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B MOCJICAHUE TOAbl HUCIIOJIL30BAHUC PAHHEIO 5H- MUTATCJIBHBIX BCHICCTB W JSHEPIHUU JACJIACT OpraHu3M
tepaibpHoro (OI1) u napenrepanpaoro nutanus (I1I1)  pebeHka YyBCTBHTENBHBIM K PAa3BUTHIO HWH(}EKIHU-
y TAlMEHTOB NETCKOW MPAKTUKH MPUOOPENO OrpOM-  OHHBIX OCJIOKHEHHH, YTO MPUBOAMT K YBEITUYCHHIO
HYIO MOMYJISIPHOCT, YTO CTAJIO OIHOW W3 OCHOBHBIX  JIMTEIEHOCTH W CTOMMOCTH CTAllMOHAPHOTO JICYCHUS
COCTABIISIONINX WHTCHCHBHOTO JICUCHUS TMAalMEHTOB  [4, 5], MO3TOMY HEOOXOIMMO KaK MOXKHO paHbIIIE CTa-

WHTEHCHUBHOM Tepanuu [1-5, 7, 8]. BUTH BONPOC O Ha3HAYEHUH HYTPUTUBHON MOIJEPKKU
CBoeBpeMEeHHO OpraHu3oBaHHOe HcKyccTBeHHoe  (HII).
IIUTAaHUE JETEH C NEPBBIX CYTOK HAXOXKICHUS B OTIE- Hannas npobnema ycyryOmnsercs TeM, 4To B ClIy-

JIEeHWH WHTEHCUBHOU Tepanuu u peannmanuu (OPUT)  wae OonesHW JeTH 3HAYUTENHHO CHIIBHEE, 9€M B3POC-
SBJSIETCSl OCHOBOIIOJIATAIOIUM KOMIIOHEHTOM o0ecrie-  Jible, CTPaAaroT MPH HEAOCTATOYHOM MUTAaHUH, YTO 00-
YeHUS JKU3HEAEATeNbHOCTH peOeHka. VIMEHHO B MO-  yCJIOBJIEHO HEKOTOPBIMH aHATOMO-(PHU3HOIOTHYECKUMH
JOOHBIX Cllydasx Hepes JedalluM BpauoM HaumbOoiaee  OCOOEHHOCTSIMU X OpraHHU3Ma:

OCTPO BO3HHMKAaeT mpoliieMa JODKHOrO obecreue- —  HeOousblnas mMacca (MEHBIIHME 3amachl MUTATEIIb-
HUSl peOeHKAa BCEMHM HEOOXOIUMBIMH IOTPEOHOCTIMHU HBIX BEIIECTB);
B ITUTATENLHBIX BENIECTBAX C YUETOM MPOUCXOMAIIUX  —  OBICTPhIE TEMIIBI POCTA, MPUBOISIIUEC K TMOBBI-
B OpraHH3ME CTPYKTYPHO-(PYHKIIMOHATBHBIX U METa- IICHHOW MOTPEOHOCTH B SHEPTUH U MUTATEIBHBIX
0OJIMYECKHUX HAPYIICHUH. BEIICCTBAX;

VY nereil B KPUTHYECKUX COCTOSIHHSX OTMEYAeTCS  —  CTPYKTYPHO-(YHKIMOHAJBHAS HE3PENIOCTh pas-
OypHOE pa3BUTHE THIIEPMETA00IM3MA C PE3KUM YBEIIH- JIUYHBIX OPTaHOB M CHCTEM OpraHW3Ma, 0COOCHHO
yeHreM dHepronorpeoHocrei [13]. OcTpblit aedurmr Yy HEJIOHOIIEHHBIX W JIETeH paHHEeTO BO3pacTa;
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—  W3MEHAMOMIASACSA TMOTPEOHOCTP B HYTPHEHTAX

B pa3HbIE BO3PACTHBIE TIEPHOIBL.

B knmuHMYecKoi menmuaTpuu HEpPEeIKO BO3HHUKAIOT
CUTYyaIlWH, KOTJIa TI0 T€M WJIM WHBIM MpPHYUHAM pede-
HOK HC XO4YC€T, HC MOXCT WUJIM HC JOJIKCH NPUHHUMATh
nuiry. B 3Tol cBsA3M 0COOYH aKTyalbHOCTh IPUOO-
peTaeT HeOOXOOUMOCTh CBOEBPEMEHHOTO HAa3HAYCHHS
Y ONTUMAaJIbHOW peaju3alliy aleKBaTHONU HYTPULIMOH-
HOW TONJEPKKU TSHKETIO OONMBHBIX JETeH, JINIICHHBIX
M0 Pa3IUYHBIM MPUYMHAM BO3MOXKHOCTH OINTHUMAIIb-
HOT'O NIEPOPAIILHOTO [TUTAHMUS.

Crnenyet y4uThIBaTh, 4TO JUIS I€TEH paHHETO BO3-
pacTa He3aMEHUMOW aMUHOKHCIIOTOM SIBASIETCS] TUCTH-
IIWH, a JJIs MaJOBECHBIX JEeTe HEe3aMEHHMBI TaKkKe
IUCTEHH U TUPO3HH.

HecMoTpst Ha JOCTUTHYTBIE yCIEXH B XUPYPIHU-
YEeCKUX BMEIIATENbCTBAX (PaHHssI HEKPOIKTOMHUS)
MIPH 0’)KOTOBO¥ 0OJIE3HU, MHOTHE BOIIPOCHI, CBSI3aHHBIC
C ee MaToreHe30M U peadMIHuTanel, TajJeku OT MOoJI-
Horo paszpemienus [6, 9—11]. K takum He 710 KOHIa
BBISICHEHHBIM BOIIPOCAaM JICUEHUS TPU TEPMUUYECKHUX
MOPaKEHUSAX OTHOCUTCS M OpraHU3alysl paloOHab-
HOT'0 IMUTaHUA O60)K)KCHHI)IX. Tak kak npu JICHCHUU
MmocCTpagaBIInX C I‘JIY6OKI/IMI/I OXOraMm Ha paHHHX
JTamax MPOBOASTCS XHUPYPTrUYeCKHe BMEIIaTeIbCTBa,
aJIeKBaTHOE THTaHHE CIIOCOOCTBYET 3a)KUBJICHHUIO
W Wrpaer OOJBIIYI0O POJNIb B KOMIUIEKCHOW Teparuu
(4, 7, 8].

He[[OCTaTO‘-IHOCTb MUTAHUS — YacThIM IMpU3HAK
y I[eTeﬁ, Haxoqamuxcsd Ha CTAlMOHAPHOM JICHCHUMH.
[Moutn y 2/3 Takux meteil HeoOXOAMMOE IMOCTYILIES-
HUE HEPIMH B OPraHWU3M COCTaBIsIET MeHee 75%.
Oco0y1o aKkTyanbHOCTh KIMHHYECKOE MUTaHHUE, Ha-
MpaBlIeHHOE Ha MpenynpexIeHue OBICTPONporpec-
cupytomeld Tpouyeckoil HEAOCTATOUHOCTH, MPHOO-
peTaeT mpH TSHKEIBIX 3a00eBaHMX (TIOBPEKICHHSIX )
JleTel, KOTAa B CHIIy T€X WJIM WHBIX MPUYUH PEOCHOK
JUIIAETCSI BO3MOXKHOCTH TIEPOPANbHOTO THTaHUA.
OcHoBHbIe 3HepreTruueckue norpedroctu (OII1) oT-
pakaloT MeTabONIMYEeCKyl0 aKTUBHOCTb OpraHu3Ma
NIl TIOAJIEPKAHUS SKU3HEICATCIIBHOCTH (JBIXaHUS,
cepaieOueHus, TeMmeparypsl Tena U T.ha.) [4, 6].
[ToTpebHOCTH TOCTpamaBIIero peOeHKa B DHEPIUH,
KUAKOCTA W JJIEKTPOJNHMTAX 3aBUCAT OT BO3pacCTa,
KOMITIEHCATOPHBIX PE3epPBOB OpraHu3Ma, PU3NYeCKUX
W JTOTIOJHUTENBHBIX 3aTparT, CBSI3aHHBIX C TPaBMOM,
XUPYPTUICCKUM BMCHIATCIBLCTBOM, CCIICUCOM, ITOBBI-
MEeHUEM TCEMIICPpATyphbl TCJa, YHAIICHUEM AbIXaHHA,
cepaieOnueHus u T. 1.
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IToBEITIIEHWE JHEPTETUYECKOTO OOMEHa y meTei
C TEepMHYECKOW TpaBMOH 0OYCIOBIEHO pa3BUTHEM
runepMeTadoan3Ma ¢ HapyleHHEM BCeX BUIOB oOMe-
Ha, B TOM yHcie OenxoBoro. McciaenoBanus 0OCHOBHO-
ro oOMeHa y JAeTeil ¢ TePMHUYECKUMH MOPaKCHUSIMH
MIPEJCTABISAIOT aKTYaJIbHOCTH JUISI MTOCTPOEHHS IPO-
TrpaMM JICYEHUsI, aJCKBaTHBIX JHEPreTHYECKHUM IIO-
TPeOHOCTSIM OONBHBIX C TSKEJIOW TEPMUYECKON TpaB-
Moii [2, 4, 8, 12].

Y HOBOPOXIEHHBIX MOHMKEHA aKTUBHOCTH (ep-
MeHTa (eHWIaJaHMHTUIAPOKCUIIa3bl, 00eceunBaro-
HIETO MpEeBpallleHUe B MEUCHH (CHHUIIATaHWHA B TH-
pPO3MH, MOXTOMY HCIOJIB30BAHNE AMHHOKHCIOTHBIX
IpenaparoB A B3POCHBIX MPUBOAUT K H3OBITKY
¢benmwnanannHa ¥ geduuuTy THpo3UHA. M3OBITOK
(eHMIanaHNHa OKa3bIBa€T HEWPOTOKCHYECKOE Ieii-
CTBHE y HEIOHOIIEHHBIX JIeTeH, MO3TOMY KOHIEH-
Tpauus apoMaTHYeCKUX aMHHOKHCIOT CHIDKEHA.
AMWHOKHCIIOTH C Pa3BETBICHHON IeNbi0 (JICHITHH,
W30JICHLMH, BajJHH) CIIOCOOCTBYIOT CO3PEBaHUIO
ITHC. Taypun, CHHTE3UpYyEMBIH B OpTaHU3ME HOBO-
POKIEHHBIX M3 LMCTEMHA, TAKXKE SIBISIETCS HE3aMe-
HUMOW aMMHOKHCIIOTOM. YKa3aHHas aMHHOKHUCIIOTA
y4acTBYeT B OYCHb BaXKHBIX (DH3HOJIOTHYECKUX TIPO-
meccax y JeTel, B YaCTHOCTH PETYIALNNUN BXOISAIIETO
KaJIbI[UEBOTO TOKa, BO30YyANMOCTH HEHPOHOB, CTA0H-
JIU3a0uu MEMOpaH.

B nacTosmiee Bpems 0Ka3aHO, YTO HEJOCTATOK
Oenka B panMoOHE JETeH COMPOBOXKIACTCS 3amesJie-
HHEM HOPMaJIbHOTO POCTa M Pa3BUTHUS OPTaHOB U CH-
CTEM OpraHu3Ma, OTPULATEIbHO BIUSIET Ha (GYHKLUIO
KOpBI TOJIOBHOTO MO3ra (HEAOPa3BUTHE), MPUBOIUT
K MMMYHOCYNPECCHH U HapyIIECHUIO CHUHTE3a I'eMo-
mobuHa. i nuTaHus TPyAHBIX JeTed caMbIM IOJ-
XOJISIIIMM TI0O CBOEMY COCTaBY SIBIISIETCSl OEJIOK Tpya-
HOT'O MOJIOKa. AMHHOKHCJIOTHBIM COCTaB »EHCKOIO
MOJIOKa XapaKTEpU3yeTCsl BBICOKMM COAEpPKaHUEM
HE3aMEHUMBIX aMHHOKHCIOT (okoio 50%), B ToMm
qyClIe TayprHa.

Hapsiny ¢ Genkamu o0s3aTeIbHBIM KOMIIOHEHTOM
IIIT merel paHHEro BO3pacTa SIBISIOTCS JKUPBI, KOTO-
pble HE TOJNBKO O0ECIeYMBAIOT OPraHW3M JHEprueH,
HO M BXOISIT B COCTaB BCEX KJIETOUHBIX MeMOpaH. Ilo-
MHMO 3TOTO OHU SBISIOTCS UCTOYHHKAMU HE3aMEHH-
MBIX MUIIEBBIX BEUIECTB, TAKMX KaK MOJIMHEHACHIIIECH-
Hele xupHble kucaoTel (ITHXKK) n xupopactBopumbie
BUTaMUHBI.

XKuposble smynbcun — Haunbosee dPPEKTUBHBIN
SHEPTreTHICCKUN CyOCTpart, 4To OOYCIIOBICHO WX BBI-



HYTPUTMBHAS NOAAEPXKKA - COBPEMEHHBIE NOAXOAbI POCCUHCKUM BECTHUK  Ne3, 2011

BETCKOM XUpyprn, aHecTesuonorun W peaHumMaTonoruu

COKOM DHepreTmdeckoil meHHocTeio (1 T — 9,3 kKam).  KWUIMIEYHWKA, XapaKTepHU3yIoIIeecs OmpeaeIeHHON

B cBsI3u ¢ HEPaCTBOPUMOCTBIO J)KHpPA B BOAE OH OCMO-  CTaJMIHOCTBIO M pa3BUBarolleecss Ha (OHE CaMbIX
tuuecku HeaktuBeH. IIpu Hasznayenuwm IIII peGenky — pasznuusbIX 3a0ojieBaHUM (HAOpUMeEp, OCTPOH KH-
NPEABAPUTEIEHO HEOOXOOUMO DPACCUUTATh DHEPreTH-  MIEYHOW HEMpPOXOAMMOCTH, MaHKpPeaTuTa, COYeTaH-
yeckue norpednoctu. s nereii [111 nomkHo ObITh MO-  HOM TpaBme) [5]. Paznmuaror Tpu cramum CKH.

J0OpaHo clenyronM o0pa3oM: 3a cueT Oeika JobkHo  [lepBast cTaaus (KUIIEYHBIA CTa3) — OCTpBIE Hapy-
obecmeunBatbes 12—15% cyTouHON KalmoOpWHHOCTH,  MIEHUS MOTOPUKH 0O€3 CKOIJIEHHWS B KHIIKE Ta30B
3a cuer xupa — 35-38%, 3a cueT ymeBonoB — 50% Cy- M JKHIKOCTH, IPH 3TOM MHMKPOLMPKYIALUSA, BCACHI-
TOYHOTO KOJINYECTBA KaJIOPHIA. BaHME M CTPYKTypa OSIHUTEIHOLHUTOB COXPAaHEHBI.

Hapsny c stum ans pereii Beicoka ponb [THXKK,  Bropas cragus (KWIIeyHBIH Mape3) — HapyIIEHUs
KOTOpBIE CIOCOOCTBYIOT pPa3BUTHIO M CTaOWIM3alMM  MOTOPHUKH COINPOBOXKIAIOTCS CKOIUIGHHEM B KHIIKE
KJICTOYHBIX MEMOpaH, HEPBHOHM TKaHH, 3PUTEIBHOTO  Ta30B M KUIKOCTH, a Takke MallbabcopOIueil, Be-
anmnapara. OJHOBPEMEHHO OHHU SBJIIOTCS IpEIlle-  HO3HBIM CTa30M M M3MEHEHHUSMHU SIUTEIHOILUTOB.
CTBEHHUKaMHM 3UKO3aHOUIOB, K YHCIY KOTOPBIX OTHO-  TpeThsi cTaaus (IMHAMUYecKas KHILEYHAsT HEMpo-
CATCSI TPOMOOKCAHbI, MPOCTALMKIUHBI, MPOCTAlNIaH-  XOIMMOCTh M JHTEpOpparusi) — BbIpaKCHHBIC Ha-
JUHBl U JIGHKOTPUEHBI — MOCPEIHUKUA U PErYIATOpPhl  PYIIEHHs apTepHaibHON M BEHO3HOM MMKPOLMPKY-

0OMEHHBIX TPOLIECCOB B KIIETKAX. JSUUH, TPOTPECCUPYIONMas THIOKCUS W TIIyOOKas
[MHXK He cHHTE3UpyIOTCS, a TIOCTYNAalT B Op-  JHCTPOPUS DHTEPOIUTOB, PACTSIKEHHE KHUIICYHBIX
TaHW3M H3BHE. MaTrepHHCKOE MOJIOKO COINEP)KUT HEe-  IeTellb, OTCYTCTBHE TIEPHUCTAIbTHKH, HapacTaro-

o0xomumoe s peOeHKa KOJIMYECTBO HE3aMEHUMBIX — MIHMH ACGHUIUT BOXABI, JIEKTPOJIUTOB U JTAOMIJIBHBIX
JKUPHBIX KUCJIOT, obecneunBaommx Qopmuposanue  OenkoB [5]. B menom CKH 3ambikaeT mopouHBIH
JKU3HEHHO Ba)KHBIX CTPYKTYp B HaydalbHBIA Iepuos,  Kpyr (GOpMHpOBaHHS M TMOAJEPKAaHUSA IMOJIHOpPTaH-
JKU3HH. HOW HEJIOCTaTOYHOCTH M THmepMmeTadonu3ma. [Ipo-

Kak umzBectHo, [THXK monmpasznenstorcst Ha Be  TrpeccuUpylolee TeueHUE THIepMeTadonu3Ma MpHu-
TPyIIel — -6 (JWHOJIEBAsA, apaxWIOHOBas >KUPHBIE  BOAWT K CIHemMU(HIECKOH OpraHHOW AUCOYHKIIHH
KHACNIOTBI) U ®-3 (anbda-TMHOJIEHOBAsA, SHKO3ameH- U OEJIKOBO-3HEPreTHYECKON HEeAOCTaTOYHOCTH, MPH-
TAaeHOBasl M JIOKO30T€KCACHOBAsl >KUPHBIC KUCIOTBI).  4Y€M PE3KOE IOBBIIMICHHE MOTPEOHOCTH OpTraHHu3Ma
OcuoBabiMi uctouHukamu ITHXKK cemeiictBa -6 B 3Heprernyeckux cyoOcTpaTaXx COINPOBOXKAACTCA
SIBIIIIOTCSL pAacTUTENIbHBIE Macia (IIOJACOJIHEYHOEe, Ky-  BBIPaXXKEHHOM TOJEpPaHTHOCTHIO TKaHEHW K MX ycBoe-
Kypy3Hoe, coeBoe, xiomnkoBoe). Mcrounnkamu [THXKK — wuro [1, 3, 5, 12]. B takux ycnoBusix, 6eccriopHo,
ceMencTBa -3 TakXKe ABJIIFOTCS PACTUTENIBHBIE Macaa  HE0OXOOUMO HANpaBUTh 3HAYUTENIBHYIO 4acTh JIe-
(pHSTHOE, KOHOIUIAHOE, COEBOe) W phIOMit xup. Ham-  4eOHBIX ycunuii Ha oOecriedeHWe OpraHu3Ma He-
Oosiee ONTUMANIBHBIM CUUTAETCS COOTHOMIEHHE OT 5:1  00XOOMMBIMH IUIACTUYECKUMH M HEPreTUYECKUMH

1o 10:1. MaTepuajaMi M CKopeiillee BOCCTaHOBIEHUE (QYHK-
[ToMuMO OENKOB U JKUPOB 00S3aTCIIbHBIA KOMIIO-  IMA KHINCYHHUKA.
HEHT HYTPUIIMOHHOM MOAJIEPKKH JIeTEH paHHEro BO3- AkTnBHOe pacmnpoctpaHeHue panaHero JlI B mo-
pacta — ymieBoasl. IIpn HeZOCTaToO4HOM IOCTYIUIE-  CIEQHME TOJbl CTABUT TPU OCHOBHBIE 3aa4H:
HUM YIJICBOJIOB C IUILEH HapylaeTcss yCBOSEMOCTb 1. Ilomnepxanume MeTabonu3Ma 3SHTEPOLUTOB,
JPYTUX THUIIEBBIX KOMIIOHEHTOB, YXYHIUAIOTCS MpO-  IUIACTHYECKUH OOMEH KOTOPBIX BO MHOIOM 3aBHCHT
uecceol numesapeHus. Ecny B mutanuu peOeHKa AJU-  OT HAIWYMs BHYTPUIPOCBETHBIX THTATENbHBIX Be-
TEJbHOE BPEMSI OTPaHUYUTh MOCTYIJICHUE YIIIEBOAOB,  LIECTB, HMHTEHCHBHOCTH MEMOPaHHOTO MHUIIEBAPEHUS
TO A7 BBIPAOOTKH DHEPTUH PACXOAYIOTCS HE TOJBKO W BCAaChIBaHHA [4].
pe3epBHBIE XKUPBI, HO U HaOMIO#aeTcs pacmaj TKaHe- 2. Cxopelimee pa3pelieHue MOTOPHBIX M CEKpe-
BBIX OEJIKOB, YTO B KOHEYHOM CYETE MPHUBOIUT K AUC-  TOPHBIX HapyLIEHWH KULICYHUKA [TOCPEICTBOM IHIIE-
Tpodum. BOW CTUMYJISILIMU.
CornacHO COBpPEMEHHOM KOHIEMUUH, CUHIPOM 3. YactuuHoe oOecriedueHre MoTpeOHOCTel opra-
kumedHodl Hemocratounoctu (CKH) mpencraBms- — Hu3Ma B Oenkax, )KHpax M YIJIeBOJax.
€T MATOJIOTHYECKOE COCTOSHHE C HapYyIIEHHEM MO- Bwmecte ¢ Tem pannee nonkimtouenne Dl y mamm-

TOPHOH, TOMEOCTAaTHIECKON U OaphepHOU (YHKIIMA  €HTOB B KPUTHUCCKUX COCTOSHHSIX CBS3aHO C PSIOM

87 B



[ETCKO XUPYPruW, aHecTe3uonoruk U peaHumaTonoruu

TPYAHOCTEH, TaKMX KaK HEBO3MOXXHOCTH YCBOCHHSA
MOJIMMEPOB B CBS3M C CEKPETOPHOW HEMOCTaTOd-
HOCTBIO, 3aTPYIHEHHOE BCACHIBAHHE MOHOMEPHBIX
cMecel B CBSI3U C MX BBICOKOH OCMOJISIPHOCTHIO [5].
Kpome Toro, B mocieaHue rojpl ObLI TOCTABICH PSIT
BOIIPOCOB, TPEOYIOMNX AATBbHEHUIIIETO U3YYEHHS U 00-
CYXKICHUS:

—  NIeHCTBUTENBHO M PAHHAA HYTPUTHUBHAS IIOM-
JIEpKKa MPEIIOoYTUTENbHee HadaToil ¢ 1-X cyTok
MocJie onepanuu’?

—  yAy4YIIAIOT JU MOJY3JIeMEHTHBIE CMECHU IO CpPaB-
HEHUIO CO CTaHIAPTHBIMHU KIMHUYECKHHA UCX0a?

— BIHSIOT JIW WMMYHOHYTPHEHTH (TJIIOTaMUH,
JUTHHHOIIETIOYEYHbIE TTOJIMHEHACHIIIEHHBIE KUP-
HBIE KUCJIOTHI, aHTHOKCUIAHTHI) Ha PE3yJbTaT Jie-
yeHus?

Pannum OII npuHATO cUUTATh 3HTEPATBHYIO HY-
TPUTUBHYIO NMOJACPXKKY, Ha4aTyio B nepuon 24—48 4
oT MoMeHTa mocTymienus manueHTa B OPUT. B 8
PaHAOMHU3HPOBAHHBIX KOHTPOJIUPYEMBIX HCCIIEOBA-
HUSX, MPOBEJICHHBIX B IMOCJIEIHUE TOJbI, OBLI OTMe-
YeH MOTCHIIMAIBHO 3HAYUMBIH 3((EKT B OTHOIICHUU
CHUXCHHMS CMEPTHOCTU M YPOBHS HWH(EKIIMOHHBIX
ocnoxuenuit [7-13]. IIpu sToM ocoboe BHUMaHUE
YIAESUIOCh ITyTH BBEINEHUS DHTEPAIBHON CMecH de-
pe3 TOHKWU KWIIEYHWK Kak HanOoiee Oe30macHOMY
y OOJIBHBIX C PUCKOM aCIHPAIUU B BEICOKHUM OCTaTOY-
HBIM 00BEMOM COJICPKUMOTO KEITyaKa. 9 paHI0MU3U-
POBaHHBIX KOHTPOJHMPYEMBIX HCCIICIOBAHUHN IMOKa3a-
mu, uyro OII, BBomMMOE B TOHKHWH KHIIEYHHK, OBIIO
aCCOIIMUPOBAHO CO 3HAYUTEJIbHOUN penyKIInell ypOBHS
WH(EKITMOHHBIX OCIIO)KHEHUH, B TOM YHUCIE aciupa-
IIMOHHOW ITHEBMOHUWH, MO CPAaBHEHHWIO C BBEJCHUEM
xkenynok [1, 4, 7, 12]. Takum oGpa3om, MOCTaHOBKA
30H/a 3a CBA3Ky Tpeina qoikHa OBITH paccMOTpeHa
JUUISL TIAIMCHTOB C BBICOKMM PHCKOM HEMEPEHOCUMO-
ctu OII (Tepamuss WHOTPOIIAMH, CEIATUBHBIMU IIpe-
nmapaTraMu, Ha30TacTPaJbHBIA APEHaX) WIH PUCKOM
acriupanyu (0OJbHBIE C OCTaTOYHBIM 00BEMOM B JKe-
nynke 6osee 500 M1 y B3pOCIBIX).

Jlns manueHToB, ONEPUPOBAHHBIX HA OpraHax
KEJTYIOUHO-KUIICYHOIO TPaKTa, OCOOCHHO aKTyallb-
Ha TpobieMa BBIOOpa MEXAY IMONYdIEMEHTHBIMHU
u crangaptHeiMu cmecsamu s Ol K coxanenuto,
JI0 CHX TIOp HEJIOCTATOYHO JAaHHBIX, IOKA3BIBAIOIINX
MPEUMYIIECTBO UCIIOIB30BaHUS TOTO UM HHOTO BHJIA
HYTPUTHBHOM moanepxku. B 4 uccnenoBanusx BTO-
pPOTO YpOBHSI HE ObUIO OTMEUYEHO Pa3HHIIbI B YACTOTE
BO3HUKHOBEHHSA IUaped W ypPOBHE WH(EKIIMOHHBIX
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OCIIO)KHEHUH, B TO BpeMs KaK CTOMMOCTH Tepamuu
OpuTa Heckobko BeIme [7, 12, 13]. Tem He MeHee,
HECMOTpPS Ha TO 4TO He OBUIO MPOJEMOHCTPHUPOBA-
HO KJIMHUYECKHX MPEUMYIIECTB MCIOIb30BAHUS 110O-
JTyRJIEMEHTHBIX CMECEH, Yy MAaIlMeHTOB C PSAJIOM Iia-
TOJIOTUH JKEIYIOYHO-KUIICYHOTO TPaKTa (CHHIAPOM
KOPOTKOTO KHUITICYHWKA, TAHKPEATUT U T. JI.) MATaHU-
eM BBIOOpa BCE-TAKH SIBISIOTCA CMECH C THAPOIH3N-
POBaHHBIM OEIIKOM.

B mocnemnue roasl 0COOCHHO OCTPO JAMCKYTH-
poBaJicSl BONPOC O BIHUSHUM HUMMYHOHYTPHECHTOB
Ha ycmex Tepanuu. VM3BecTHO, 9TO TIIIOTaMuH, ®-3,-6
nmmmaHOonerroueynsle [THXKK m mx meTabomuTs! (mo-
KO30T€KCACHOBAsI KHCIIOTa) CIIOCOOHBI MOIYJIHPOBATH
BOCHAINTENBHBI M1 UMMYHHBIH OTBETHl B CHTYyallUW
runepMeTaboInuecKkoro rumepkarabonmsma [5, 7]
B psne uccnenoBanmii OBUIO OTMEYEHO, YTO TaK Ha-
3pIBAEMOE UMMYHHOE NuTaHue y nanueHtoB B OPUT
CHIKAJIO YPOBEHB OCJIOKHEHUH, OTHAKO HE OKA3BIBAJIO
BJIIMSIHAS Ha ypOBEHb CMEpPTHOCTH. HamOGompmmmii ke
3¢ dEeKT MpH UCTIONB30BaHUU TIIOTAMUHA HAOMFOAIICsS
y TAIeHTOB C 0KOT'aMHU U TPaBMOM.

B HacTosmee BpeMs ipeiaracTcsi BOSMOKHOCTh
BBIOOpa pas3nuuHbIX cMmecedt misa DIl [nsa mammen-
TOB, JUIMTENbHO Haxopsgmuxcs Ha VBJI, mauOoiee
MONXOASIIN ISl UCTIONh30BaHUSI CMECH, B KOTOPBIX
HECKOJIbKO YBEIIMUYEHO COJAEpPKaHUE KUPOB U CHU-
’)KEHO COJIepKaHuE YIJIEBOAOB, TAKOE COOTHOIICHUE
CrocoOCTBYET cHMKEHUIO obOpasoBanus CO,, mMu-
HAMHU3HUPYET €T0 3aJCPXKy B OpTaHW3MeE, ITOJIOXKH-
TEIIPHO BIIMSACT HA Ta3000MEH B JICTKHX W yYMEHB-
aeT pPeCHUpaTOpHBId KOIPPUIMEHT y OOIBHBIX
C JbIXaTelbHOM HemocTarouHocThio. Kpome Toro,
IpU HUX HCIOIB30BAHUU OTCYTCTBYIOT HEBO3MOXK-
HOCTH YCBOCHUS MOJIMMEPOB B CBA3U C CEKPETOPHOM
HEJIOCTAaTOYHOCTHIO M 3aTPyJHEHHOE BCACHIBAHHE
MOHOMEPHBIX CMECEH B CBS3U C MX BBICOKOH OCMO-
JAPHOCTHIO [5].

B 3aBHCHMOCTH OT KIMHUYECKOW CHUTYaI[dH MO-
ryT OBITh WMCHOJb30BAaHBI PA3INYHBIC BHJBI HCKYC-
CTBCHHOTO NHUTAHUS JaHHOW KaTeropud OOJIbHBIX:
MOJTHOE WJIM YAaCTUYHOE MapeHTepaIbHOE, 30HI0BOE
WU CMEIIaHHOe MUTaHue. B Hacrosmee Bpems Mme-
MUIITHA KPUTUYECKUX COCTOSIHUI MMeeT Bce HeoOXo-
JIUMbIE BO3MOXHOCTH JIJIsl peanu3anuu audepeHIm-
POBaHHOTO KJIMHHYECKOTO MUTAHUS TSHKEIO OOJIBHBIX
JIeTel B BHUJIE€ PA3JIMYHBIX MUTATEIbHBIX CMecei
st D11 1 xopoio ycBanBaeMbIX WH(QY3MOHHBIX HY-
TpuentoB [1-3].
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OtnaBas mpeamnodreHue Oosee (U3HOIOTHIHO-
My SHTEpPAIbHOMY JOCTYITy CyOCTpaTHOTO obecriede-
HUSl OPTaHW3Ma, CIIeAYyeT MOMHUTH 00 OIpeeIeHHBIX
TPYIHOCTSX €0 peain3aluy y IeTei paHHero Bo3pac-
Ta, 0COOCHHO y HEJIOHOIICHHBIX.

B mepuoj HOBOPOXKIEHHOCTH BCE OPTraHbl M TKa-
HHU peOCeHKa eIe HeCOBEPICHHBI, MHOTHE (YyHKITUH
opraHn3ma pebeHka He pa3BHUTHL. llepeBapuBaHue
MUATATEIbHBIX CYOCTPAaTOB B KEIYIOYHO-KHIIEYHOM
TpaKTe MIIaJieHIla OCYIISCTBISICTCS HE TOJbKO Ona-
rogapsi COOCTBEHHOMY NMHULICBAPEHUIO, HO U B CBA3H
C BO3MOXHOCTAMH TaK HAa3bIBA€CMOI'0 ayTOJIUTUYC-
ckoro mumeBapenus. [Ipu makrorpodHOM TUTAHWUH
ayTONINTHYECKOE THUIIEBapeHHEe O00eCIedYnBaeTCs
dbepMeHTaMu (aMuia3od, MENTHUAA30U, JTUNA30H,
docdarazamu), comepkalUMHUCI B 3HAYUTEIHLHOM
KOJIMYECTBE B KEHCKOM MOJIOKE, 0COOCHHO B CaMOM
Hauane nakranuu. Copepkanue (EpPMEHTOB B MO-
JIOKE MaTepu AOCTHTaeT MHUHHUMAIBHOTO YpPOBHA
K 7-9-My Mmecsny rpyaHoro Bckapmiaupanus. K aro-
My BpEeMEHH Bce 0ollee TMOBBIMIAETCS MOMU(YHKIIHO-
HaJlbHas POJIb COOCTBEHHOTO MUINEBapeHHs peOeHKA.
PanHuii NpUKOPM U UCKYCCTBEHHOE BCKapMIIMBAHUE
YCKOPSIOT pa3BUTHE MUILEBAPUTENBHBIX XKEJIE3 MIla-
neHna u (HopMHUpOBaHHE COOCTBEHHOTO MHINEBape-
HUAL.

Y pebeHka TepBOTO Troja KU3HU JKHUPHI 00e-
crieyuBarOT okoo 50% sHepreTUueckod moTpedHOo-
cru, B Oonee crapmeM Bo3pacte — 35%. Hecmotps
Ha TO YTO JHEPIreTUYCCKasd HCHHOCTHL BCEX BUJOB
x)upoB oguHakoBas (KO ua ocHome LT — 9 xkam,
a CUT — 8 xkai), ux ycBosieMOoCTh oTiimdaercs. Jler-
Ye yCBaWBaETCs MOJOYHBIHN KUP, COJASPIKAIIHMA KHUP-
HBIE KHCIIOTHI ¢ 00JIee KOPOTKUMH YIJICPOIHBIMU I1e-
MSIMH, TTPEACTABISIONINAN SMYIbIHPOBAHHYIO (hOPMY.
YcBOsIEMOCTh JKHPOB — BaXKHBIN (aKTOp B MUTAHUU
JleTeil paHHEro Bo3pacTa, Koraa (hyHKIMH IHIIEBa-
pUTENBHON CUCTEMBI HEIOCTATOYHO C(HOPMUPOBAHBI
W OpPTaHM3M aJallTUPOBaH K COCTaBY U popMe KHupa,
colieprKalerocs B TpyaAHOM MoJioke. B kauecTBe xu-
POBOTO KOMIIOHEHTA B JC€TCKOM INMHUTAHUU HUCIIOJIb3Y-
IOT B OCHOBHOM MOJIOYHBIC U PACTUTCIIbHBIC KXUPBI.

B xadecTBe yTIIEBONOB HWCHOIB3YIOT IEKCTPHH-
MajbTO3y, MOHOCAXapwIbl, a TaKXe BUTAMHUHHO-
MUHEPAIbHBIH  KOMIUIeKC. [IpogyKThl  CcHOCOOHBI
MOJTHOCTHIO BCACBIBATHCS B BEPXHEM OTJEIE TOHKOU
KHIIKKW, OHU BBI3BIBAIOT MUHUMAJIbBHYIO CTUMYJIIAILUIO
COKO- M XCIIUYCOTACICHUA, KHIIIEIHOMN InepucTaibTr-
KM, HE comepkaTr OaJJTaCTHBIX BENIECTB, 00JaIaroT
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HU3KOW OCMOJBIPHOCTBIO. DTH CBOHCTBA CITIOCOOCTRBY-
0T YCIIENTHOMY 3a)XKHBIIEHUIO MOCIEONePalnOHHON
paHbL

Jlns ycBoeHUs YIIIEBOJOB HauOoOJblIee 3HA-
YEeHUE UMEIOT Takue (EePMEHTBI, KaK MallbTasa,
caxapasza-u30MalibTa3a, jakrtaza. KomndecTBo Iio-
00r0 W3 HUX MOXET OBITh yYMEHBIIEHO TpPH 3a-
0OolleBaHUAX CIU3UCTON OOOJOYKH TOHKOW KHIII-
KM ¥ KPUTHYECKUX COCTOSHUSX. B cBiI3m c Tewm,
YTO JAUCaxapuja3bl IPUCYTCTBYIOT B 3pPEIbIX IHTE-
poIMTaxX, BCE MPOIECCHI, BBI3BIBAIOIIHE OBICTPYIO
pereHepanuio KHIICYHOTO SMUTEIHS C BOCCTAHOB-
JIEHWEeM KOJIMY€CTBAa BOPCHHOK DHTEPOIUTOB, MOTYT
BBI3BIBATh MEPHUOJl OTHOCUTEIBHON Ucaxapuia3Hon
HEJIOCTaTOYHOCTH Y MAIUEHTOB, I03TOMY PEKOMEH-
JIyeTCSI YMEHBIIUTh KOJUYECTBO MOTPeOIsieMoi
JIaKTO3bl WJIM HCKIIOUHUTEH ee u3 panuona. [Ipume-
HEHHE MOHOCAaXapua0B, B YacCTHOCTH TJIOKO3HI,
OTPaHMYHMBAIOT B CBSA3U C BBICOKOW OCMOJISIPHOCTHIO
morydyaeMbIx pacTBopoB. Ilo cpaBHeHHIO ¢ MOHOCA-
XapuJaMu JU- ¥ OJUTOCAXapHUabl UMEIOT MEHBIIYIO
OCMOTHYECKYIO KOHIIeHTpanuw. Tak, 1 r qucaxapu-
JIOB TI0 OTHOIICHHUIO K aHAJOTHUYHOMY KOJUYECTBY
MOHOCAaXapHJ0B JaeT B MOJIOBUHY MEHBIIYIO OCMO-
THYECKYI0 Harpy3Ky.

Ha panHuX 3Tanax HyTPUTHUBHOH MOIIEPKKHU
B HACTOSIIEe BpeMs IIUPOKO HCIOIB3YIOT MOHO-
MEpHBIE CMECH, KOTOpbIe 00eCIeuHMBalOT BOCCTA-
HOBJICHHE TOMEOCTaTHUpYyHIled (QyHKIUU TOHKOM
KUK M TOJJACPKUBAIOT BOJHO-3JICKTPOJIUTHBIN
Oamanc oprann3ma. OCHOBY MOHOMEPHBIX CMe-
ceil TpeICTaBIAIOT TIIOKO30-COJEBBIE DPACTBOPHI,
M0 COCTaBy CXOXXHE C COCTaBOM TOHKOKHIIEYHOTO
XHAMyca.

Takum 00pa3oM, HAKOIUICHHBIH OMBIT MPH-
MEHCHHUS HYTPUTHUBHOU MOIJCPKKH y MaIMCHTOB
B OPUT mnoxka3eiBaeT >)PEKTUBHOCTh W YKJIAIBI-
BaeTCs B OTAENbHOE HAMpAaBICHHE — HHTEHCHUBHYIO
Tepanuio. DTO OOCTOSATEIBCTBO 3aCTaBISET IOAY-
MaTh 00 aKTMBHOM HCIIOJb30BaHUU METOJ]Ia HEMpsi-
MOH KaJOpUMETPUHU, HOBOW T'e€HEpallMu MpenapaToB
s I u cmeceit g OI1. Bompoc 06 akTuBHOM
WCIIOTB30BAaHUM  HMMYHOI00aBOK,  DHTEpaJbHO
W MapeHTepaNtbHO, OCTAETCS Ha CErofHs IHCKYyTa-
OCTBHBIM.

Hecmotps Ha 3T0, ocTaeTcs MpU3HAHHBIM (aKT,
YKa3bIBAIONIUI Ha TO, YTO HYTPUTUBHAS MOJACPIKKA
y TaIMeHTOB JETCKOW MPAKTUKH IOCIIC MEePEHECEH-
HOTO XHUPYPTHYECKOTO BMEIIATENIbCTBA WU TPaBMBI



HYTPUTHBHAS MOJAEPXKA - COBPEMEHHBIE NOAXOAI POCCHMCKWH BECTHUK  Ne3, 2011

BETCKOM XUPYPruW, aHecTe3nonoruu U peaHuMaTonoruu

ABISIETCS BAXKHBIM (DaKTOPOM, ITPH KOTOPOM aJeKBaT- U JI€4eOHBIX MPOAYKTOB B pAHHEM ITOCTarpeCCUBHOM
HOE MOTPEOHOCTSIM NMUTAHUE CTAHOBHUTCS KIFOUEBBIM  MEPHOJE y AeTel ymydiraer 3pPeKTUBHOCTH 00IIero
B TEpamuH HE TOJBKO Ui TAPMOHUYHOIO Pa3BUTHA  KOMIUIEKCA WHTCHCHUBHOW Tepamuu, HANpaBICHHOW
pebeHka, HO M aJsi Oojee paHHEro BOCCTAHOBIEHHS ~ Ha BO3MELICHHE JHEProIUIaCTUYECKUX MOTpeOHO-
nociae IepeHeceHHoro 3aboneBaHus. Mcnonb3o- — cTell opraHusma peGeHka u Gojee OBICTPOro BBI3O-
BaHUC CICHUAIM3UPOBAHHBLIX IIp€naparoB IJid I1I1 POBJICHUA.
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