., Baxapnosckuit B.l., Top6yHoBa B.H.
leHeTuKa. Y4ebHoe nocobue. — CMo: GeHnkce, 2009. — 126 c.

PomaHeHko O.fl. Meanko-coumanbHas peabunutauyus
naumeHTOB C reHeTnYyecKkon natonormeit. CoBpeMeHHble Tex-
HOMOrMK NPOMUNAKTUKN HAacNeACTBEHHbIX GonesHen n geT-
ckon uHBanuaHoctu. K 40-netuio MeanKO-reHeTUYecKoro
LeHTpa. — CM6., 2009. — 365 c.

PomaHeHKko O.I1. MyKoBMUCL103 — MACCOBbLIV U CENIEKTUB-
HbI CKpUHUHT B CaHKT-lNeTepbypre. Matepuansl Yl cbe3aa
MeAULMHCKMX reHeTukoB. — M., 2010.

TonctoBa B.[., Kanpanos H.W., Kawunpckaa H.lO. n gp.
HeoHaTafbHbIl CKPUHUHI Ha MyKoBucuuao3s B PO //
MepauunHckasa reHeTnka. — 2006; 2: 25.

TonctoBa B.[., Kanpanos H.W., Kawunpckaa H.FO. un gp.
[lnarHocTMKa MyKOBMCLMAO3a Ha COBpeMeHHOM 3Tane //
[fynbmoHonorua. — 2006; npunoxexue: 10-13.

YepmeHckuit A.T., TembuuKan T.E. luHamnKa BbKMBaEMO-
CTM 60NbHbIX MyKoBUCLMA030M B CaHKT-MeTepbypre. — CM6.,
2008.

ROLE OF NURSES IN SOCIOMEDICAL CARE TO
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the degree of sociomedical care to them are analyzed.
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MHOPOPMAL WA

CKOpaH MOMOLILb INMPHU YKYCaX HACEKOMbIX

B JIeTHWII Ce30H, KOrAa KOIM4YeCTBO HACEKOMBIX, AOCaXAAI0LNX
HaM, JOCTWUraeT MaKCMMyMa, CaMOoe BPeMs Y3HaTb O NepBOI MOMOLM
Mpu yKycax Hanbosee pacrpocTpaHeHHbIX NpegcTaBuTesei 3Toro
BuAa. MocneacTeBma yKyca HaCeKOMOro 3aBUCAT, BO-MePBbIX, OT ero
BMAQ, @ BO-BTOPbIX — OT WHAMBUAYaA/NbHbIX OCOBEHHOCTEN opra-
HM3Ma KaXAoro 4esoBeka. BeAb peaKkLMio Ha opraHusM Bbi3biBaeT
He caM daKT yKyca, a BellecTBa, BBOAWMble HACEKOMbIMU, Bbi3bi-
BalOLYME aNNEPTUI0 PA3/INYHON CTEMEHUN TAKECTH.

YKycbl n4en, oc, WepLiHe, MypaBbeB

" HacekoMble 3TOT0 BMAA anaT B Lensx caMoo6opoHsl. C ux
YKYCOM B OpraHv3M 4esioBeka nonagaet fjj, COCTOAWMIA U3 HeskoB
M UHBIX KOMMOHEHTOB, ABNAIOLWMNXCA CUNbHBIMKU annepreHamu. Koxa
oTBeYaeT Ha BHe/ApPeHWe 3TUX BellecTB MOKpacHeHWeM, 60/bto
1 NpunyxnocTbto. Mpuyem peakuma Ha nonajgaHune AA40B 3TUX Hace-
KOMbIX B OpraHu3m o4eHb 6bicTpas (20 MUH 1 MeHee).

MepBas nomoub. Cpasy e nocsie ykyca Heo6xoAnMo oCTo-
POXHO, He TOPOMACH, BLITALMUTb a0, €C/IM OHO OCTaNO0Ch B PaHKe.
3aTeM cnejyeT NpoAesUMHPULMPOBATL PaHKY BaTHbIM TaMIMOHOM,
CMOYEHHbIM HaCTOWMKON KasfeHAY/bl, MepeKncbio BOAOPOAA WU
CMMPTOCOAEPHaLLen HMUAKOCTbIO. [lAA CHATMA OTeKa U npeaoTspa-
LEeHWNA ero pasBUTMA HYXHO NPUIOKMUTb K MeCTy yKyca ne. MoxHo
TaKe MCMo/ab30BaTh KYCOK CbIpOWi, pa3pe3aHHO nonoaam Kap-
TOWKMN UK NOMUAOPA, MO0 NONOKNTL HAa MOPaXeHHOe MeCTOo NC-
TOYKN U3ME/IbYEHHOW NeTPYLWKU. ITO NOMOXeET YCTPaHUTb 60/b
W NpuUnNyxnocTb. [lNA nNpefoTBpaLLeHNA annepruyeckoil peakuuu
Nydle BCero NpUHATb aHTUrMCTaMUHHbIV npenapaT. OgHako, ecun
HaCeKoMoe yXa/inio B pOT, ML AU FONOBY, OKa3as Nepeyto Mno-
MOLLb NOCTPajaBLLeMy, C/ieAyeT 06A3aTeNIbHO BbI3BaTb CKOPYIO Me-
AVLMHCKYIO MOMOLLb, TaK Kak TakoM YKYC MOXeT CTaTb MpUYMHON
yaylwba. Takxe K KBaAMGULMPOBAHHON NOMOLLM HEOBX0ANMO NpU-
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6erHyTb Npu pacnpocTpaHeHUW OTeKa WM CbiMW Ha pa3/nyHble
4acTy Tena, onyXaHWu LA, FO/I0BOKPYXEHUM NN FONI0BHON 6011,
TOWHOTE, PBOTE, OAblLLKe 1 6011 B rpyAM.

Knewwu

CaMbIM OMacHbIM B YKyce K/elya AB/AAETCA TO, YTO 3TO Hace-
KOMOE 4acTo ABNACTCA NePEHOCYMKOM K/ELLeBOro BUPYCHOTO SHLe-
danuta n 6oppesnnosa. MNpu 3ToM 3HLEPAAUT OYEHb COKHO AMar-
HOCTUPOBAaTb, TaK KaK B lerkoll popMe OH MOXeT MaCKMpOBaTbCA
noj Apyrue BupycHble 3a6oneBaHus. CNOKHOCTb COCTOUT U B TOM,
4TO KJ/el, — O4YeHb Man, U yKyc ero 6e360/1e3HeHHbIN: BMecTe CO
C/IOHOI OH BBOAMWT B PaHKy aHecTesupylollee BelecTBo. MIMeHHo
NO3TOMY YKYC Yallje BCero 06HapyM1BaeTCA TONbKO Yepe3 2-3 HA.

MepBas nomowb. Heob6xoanMo yaannTb HacekoMoe 1 obpabo-
TaTb paHy. [na 3TOro Ay4iwe ucnosib3oBaTb NUHUET. IM HYXHO
OYeHb aKKypaTHO 3allenuTb TY/0BUILE KAella Kak MOXHO 6/1mxe
K ronoske. /JlocTaBaTb Ty/NOBULEe /lyylle BCEro BpaljaTe/bHbIMM
ABMKEHVAMM U NeprneHANKYAAPHO yKycy. [py 3TOM Henb3a HaAaB-
/INBaTb Ha Te/10 HACEKOMOro, 4YTO6bI He Bbl4aBUTb VIHq)VILWIpOBaHHOE
coaepxuMoe B paHy. Bbicokan KOHLeEHTpaLusa BUpyca HaXxoamUTCA
B rO/IOBKE K/elja, NO3TOMY ee He/ib3fl OCTaBAATL MOJ Koxelt. Ecan
e yAannTb HaceKOMOe MOJIHOCTbIO He MOYYUA0Ch, HEO6X0ANMO
npoTepeTb MeCTO YKyca BaTHbIM JMCKOM CO CUPTOM M UCMO/b30-
BaTb ANA YAANEHUA CTEPUIbHYIO MEAULIMHCKYIO UMY WU ApYryto
OCTPYI0 UrNy, NpesBapuTeIbHO NPOKaIMB ee Ha orHe. [oc/sie OKoH-
4aHuMA npouesypbl NPoAe3NHGULMPOBATL PaHy U KOXY BOKPYT Hee
fiofoM. YaanuB KJella, ero enaTesbHO OTHECTW B 1a6OpaTopuio
AN1A IPOBEePKM Ha 6oppennos uam sHuedanut. Knewa cnegyer no-
MeCTUTb B 6aHKy UM ny3bipek. [TOMHUTE: HU B KOEM C/ly4ae He/b3A
pac4yecbiBaTb paHKY, TaK KaK BUPYyC MOXXET nonacTb B KpOBb 4epe3

Me/NKue ccaguHbl NN YKYCbl HACEKOMbIX.
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