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Cnucok cokpaiieHu_

AAII — AmepukaHckas akajieMus eauaTpun

AJl — apTepuasipHOE JaBJICHHUE

AJl® — ageHoszunandgocdar

AT® — anenozunrtpudocdar

BJIJI — OpoHxoneroyHasi [ucriia3ust

B’KK — BHyTpHX,e J1yl OUKOBOE KPOBOU3IHASIHHE

BIIC — Bpo)IeHHbIE TIOPOKHU CEpALIA

BYWU - BHyTpuyTpoOHas MHGpEKIUs

I'BH - remonmutryeckast 60Jie3Hb HOBOPOXAEHHOTO

I'SK - rugpokcnaTuiIKpaxmal

JIBC — nucceMMHUPOBAHHOE BHYTPUCOCYIUCTOE CBEPTHIBAHNE
JOMIKII — nepekT MexkenyJ0uYKOBOM NEPEropoIKku

3BYP - 3anepikka BHYTpUYTPOOHOTO Pa3BUTHS

NBJI — uckyccrBeHHass BEHTWIALUSA JIETKUAX

NJAC — ummyHOonedumr

NKCH — nHTpanmroriasMaTiiecKas MHbEKINS CIIEpMaTo30110B
HK — HefocTaTpuHOCTh KPOBOOOPAILIECHU S

OOO - oTKpBITOE OBAJIBHOE OKHO

OIIH - ocTpas noyeyHass HEAOCTATOUYHOCTD

OPBMH - octpas pecniupaTtopHas BUPyCHast UH(peKLMA
OPUT - otnenenne peaHMMAallid 1 UHTEHCUBHOM Teparnvu
NBJI — nepuBeHTpUKYISIpHAS JIENKOMAJIALIASA

[IMP — ncuxoMOTOpHOE pa3BUTHE

ITOH — nosmmopranHas HeJOCTaTOYHOCTD

[IMIIHC — nepunaranpHoe nopaxenue [THC

IICJH — nepMaHEHTHBII caxapHbIil J1aOeT HOBOPOXK IEHHBIX
PJIC — pecniupaTopHBIN JUCTPECC-CUHIPOM

CIIP — cuHOPOM JbIXaTeNIbHBIX PACCTPOMCTB

TCH — TpaH3UTOPHBINA CaxapHbIil JUaOeT HOBOPOXKJEHHbBIX
V3U - ynpTpa3zByKOBOE UCCIIEOBAHNE

[IBK(J1) — neHTpanbHblii BEHO3HBIN KaTeTep (JIMHUN)

IIHC — nentpasnbHas HEpBHas1 CUCTEMA

YCC - yacroTa cepeuHbIX COKpAIICHUN

KO - 3KCTpakopropasbHOE OIUIOAOTBOPEHUE

OHMT - skcTpeMasbHO HU3Kas Macca Tesa

AHSK — A3BEHHO-HEKTPOTUYECKUH SHTEPOKOIUT
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BBenenne

Jhobast npobnema ocmaemcst aKmyanvHoil 00 mex nop, NoKa 6
Hell UMeemcst NePCneKmuea Pa3eumust no 60CX00siell 60 UMSL KOHEUHO20
pe3yavmama, d 6 OAHHOM 8APUAHMe, 8 NPOOAEME HOBOPONCOEHHO20 PEOCHKA —
MO HU YUMo UHOe KaK 300posve uenoseka XXI eexa, a 3nauum u onazononyuie
o0uecmea, cmpanvl 8 UeaoM.
B. A. Taooaun, 1986 200

XOpoLIO U3BECTHO, YTO HAapyIlleHne OOMEHa IIIIOKO3bI SBJISAETCS OAHUM M3 HauOosee YacThiX
KJIMHIYECKMX (peHOMEHOB B HEOHATAILHOW MEAMIIMHE, U Bpozie OBl 3/1eCh BCE TIOHSTHO: €CJH ITTI0K03a
KpoBU MeHee 2,6 Mmmob/J1 (B Poccun), To Heooxoqumo. .. Ho mo3Bosmm cee nurary U3 paOoThl Ipu-
3HaHHOTO aBTOPUTETA B JaHHOM 00J1aCTH, aMepuKaHcKoro neauarpa Marvin Cornblath [57]: «Ompe-
AeNeHre KIMHUYECKOW 3HAYMMOCTU THIOIJIMKEMHUM OCTAeTCsl OJHOW M3 HauOolsiee 3alyTaHHbIX U
CIIOPHBIX MTPOOJIEM B COBPEMEHHOI HEOHATOJIOTHI .

IIpex e yeM u3arathb OTIeIbHBIE BOIIPOCHI HAPYILEHUsI OOMEHA ITIIOKO3bl Y HOBOPOXKICHHBIX,
HEOOXOMMO KOPOTKO OCTAaHOBHUTBHCS HAa TOCTAaHOBKE MPOOJIEMBI B II€JIOM, Ha OOIMX MPHUHIMIAX,
JIe)alX B OCHOBE ee pa3padOTKH.

B Hacrosiiiee BpeMsi XOpOILIO M3BECTHO, YTO NMPAKTUYECKH JIIOOE KPUTHUECKOE COCTOSTHHUE,
0COOEHHO pa3BUBILEECs OCTPO, HA KAKOM-TO 3Talle CBOEr0 Pa3BUTHUS COMPOBOXKIAECTCS pa3BUTHEM
MHCYJIMHOBOM PE3UCTEHTHOCTH, HapyLlIEHUEM TOJIEPAaHTHOCTH K IIIOKO3€, runeprivkemuen. Jlocra-
TOYHO YaCTO 3TO COCTOSTHHE B JIMTEPATYPE HA3BIBAIOT «IMa0ETOM ITOBPEK/ICHUS WU TPaBMbD» [ 142,
198]. Kputnueckoe cOCTOSSHUE MPUBOIUT K YBEJIMUEHUIO MPOAYKLIMH NEYEHBIO (ITyTEM ITTIIOKOHEO-
reHe3a) IVIIOKO3bl, HECMOTPSI Ha TUIEPIVIMKEMUIO U BBICOKMI ypOBEHb MHCY/IMHA. Pe3UCTEHTHOCTD
renaTrouMTOB K MHCYIMHY CBf3aHa C BBICOKMMM KOHULeHTpauusmu IGF-bindin protein-1 (uHCy-
JMH-TIoN0OHOTrO (hakTopa-1). Heo6xomumo nogdepkHyTh, YTO HauOOIEe YacTo HapylieHusi MeTado-
JIM3Ma TITIOKO3bl BCTPEYAIOTCSl y OOJNBHBIX HOBOPOKJEHHBIX, OCOOEHHO HEIOHOIIEHHBIX JeTel, 00y-
CJIOBJIMBAs MX CKJIOHHOCTb KaK K T'MIIOIJIMKEMUH, Tak U runeprivkeMud [ 70]. IHTepecHo, 4To o0men
OCOOEHHOCTBIO TITyOOKOHE/IOHOIIIEHHBIX JIeTel SIBJISETCS] TOpas3no OONBIIMA AMana3oH KoJIeOaHWH
Pa3IMYHBIX IAPAMETPOB 10 CPAaBHEHUIO C JIOHOIIEHHBIMU J€TbMH, B TOM YMC/Ie KOHLIEHTpaLUii Ipo-
KOAryJIsTHTOB M aHTUKOATyJISTHTOB, IEKTPOJIUTOB U T. . KOHLIEHTpalys IIII0KO3bl KPOBU HE SIBJISIETCS
WCKJIIOYEHHMEM, U Ha 3TOT (PaKT yKa3bIBaIOT pa3jiMuHble aBTopHI [3, 55, 75, 87, 102, 197].

I'moko3a KpoBM SIBJISIETCS OIHUM U3 KOMIIOHEHTOB BHYTPEHHE! Cpe/ibl OpraHu3Ma, U KOHLECH-
TpaLys ee B KPOBU NOIEPKUBAETCS] HA OTHOCUTENIBHO

MIOCTOSTHHOM YpOBHE. VI3 3TOro coBepIIIeHHO SICHO, YTO 00CyXkJaemMasi podiieMa Hepa3phIBHO
CBSI3aHA C YYEHUEM O IOCTOSIHCTBE BHYTPEHHEH cpelpl opraHu3ma. Mbl cuMtaeM JOJIIOM B JIaH-
HOH pa0doTe YHOMSHYTb 00 yYEHOM, TaK MHOT'O ClIeJIaBLIEM ISl U3yUYeHUs MIOCTOSIHCTBA BHYTPEHHEM
Cpelbl, TOTOMY YTO HaM KakeTcsl, YTO JII0OOH Bpay 00sI3aTeIbHO I0JKEH IIOMHHTD M TIOYUTATh OCHO-
BOIIOJIO)KHUKOB MEJMIMHBI, TaK Kak Oe3 MPOIUIOro HeT Oy/myIIero.

Kak 13BecTHO, OCHOBOITIONIOKHUKOM YY€HMsI O MOCTOSTHCTBE BHYTPEHHEN Cpellbl OpraHu3Ma
(romeocrase) asinsercs Knon bepnap (1813-1878). IlIupoko n3BectHa ero popmymponka: «Ilocro-
SIHCTBO BHYTPEHHEH cpeJibl — 3aJI0I CBOOOJHOW U HE3aBUCUMOM JKU3HW», SBJISIOLIENCS aKTyalIbHOU 1
B HacTosiiee BpeMs. B HanOosee 4eTKOM U SICHOM BUjIe TTOJIOKEHHsI CBOETO YUeHUs OH chopMy.u-
poBan B 1878 romy, Hezanonro 1o cmeptu. U Bot yke 6onee 130 et pa3nuuHble HayYHBIE IIIKOJIBI
pa3palaTbIBalOT POOIEMBI, BIIEpBble ChOPMYIUPOBAHHBIE STUM BEJIMKUM (bu3rosoroM. Bor Heko-
TOpBIE U3 HUX:

1. K. bepHap BriepBble YCTaHOBUJI IPOUCXOXKJEHUE ITIIOKO3bI KpoBU. OH JOKa3al, YTo IVII0KO3a
KPOBU MPOUCXOIUT U3 NEYEHH.
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2. OH yCcTaHOBWJI, YTO B MEUEHM IVIIOKO3a CKAIIMBAETCSl U MPEBPAIIAETCs B INIMKOTEH, a MpU
HEJIOCTATOYHOM COZEP/KaHUU caxapa B KPOBU ITIMKOTEH II€YEHU CHOBA IIPEBPAILAETCS B [JIIOKO3Y.

3. OH BHEepBbIE BbICKA3aJ1 MBIC/Ib O (PEPMEHTATUBHOM XapaKTepe pacliellyIeHus YIJIEBOAOB, O
HaJIMYUK (pepMeHTa, OBICTPO pa3pylIAIOIIEro caxap KPOBU B MOJIOYHYIO KHUCIOTY, O TOM, YTO STOT
(bepmeHT BcTpeyaeTcst B MBIIIIAX, B TIEYeHH, OCOOSHHO e MHOTO €ro B SMOPHOHATIBHOM TKaHH.

4. K. BepHap BriepBble OnMcall pa3BUTHE TMIIEPIIMKEMUH Y OOJBHOTO MOCTTEMOPPAruuecKM
IIOKOM.

Heo6xonumo otMeTuTth, 4to ogHUM U3 yueHukoB Kiona BepHapa Obu1 OuH U3 KPYITHEHIINIX
pycckux pusnonoros Usan Pomanosuu Tapxanos (Tapxan-MoypasoB) (3(15)uions 1846 — 24
aBrycra (6 centsaops) 1908). EMy u ero Hay4HBIM HCCIIEIOBAaHUSAM MOXHO (M HYKHO!) TIOCBATUTD
MOHOTpagHIo, HO MOCKOJNBKY Hallia padoTa MOCBSAIIEHa IPyruM MpodaeMaM, TO Mbl TOJIBKO KPaTKo
YIIOMSIHEM T€ Hay4HbIE HAIlpaBJIEHMsI, KOTOpblE pa3padaThiBasl (2 HEKOTOPBIE U PEIINI B TIEPBbIE B
MUpE) 3TOT BEJIMKUI YeJIOBEK.

W3 Hux Hawbosee BHIJAIOIIUMUCS SBIAIOTCS paOdoTh: «O0 MHHEpBAIMU cocynoB», «O Kpa-
CALIEM BELLECTBE Kemun», «O COKPAaTUTENIbHBIX JIEMEHTaX KauuIspoB», «O BIMSIHUM Kypape Ha
KpOBb U JIUMQy», «O BIUSIHUYU CTYILIEHHOTO BO3/lyXa Ha KJIETOUHBIE IEMEHTh», «O nepemexaro-
eMcs pa3ipakeHny 00orX ONyXJAIIMX HEPBOB U AEHCTBUU UX Ha cepire», «O NelcTBUM HaBe-
JEHHBIX TOKOB Ha KPACHBIE KPOBSIHBIE TEJbLIA» .

3a Bpemsi cBoel JiesiTenbHOCTH B BoeHHO-MenunmHckoi akagemun B Cankt-IlerepOypre U.
P. TapxanoB mpou3Be HeJblid psifi HAYYHBIX UCCIIENOBAHUM MO0 CaMBIM Pa3HOOOPA3HBIM BOMPOCAM
(usnonorny, N3 HAX B KauecTBe HanOosiee 3HAYMMBIX YIOMsIHEM criefyioriye: «O mMpuMeHeHU! Tesie-
(oHa K KHUBOTHOMY EKTPUUECTBY», «O TICUXOMOTOPHBIX HEHTPAX Y HOBOPOKIEHHBIX KMBOTHBIX
Y Pa3BUTHHU WX TMPU Pa3HOOOPA3HBIX YCIOBUsAX», «K (pU3MONIOrnM HOPMaIBbHOTO CHA y KMBOTHBIX»,
«O0 aBTOMaTUYECKUX IBMKEHUSX 00€3IJIaBJIEHHBIX KUBOTHBIX», «O0 OmpeleseHu: Macchl KpOBU
Ha JKMBOM 4esioBeke», «O0 SMYHOM OeJIKe NMTEHIOBBIX M BHIBOJKOBBIX MTHI», «O KONeOaHUU Taiib-
BAaHMUYECKUX KOKHBIX TOKOB Y UeJIOBEKa IM0j1 BIUSHUEM BO30YK/ICHUSI OPraHOB YyBCTB U PA3TMYHBIX
MICUXUYECKUX BIMSAHUI», «O pusnonornyeckom aeictsuu criepmuna [1€ns», «O BAMSHUM MYy3bIKU
Ha )KMBOTHBI OPraHM3M M Ha 4YesloBeKa», «O BIMSAHUM PEHTTEHOBCKUX JIy4Yel Ha KUBOTHBIX», «O
MIPOU3BOJIBHOM YCKOPEHUH CepALIeOMeHui y yesoBeka», «O cyObeKTHBUPOBAHMH CITYXOBBIX OIITyIIIe-
HUi», «CIUT JI1 COMHHON MO3r?», «O MeXaHu3Me CBETSIIerocs anmnapara CBETJISIKOB» U T. 1.
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Puc. 1. Knoa bepuap cpean yuennkoB. Kaptuna Jleona Xepmura
Bropoii cipaBa — Tapxanos U. P.

Cunraem HeoOXonuMbIM TipezcTaBuTh nopTpet K. beprnapa u U. P. TapxanoBa BmecTe, 3ame-
yaTesIbHBIX JTIOJIEN U YUYEHBIX, IOTOMY YTO B HACTOSIIEE BPEMSI Mbl, K COKAJIEHUIO, U TAKUX Bpavyei
CTAaHOBUTCS Bce Oosibllie U OoJIbllle, 3a0bIBaeéM KaK BHITJIS/ICNN HAIKM BeIMKKe yuuTens (puc. 1).

BepHemcs k HapymieHHsIM OOMeHa TTIOKO3bl Y HOBOPOXJICHHBIX. Kak Mbl OTMeYasu BBIIIIE,
B HACTOsIIIIEE BPEMsl THUIIEPITIMKEMUS PACCMATPUBAETCS KaK MapKep OCTPO Pa3BUBIIETOCsS KPUTH-
YECKOIO COCTOSIHHSI, 3a4acTyl0 OTPAXKAIOIIEro ero TSKECTb U MHCYJIMHOBYIO PE3UCTEHTHOCTh. He
TMOCJIE/THION POJIb B €€ Pa3BUTHU UT'PAIOT KOHTPUHCYJISIPHBIE TOPMOHBI, 00eCIIeYMBAIOIINE PETYJIAIUI0
roMeocTa3a B HOpMe U B YCJIOBUSIX KpUTHUECKOro coctosiHus. [Ipu HapylieHuu JaHHBIX HePOryMo-
PaJIbHBIX MEXaHU3MOB MOKET Pa3BUBAThLCSI MHOUM CEPhEe3HBIN BAPUAHT MTOCTArPECCUBHOTO CUHAPOMA —
runormkeMusi. Pazymeercsi, 10CTaTOYHO 4acTo, HE CKOMIIEHCUPOBAB AEKOMITEHCAIIMIO TOMEOCTasa,
MPUCTYNATh K KAKUM-JIMOO TaTbHEUIITM JEUCTBUAM ¢ OOJILHBIM HellesiecooOpasHo.

XoTtenoch Obl 00PaTUTh BHUMAHKE, YTO B OTJIMYME OT TUIIOTEPMUM, YACTOE HAIMIKME TUTIOTITH-
KeMUU Y HOBOPOJK/IEHHBIX JIETEH, a TaK:Ke €€ BO3MOXKHBIN MOBpexaaionuil 3(hheKT U3BECTEH JIaBHO
[91, 150]. Vkazanusie aBTOphI [91] Takke BliepBble MPEAJIOKWIN Je/IeHUe HEOHATAIbHBIX THUTIOTJTHU-
KEeMMUI 10 CTETIeHU TSIKECTU:

e nierkag (2,2-3,3 mmonb/ i, 40—-60 mr/mn),

* cpeanent Tskectu (1,1-2,2 mvons/n, 20-40 mr/mn),

* TsKeNasi WM KcTpemMasibHas (<1,1 Mmosw/n, <20 mr/m).

It0 Tem OoJiee YAMBUTEIBLHO, YTO MMEETCsSl MHOTO IIPOTUBOPEUNH, KACAIOIIMXCS OTPE/Ie/ICHUS
Y JIeYeHUsI HeOHATaIbHBIX TUnormkeMu. [IpaByia, BHaYasie TUMOTIMKEMUS ObLIa OMKCaHa y JETeH,
POXICHHBIX OT Marepell C caxapHbIM JUaOETOM, TIOSTOMY TOBPEKACHUS CBA3BIBAIM HE TOJBKO C
HapyIIeHUsIMA OOMEHa TITIOKO3bI, HO M C IPYTUMU MaTOreHeTUIECKUMU 3BEHbSIMH.

B 1959 rony Kopu6mnat M. onmcain 8 geteit, poKAEHHBIX OT MaTepei ¢ recTo3amu, y KOTOPBIX
KJIMHUYECKUE MPU3HAKY (aITHO3, IIMaHO3, KOMA, CYJIOPOTH) OBLTH CBSI3aHBI C YMEHBIIIEHEM KOHIICH-
TPAIUM TJIIOKO3HI ¥ OBUTA KYNIMPOBaHbBI BHYTPUBEHHOU ee nH(y3uel. KpoMe Toro, BIociaeacTBuu y
JBYX JIeTed W3 STOW TPYNIbl Pa3BUINCH TSKENble HEBPOJIOTMYECKUE HAPYILICHUS], a OUH PeOeHOK
noru0. DT HAOMOIEHH I TIOCTYKUJIM TOTYKOM K MHOTOUMCIIEHHBIM MCCIIEIOBAHUSIM, TIEJTBI0 KOTOPBIX
SIBJISITIOCH BBISIBJIEHHE KPUTUYECKOTO YPOBHS TJTIOKO3bl M YACTOTHI TUIOTJIMKEMUM, a 3aTeM U JPYTuX
HapyIIeHUu oOMeHa ITIOKO3bl Y HOBOPOXICHHBIX.
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I'nmaBa 1 OcooeHHocT 0OMeHa
IJIIOKO3bI Y HOBOPOXKI€HHBIX

XOpoLIo U3BECTHO, YTO Y IU104a npuMepHo S50 % Bcell SHepreTM4eckol MoTpedHOCTH opra-
HU3Ma 00ecreunBaeT IIoKo3a. Elre nojioBuHy — aMUHOKHUCIIOTHI U JIaKTaT. [JII0K03a TpaHCIUIaleH-
TapHO MOMAAAET K IJIOLY MO rPagUeHTy KOHIIEHTPAIMH, TOTOMY YPOBEHb IJTIOKO3BI B [1J1a3Me KPOBU
I0/1a B HOpMe coctapJisieT mpumMepHo 70—80 % OT KOHIIEHTpAIIUK TITIOKO3bI B I1a3Me MatepH (Oepe-
MEHHOM >KEHIIMHBI).

[NoTpebneHne TTOKO3bI TUIOIOM JIOCTATOYHO BBICOKOE M COCTaBJISIET MIPUOIU3UTENBHO 7 T HA
1 xr Beca B CyTKM, WM 5 MI/KI B MUHYTY. VIHTepecHO, YTO yKa3aHHasl BEJIMYMHA MPUMEPHO
paBHA HJOTEHHOMY 0OpPa30BAHUIO TITIOKO3bI MOC/IE POKAEHUS. YCTAaHOBIIEHO, YTO (hepMEHTATUBHbIC
CHCTEMBI, yYaCTBYIOIIIUE B [TIIOKOHEOTeHE3€e U MIMKOTeHOM3€e, UMEIOTCSl B TIeUeHHU II0/1a, M0 Kpaii-
Heil Mepe, B 11 Tpumectpe GepemenHocty [65,180], HO ocTaloTcss B SMOPHOHAIBHBIA MEPHUOL HEaK-
TUBHBIMHU, €CJTU HE OKA3bIBAIOT JICHICTBHUE JAOMOTHUTEIbHbIE (DAKTOPHI, HAIPUMED, TOJI0JaHUE MaTEePH.
XOTs MeveHb II0fa CONCPKUT B 3 pa3a OoJIbllle IIMKOTeHa, YeM TevYeHb B3POCIIOro YesioBeKa, MpH
POX/IEHUU TIEYEHOUHBIN IJIMKOTEH COCTABJIsIeT BCero oKoyo 1 % oOmux 3amnacoB sHepruu. Takum
00pa3oM, TUIOJ MPAKTUYECKH EJIMKOM 3aBUCUT OT YPOBHSI TTIOKO3bI B KPOBU MaTepH, Tak Kak cam
aKTHUBHO ee 00pa30BbIBAaTh HE MOXET.

Ecnu ke moTpeOGHOCTM TKaHel Iioga He MOTYT ObITh OOECIieUeHbl M3-32 TUIIONIMKEMUN Y
MaTepy WK IJTaleHTapHON HeJJOCTaTOYHOCTH, TO IOl MOXKET UCHOJIb30BaTh AIbTePHATUBHBIE UCTOY-
HUKU SHEPTUH, TAKME KaK KETOHOBbIE TeJa, TIOyYeHHbIE MIPU OKUCIEHUH KUPHBIX KUCIOT.

[Tpu pyMTeNbHO COXpaHSIOIIEMCs HU3KOM MOCTYIUIEHUH TTIOKO3bI TKAHU TUI0[ja HAUMHAIOT IPO-
OYKLMIO [TIOKO3bI, CHaYaJIa MyTeM IJIMKOTeHONN3a, a 3aTeM U IIoKoHeoreHe3a. Kpome toro, nmpowuc-
XOIAT KOMIUIEKCHBIE M3MEHEHUSI B METa0OJIM3Me TITIOKO3bI, BIMSIONINE HA POCT U Pa3BUTHS TUIO/IA U
MMeIoIIYe HerpeacKa3yeMble MeTadoIMueckue u3MeHeHusl B nocienyioriem [98, 205].

WNHcynuH He MpoXOAUT TpaHCIUIALIEHTAPHO, W MO3TOMY €ro ypoBeHb Y IUIOfIa HE 3aBUCHUT OT
YPOBHSI y MaTepu. B-KJIETKU MOIKeTyI0YHON *kese3bl MI0a TOJIbKO B MOCNIEIHUI TpuMecTp Oepe-
MEHHOCTH CTaHOBSITCSI UyBCTBUTEIbHBIMHU K KOHLIEHTPAIIUHU ITIOKO3bl. VIMEHHO B 3TOT MOMEHT OHU
3aMETHO YBEJIMYMBAIOTCSI B O0ObEME.

Hpyrast cutyaiysi BOSHUKAEeT MPU HU3KOM MOCTYIUIEHUH TIIOKO3bI K Tu1ofy. [ToBbiiaercs uyB-
CTBUTEJILHOCTh TKAHE! K MHCYJIUHY U YCHUJIEHHOE TIOCTYIUIEHUE [TI0OKO3bl BHYTPb KJieToK. [Iponomka-
IOIIMICS IePULIMT MIIOKO3bI IPUBOAUT K HAPYIICHUIO (DYHKIIW [3-KJIETOK MOIKETYJOYHOM KeJe3bl U
CHUKEHUIO BBIPAOOTKU MMU UHCY/IMHA. Kpome Toro, Ha 3ToM (poHe BO3HHUKAET OJIOKMPOBAHUE «ITPOK-
CHMAJIbHOTO» CUTHAJIa MHCYJIMHA B TIEYeHU, IPUBOJSIIETO K MOBBIIIEHUIO aKTUBHOCTU (pOCcOIHOIM-
nupyBaT KapOoKcHuHa3bl ((pepMeHTa IIIIOKOHEOreHe3a) 1 MOBBIIIeHUI0 CHHTE3a ITIOKO3bI, 8 COOTBET-
CTBEHHO BO3HMKHOBEHMIO rurneprivkemuu [68, 132, 133].

Tabauya 1
Metaboanueckue 3¢ eKTbl HHCYJINHA

TIponecc Bimaane

HDCT_\TIJCHHE IMEOKO3EI B MBIMIETHEIE KIETKH

TMocTymIeHAe TMEOKO3EI B JKHPOBEIE KIETKH

AKTHBALHA KIH09eBEX (epMeHTOB [IHENIH3A

]+ |+

‘VeenTHUeHHe HETeHCHBHOCTH CHHTE3a ITTHKOIEHA

Brxon AMHHOKHCIOT H3 MEIMETHELX ETeTOK

BaIxos HKHPHBIX KHCIOT H3 AKHPOBEX KIETOK -

T'mokoHeOreHe3 -

Ketoremes -

Ipmvevanre: + CTAMYIIAIAA; — HETHOHIHA.
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[Tpu 3TOM HEOOXOAMMO YUHUTHIBATH, YTO JTUTEIIbHAS TUIIEPITIUKEMI S, TIOAOOHO TOMY KakK 3TO
MIPOMCXOUT TPU TECTAIMOHHO 3aBUCMOM CaxapHOM JuadeTe y *KEeHIIMH, MOKET BbI3BATh KaK CHU-
JKEHUE CUHTe3a WUHCYJIMHA, TaK Y CHIKEHHE YyBCTBUTEJILHOCTU TKaHel K Hemy [50]. Beimenepeunc-
JIEHHOE, OTYAaCTU OOBSICHSIET CKJIOHHOCTD JETeH C 3aJIepKKOi BHYTpuyTpoOHoro passutus (3BYP),
KaK K I'MIO-, TAK W TUMIEPIITUKEMUSIM.

Kax n3BecTHO, MHCYJIMH CTUMYJIHPYET OCTYIUICHUE TITIOKO3bI B MBIIIIEYHBIE M JKUPOBBIE KJIETKH
(Tabm. 1), 0cOOEHHO B MOCIIEAHUN TPUMECTP OEPEMEHHOCTH, CO3/IaBast 3aMachl SHEPTUN K POKICHHIO
peOeHKa.

B Hacrosiiiee BpeMsi XOpOIIIO M3BECTHO, YTO KPOMe MeTa0OINYecKuX 3(P¢eKToB, UHCYIUH
o0JalaeT MHOXeCTBOM JApyrux (puc. 2). OH BbI3bIBACT Mpovdepanuio KIeTok, 001aaaeT aHTHaIo-
NTUYECKUM, aHTUJIANIONIUTUYECKAM, aHTU-KATaOOIMYecKuM (TIOAABISIeT THAPOIN3 OeIKOB, YMEHb-
IIaeT JIMIMOJINU3 U T. [1.), aHAOOIMUYeCKUM (YCHIIMBAET TMOITIONIEHUE KJIeTKaMU aMHUHOKHCIIOT, CTUMY-
JIMpYeT NOCTYIUIEHHUE B KJIETKM MOHOB Kautusi, MarHus u ¢pocatoB, yBennuupaet peruikanuio JHK
u 6uocuHTe3 Oenka) 3pdeKTamu u T. II.

WucynuH BbipadarbhiBaeTcs [3-KJIETKaMH OCTPOBKOB JlaHrepraHca MOMKETyIOYHOU KEeNe3bl.

[Tpu MakCUMaJIbHOUM CTUMYJISIIIMM B MUHYTY MOXET BbipaOathiBaThes 1,3 X 10° MOJIEKYJI MHCYJIMHA.
Morekyiia UHCY/IMHA 00pa30BaHa JAByMsI TOJMIIENITHIHBIMU LETISIMU, CofiepKamMu 51 aMUHOKHC-
JIOTHBI OCTAaTOK: A-TIeTlb COCTOUT U3 21 aMMHOKKCIIOTHOTO OCTaTKa, B-1iers oOpazoana 30 aMuHO-
KHUCJIOTHBIMU OcTaTKaMu. [lonunenTuHble 1ery COeqUHSIOTCS ABYMsI AUCYIb(PUIHBIMUA MOCTUKAMU
Yyepes3 OCTaTKM LIMCTENHA, TPEThA AUCYJIb(pUIHASA CBA3b paclonokeHa B A-uenu (puc. 3).

CuHTe3 MHCYJIMHA MTPOXOAUT B HECKOJIbKO 3TanoB. Ha mepBoM 3Tare B pubocomax IepoxoBa-
TOM HJOIUIA3MATUYECKOIN CeTH CUHTE3UPYETCs] MOJIEKYJIa MPeNpOUHCYIMHA (puc. 4), cocTosias u3
110 aMMHOKHCIIOTHBIX OCTaTKOB M BKJTIOYAIOITIast B ce0sl, PacroioXeHHbIe TIociie10BaTesbHO: L-men-
i (CUrHaIBHBIA nienTra), B-rrenrmuy (B nens), C-rrenmun 1 A-nientig, (A 1ienb ).
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WHCYNUHOBRIR pELEnTOp
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Puc. 2. 9 ¢extbl nucyanna (Van den Berghe G., 2004) [39]

Kak u gpyrue ropMoHbl, CBoe AefCTBIE MHCY/IMH OCYILIECTBIISIET uepes Oenok-peuentop. UHcy-
JIMHOBBIM PELENTOp MPEACTABIsIeT COO0M CIOKHBINA OENOK KJIETOYHOW MeMOpaHbl, COCTOSIIMNA U3
ABYX CyObeIMHMUII, KX Aast U3 KOTOPBHIX 00pa30oBaHa IBYMsI MOJUIENTUAHBIMY IIeNIoYKaMu. CBsI3bIBa-
HUE MHCY/IMHA C BHEKJIETOYHOW 0OJIACTHIO MHCYIMHOBOTO PEIIENTOpa BbI3bIBAET KOH(POPMAIIOHHBIE
M3MEHEeHHs], PUBOJSIIME K aBTO(POCHOPUIMPOBAHUIO PEIIENITOPA ¥ TUPOZUHCBS3AHHBIX BHYTPHKJIE-
TOYHBIX OEJIKOBBIX MOJIEKYJ1. MIMeoTcsl 1Ba OCHOBHBIX Kackana. OIUH 13 CUTHAJIbHBIX MyTel (ciieBa),
BeIYIIUI K KacKkaaHou aktuBaiu Grb2/Sos, nmpuBosinei K npoaudepau KJIETKUA U 3aMe]JIEHUI0
arnonro3a. M3-3a ux mutoreHHOro 3(pheKTa 310 IeHCTBUE MHCYJIMHA MOKET OBITh OXapaKTepU30BAHO,
Kak 3¢ deKT «daxkTopa pocta». Bropoit myTsh (cripaBa), aktuBauus kuHa3 (p85/p110) tak Ha3biBae-
MBIM «ITyTE€M MPOTEUHKUHA3B! B». DTOT MyTh YCIOBHO HA3bIBAETCSI METAOOINYECKUM

B nocnenyoiem, npakTUYeCKH cpasy ke IMOce CHHTe3a B SHAOIUIa3MAaTUYECKOM CeTH, OT
MOJIEKYJIbI TTPEMPOUHCY/IMHA OTIIEeTUIsieTcs: L-nenTHy (CUrHabHBIN), COCTOSIIUN U3 24 aMUHOKUC-
J0T. CUMTAIOT, YTO paciierieHue MOJIEKYJIbl M JeTpaaliisl CUTHAIBHOTO TIeTITH/Ia HeOOXOMUMBI TSI
MTPOXOXKJCHUSI MOJICKYJIb IPOMHCY/IMHA Yepe3 JUMUIHYI0 MeMOpaHy SHIOIIa3MaTHUECKON CEeTH.
Jlanee MPOUHCYJIMH TPAHCIIOPTUPYETCS B KOMIUIEKC [0JIb/KHU, B IIMCTEpPHAX KOTOPOTO MPOUCXOTUT
«co3peBaHue» UHCYIMHA. [lof «co3peBaHreM» MOHUMAIOT KOMIUIEKC MOC/Ie0BaTeIbHbIX PEaKIIvi,
B pe3ysibTaTre KOTOPhIX OT MOJIEKYJIbl IPOMHCY/IMHA oTieruisiercs: C-nenTtui, coctosmil u3 31 amu-
HOKHCJIOTH ¥ COeIMHsIoMI B-11ens u A-1iers. OOpasyeTcst MOJieKyia MHCYJIMHA, KaK MBI YKe OTMe-
YyaJid, COCTOSIIAsI U3 JIBYX lerel, COeAUHEHHBIX TUCYJIb(puaHbIMU cBs3siMu (puc. 3). Mucynun u C-
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NEeNTHU XpaHATCA B 3PEJIbIX CEKPETOPHBIX I'PaHyJ/IaX U BBIACIAIOTCA B 9KBUMOJIAPHBIX KOJIMYCCTBAX
[190].

Puc. 3. TpexmepHoe n300paskeHne MOJEKYJIbl YeJ0BeUeCKOr0 MHCYJIHHA
(Chang X. et al., 1997 [51])
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Puc. 4. Ctpoenne moJiekyJinl npenpouHcyanna (Steiner D. F. et al., 2009) [190]

Cxemarudeckoe M300pakeHWe aMUHOKHMCIOTHOW TMOCIEeN0BaTeIbHOCTH YeJIOBEYeCKOro Impe-
MPOMHCYJIMHA (CUTHAJIbHBIN MENTU/ — 3eJIeHblil, B-11enb — kpacHas, C-nentua — opaHkeBbld, A LeMb
— TEMHOCHHSIsI) C YKa3aHUEM YYacCTKOB MYTAllid, UICHTU(UIIMPOBAHHBIX Y OOJBHBIX C CaXapHbIM
IrabeToM, a TakXke C TMIEPUHCYIMHU3MOM U TUIIEPITPOMHCYTUHU3MOM. YepHBIM IIBETOM 0003Ha-
YEeHbl MyTaIl|H, BbI3BIBAIOIINE HAPYIIEHUsI TUCYIb(DUAHBIX CBSI3EN B MOJIEKYJie TPOMHCYJIMHA, TTPU-
BOJAIIMX K BOSHUKHOBEHMIO TIEPMAHEHTHOTO CaXapHOro nuadeTra HOBOPOXIEHHBIX (CM. 3 raBy);
CBETJIO-TONYOBIM — MYTAIlUY, TPUBOASAIINE K HAPYIICHUSIM CBS3M MHCYJIMHA C PELIENTOPOM; CBETIIO-
3eJIeHbIM — MYTAllUY, MPUBOASAIIME K HAPYIIEHUIO CeKpely MHCYIMHA. MyTanuu, 0003HaueHHbIe
PO30BBIM U (PHOJIETOBBIM I[BETAMU, BCTpevaTcs npu auadere 1-ro tuma. MyTtanuu, 0603HaueH-
HBIE CEepbIM 1IBETOM, BCTPEUAIOTCS PEIKO UM MPOTEKAT 0e3 (PyHKIMOHAIBHBIX HApYIIEHUd B OUO-
CUHTE3e MPOUHCYINHA/UHCYIUHA. JKeIThIM [IBETOM, 0003HAUEHBI MYyTAIIUH, SIBJISIIOIIUECS PEIIeCCHUB-
HBIMU, 3aTparuBaolye OMOCUHTE3 UHCYIMHA (MHULIMAIIUY TPAHCIISIIN)

OOpaTuM BHUMaHUE YUTATENS, YTO XOTsI MHCYJIUH U C-NIeNTH]I BBIAEISIIOTCS B SKBUMOJISIPHBIX
KOJIMYECTBAX, HO UX KOHLEHTPAIMX B KPOBU TECHO KOPPEIUPYIOT, HO HE coBnaaaioT. Bpems nosny-
pacnaga C-nentuza (okoso 20 MMHYT) B KPOBU JAJIMHHEE, YeM Y UHCY/IMHA (0K0s1o 4 MuHyT). CoOT-
BETCTBEHHO COOTHoIlIeHUe C-NenTua/uHCYIuH cocTaBiseT S:1. AHOManbHO HU3KKEe ypoBHU C-nien-
THJIa MOTYT CBUETELCTBOBATh O CHM)KEHUU BBIPAOOTKU MHCYJIMHA, U3JIUIITHE BHICOKUE — TOBOPUTH
0 BO3MOXHOM HAJIMYUY MHCYJIMHOMBI, YTO HEOOXOOUMO YUUTHIBATH MPHU TPAKTOBKE JIAOOPATOPHBIX
MoKazareJei.

[To mHeHu10 OONBIIMHCTBA UCCIIEioBaTeNel, KoHIleHTpalus C-nenTuaa B ria3Me KpOoBH sIBJIsI-
eTcs Gosee CTaOWIBHBIM MHAMKATOPOM CEKPElMU WHCY/JIMHA, YeM OBbICTPO MEHSIOUIUICS YPOBEHb
camoro uHcyauHa. Enie onHo npeumyiiectBo onpeaenenus C-nentuga COCTOUT B TOM, UYTO OH MO3-
BOJISIET OTJIMYUTD SHIOT€HHBI UHCYJIMH OT UHCYJIMHA, BBEICHHOT'O B 9K30T€HHO, IOTOMY UYTO B OTJIM-
yye OT MHCY/IMHA, C-enTul He BCTYNAET B MEPEKPECTHYI PEAKIUIO C AHTUTEJaMU K MHCYJIMHY.
VYuuTbiBas, 4To JeueOHble Mpenaparsl MHCYIMHA He copepkar C-MenTu, ero onpeaeieHe B CbIBO-
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POTKE KPOBH IMO3BOJISIET OLIEHUBATh (DYHKIIMIO [3-KJIETOK MOKETYIOYHOM KeJie3bl Y OONbHBIX caxap-
HBIM Ja0ETOM, TIOJTyYaIOIIUX WHCY/IMH.

MonutopuHr coziepxanus C-rnentuia 0coOeHHO BaxkeH Y OOJIbHBIX MOCIIE ONIEPaTUBHOTO Jieue-
HUSI MHCYJMHOMBI, OOHapyXeHUe TOBBIIIEHHOTO cofiepkanust C-menTuga B KPOBH yKa3blBaeT Ha
METacTa3bl WX PELUANB OITyXOJIH.

[Ipu narosnorum neyeHu 1 Novek COOTHOILIEHHE KOHLIeHTparuid C-1enTuaa 1 MHCY/IMHA B KPOBU
MOXET U3MEHSATBCSI, YTO HEOOXOIMMO YUUTHIBATH MTPU TPAKTOBKE JIAOOPATOPHBIX MOKa3aTeleH.

VYromuHast 00 MHCYJIMHE HEBO3MOXHO HE BCIIOMHHUTDB O HaIlleM BEJIMKOM COOTEUECTBEHHHKE
Jleonnne BacuibeBrue CoOornese (puc. 5).

[No3Bonum cebe nBe mutathl. OfHA U3 KHATH BBIAIOIIETOCs HEMEIKOro SHA0KpuHosora I1.
TpanaenenOypra «I'opmoHbl» onyonukoBanHoi B 1930 roxy, a B 1932 rogy nepeBeneHHON Ha pyc-
ckuit s3bIK [16]: «Ero [Cobonesa JI. B.] 3ameuarteibHbIe TPaKTUYECKUE MTPEJIOKEHUS 1O MOy IeHUI0
BEIIECTBA U3 OCTPOBKOBOIO ammapara MOIKeIyI0UYHON KeJle3bl OCTAJIMCh HE3aMEUEHHBIMU, [IPUYEM
JTabopaTopHast TEXHUKA U METOJIBl XUMUUYECKUX UCCIIEI0BAHMIA ObLIIH eI1le HeIOCTATOUHO Pa3BUTHI IS
UX OCylIecTBIIeHUs». Bropas murara u3 padotsl 1. M. Poccmiickoro [11]: «Ha ocHoBaruu padotst JI.
B. CoboneBa MOXHO CKa3aTh, YTO YECTh OTKPHITHS MHCYJIMHA TOJKHA OBITh MIPUITMCAHA U PYCCKOMY
yueHomy JI. B. CoboneBy, padota KOTOpOro Aajia OCHOBHbBIC JTaHHBIE ISl IaTbHEHIel pa3padoTKu
3TOrO BOMPOCA U BBHIBOIBI KOTOPOT'O, CITYCTsI YeTBEPTh BEKa, TaK OJNECTsIIIe MOATBEPAMINCDH IaTbHEN-
mMMH rccnenoBannsiMu bantunra u becrax.

Puc. 5. JIeoung Bacuinesunu Cooo.1eB

B npyroii cBoeit padote [12] 1. M. Poccuiickmii erme 6omnee kareropudeH: «Cpeid MHOTOYHC-
JIEHHBIX Y LIEHHBIX HAYYHBIX MCCIIEIOBAHUI HAIIUX YUYEHBIX [0 U3YUYEHUIO POIU U (DYHKIIUH MO Ke-
JIyJOYHOM KeJie3bl Mbl JOJIKHBI BCErJja IOMHUTb OIPOMHBIE 3aCTyTY HAIIEro BBIAAIOIIETOCsl COOTe-
yecTBeHHMKa — Jleonnna BacunbeBnua CoboseBa, yCTAHOBUBIIIETO 32 HAIIEH POIVHOW MPHOPUTET
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B OTKPBITUN MHCYJIMHA U JAaBIICTO OCHOBHBIC YCTAHOBKH IJIA IOHUMAHUA CYHIHOCTU U ITPABHUJIBHOI'O
JICYCHUA TAKOI'0O TAXKEIOIO 3a6OJIeBaHI/IH, KaKuM ABJIACTCA caxaprlﬁ ILI/I216€T>>.
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KoHen 03HakoMuUTEJIbHOT0 (pparmMeHra.

Texkcr npenocrasieH OO0 «JIutPec».

[IpounTaiiTe 3Ty KHUTY LIEJIMKOM, KYIMB IIOJHYIO JIEraJbHYIO Bepcuio Ha JlutPec.

BesomnacHo onnatuTh KHUTY MOKHO OaHKOBCKOM Kaprtoit Visa, MasterCard, Maestro, co cuera
MOOWIIBHOTO TenepoHa, C TUIaTeKHOro tepMuHana, B catone MTC wm Cesi3Hoii, yepes PayPal,
WebMoney, fAunekc.densru, QIWI Komesnek, 60HyCHbIME KapTaMu WX APYTUM YIOOHBIM Bam crio-
COOOM.
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