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BBenenune

Jhobasi npobnema ocmaemcsi AKMyanvbHoli 00 mex
nop, noka 6 Helli umeemcs NEPCNEKMuUea pa3eumus
nO 80CXO0AUlell 80 UMS KOHEUHO20 pe3yavimamd, d
6 OaHHOM eapuanme, 8 npobreme HOBOPONCOEHHO20
pebenKa —3mo HU uimo uHoe Kak 300posve uenoseka X X1
eexa, a 3Hauum u Oaazonoayuue oouecmad, Cmpanbl 6

Uenom.
B. A. Ta6oaun, 1986 200

XOpoIIo U3BECTHO, YTO HApYyIIEHHe OOMEeHa TJTIOKO3bI SIBJISI-
eTcs OMHUM W3 HamOoJjiee YacThIX KJIMHUYECKUX (DEHOMEHOB B
HEOHATaJIbHOW MEeAMIIMHE, W Bpoje Obl 371eCh BCE MOHATHO: €C-
JIM TJTI0KO3a KpoBU MeHee 2,6 mmonb/n (B Poccun), To HeoOxo-
1iMo. .. Ho mo3Bonmum cebe nurary u3 padboThl MPU3HAHHOTO aB-
TOpUTETa B JAHHOW 00JIAaCTH, aMEePUKAHCKOro meauaTpa Marvin
Cornblath [57]: «Onpenenenue KJIMHAYECKOW 3HAYUMOCTH THU-
TIOTJTMKEMHUH OCTAeTCs OJIHOM M3 HauOoJIee 3aIyTaHHBIX U CIIOp-
HBIX TIPOOJIEM B COBPEMEHHOW HEOHATOJIOT M.

[Mpexne yem m3naraTh OTIACIbHBIE BOMPOCHI HAPYIICHUS 00-
MeHa TJTIOKO3bl Y HOBOPOKJIEHHBIX, HEOOXOIUMO KOPOTKO OCTa-
HOBHTBCSI HA TIOCTAHOBKE MTPOOJIEMBI B 1IEJIOM, Ha OOIIUX TTPHH-
IUIaX, JIeXKaIUX B OCHOBE ee pa3padOTKU.

B Hacrosimee Bpemsi XOpOIIIO M3BECTHO, YTO MPAKTUYECKH
000e KPUTUUECKOE COCTOSTHUE, OCOOEHHO pPa3BMBILEECS OCT-



PO, Ha KAaKOM-TO 3Talle CBOETO Pa3BUTHUSI COMPOBOKAAETCS Pa3-
BUTHEM MHCYJIMHOBOM PE3UCTEHTHOCTH, HAPYILIEHUEM TOJIEPAHT-
HOCTHU K IJTIOKO3€, runepriukeMueii. JJoctaTouHo yacto 310 co-
CTOSIHME B JIUTEpAType Ha3bIBAIOT «IMA0CTOM MOBPEKICHHUS UIH
TpaBmbl» [142, 198]. Kputnueckoe cocTossHrE TPUBOJUT K YBE-
JIMYEHMIO IPOAYKLIMU MIEYEHBIO (ITyTeM [TTIOKOHEOT€He3a) III0KO-
3bl, HECMOTPSI Ha TUIIEPIJIMKEMUIO U BHICOKUI YPOBEHb MHCYJIM-
Ha. Pe3UCTEeHTHOCTD rernaTroluTOB K MHCYJIMHY CBSI3aHA C BBICO-
kumu KoH1leHTparusamu IGF-bindin protein-1 (MHCYIMH-0A00-
Horo ¢akTopa-1). Heo6xonumo nomgdepkHyTh, YT0 HanOosiee Ja-
CTO HapyIIeHHsI MeTa0OIN3Ma ITIOKO3bI BCTPEYAIOTCS Y OOTBbHBIX
HOBOPOXJIEHHBIX, OCOOEHHO HEJJOHOIIEHHBIX JeTeid, 00yCIIOBIIH-
Bas MX CKJIOHHOCTh KaK K THIOTIMKEMHH, TaK U THIEPIIIMKE-
mui [70]. UaTEpecHo, 9To 00111ell 0COOEHHOCTHIO TTyOOKOHE/IO-
HOIIIEHHBIX JIETel SIBJISIETCS] TOpas3/io OOJBIIMI AUAa3oH KoJe-
OaHMIl pa3IMYHBIX TAPAMETPOB 110 CPABHEHUIO C JOHOIIEHHBIMU
JeThMHU, B TOM YHUCJIe KOHIIEHTPAIMI MPOKOArYJISTHTOB U aHTUKO-
aryJIsiHTOB, EKTPOJIUTOB U T. 1. KOHLIEHTpalys MII0KO3bl Kpo-
BU HE SIBJISIETCS UCKJTIOYEHUEM, U Ha 3TOT (paKT YKa3blBaIOT pa3-
JU4HbIe aBTOPHI 3, 55, 75, 87, 102, 197].

['moko3a KpoBM SIBJISIETCS OAHUM M3 KOMIIOHEHTOB BHYTPEH-
HEell Cpejibl OpraHrM3Ma, U KOHLIEHTpAlMs €€ B KPOBU MOIEPKU-
BAETCs1 HA OTHOCUTEJIbHO

MIOCTOSTHHOM YpoBHe. M3 3TOro coBepieHHO SICHO, YTO 00-
CyXaaemasi mpoOjieMa Hepa3pblBHO CBsI3aHA C yYEHHUEM O T0-
CTOSIHCTBE BHYTPEHHEU Cpe/ibl OpraHu3Ma. MBI cuuTaeM JOJIroM



B JIAHHOW paboTe YNOMSIHYTh 00 YYEHOM, TaK MHOTO CJesiaB-
IeM ISl U3Y4YEHHUsl MIOCTOSIHCTBA BHYTPEHHEH Cpelibl, IOTOMY
YTO HaM KaXeTcsl, YTO JIIOOOW Bpad 00S3aTENIbHO JIOJKEH TIOM-
HUTb U MOYUTATh OCHOBOIIOJIO)KHUKOB MEJIUIIMHBI, TaK Kak 0e3
MPOIILIOTO HEeT OyIyIero.

Kak 13BECTHO, OCHOBOIIOJIO)KHUKOM YUYEHUsI O MOCTOSIHCTBE
BHYTpEHHel cpelpl opraHu3ma (romeocrase) ssisiercss Kion
Bepuap (1813-1878). Illupoko u3BecTHa ero popMyaupoBKa:
«[TocTOSTHCTBO BHYTPEHHEN Cpejibl — 3aJI0T CBOOOTHOM 1 HE3aBU-
CUMOM KU3HW>», ABJISIOLICHCS aKTYaJIbHOM U B HACTOSIIIEE Bpe-
Ms1. B HauOosiee 4eTKOM U SICHOM BUJIE MOJIOKEHUSI CBOETO yde-
HUs oH copmysrpoBai B 1878 rony, Hezagonro 1o cmeptu. U
BOT yke 6onee 130 yier pa3iruHble HayYHbIe IIIKOJIbI pa3padaThl-
BAIOT MPOOJIEMBI, BIIEpBbie C(hOPMYIMPOBAHHBIE STUM BEJIMKIM
(pusnonorom. Bor HEKOTOpbIE U3 HUX:

1. K. BepHap BniepBble YCTaHOBUII IIPOMCXOKICHUE TJIIOKO3bI
KkpoBu. OH 10Ka3aJ1, 4TO INII0KO3a KPOBU IIPOMCXOIUT U3 IIEYECHHU.

2. OH yCTaHOBWJI, YTO B [IEYEHU IVTIOKO3a CKATUIMBAECTCS U IIpe-
Bpaulaercs B IJIMKOIeH, a MPU HEJOCTAaTOUHOM COZAEP/KAHUU Ca-
Xapa B KPOBU INIMKOTEH IE€YEHU CHOBA MIPEBPAILIAETCS B [JIIOKO3Y.

3. OH BHEpBbIE BBICKA3aJl MBIC/Ib O (PEPMEHTATUBHOM XapaK-
Tepe PacCIlerIeHs YIJIEBOIOB, O HAIMUUK (pepMeHTa, OBICTPO
pa3pyltIaoIero caxap KPoBU B MOJIOYHYIO KMCJIOTY, O TOM, 4TO
9TOT (PepMEHT BCTpPEYaeTCsi B MBIIIIAX, B IEYEHU, OCOOEHHO ke
MHOT'O €r0 B SMOPHOHAJILHOW TKaHH.

4. K. bepHap BniepBble onucajl pa3BUTHE TMIEPIIIMKEMHAA Y



OOJILHOTO TIOCTTEMOPPArnYECKUM IIOKOM.

Heo6xoaumo oTMeTuTsh, 4To oHMM 13 yueHnkoB Kiona Bep-
Hapa ObUI OMWH U3 KPyNHEWImMX pycckux ¢usuoioros UBan
PomanoBuu TapxanoB (Tapxan-MoypasoB) (3(15)utons
1846 — 24 aBrycra (6 centsi6psi) 1908). Emy u ero HayuHbIM UC-
CJIEIOBAaHUAM MOXHO (M HYKHO!) IOCBATUTH MOHOIpa(puio, HO
TIOCKOJIBKY Hallla padoTa MOCBsIIeHa APYTUM TpodaemMam, TO Mbl
TOJIBKO KpaTKO YIOMSIHEM T€ Hay4Hble HallpaBJIEHUsl, KOTOpPbIE
pa3padarbiBall (2 HEKOTOPBIE W PEIWJI B IEPBBIE B MHUPE) STOT
BEJIMKUH YEJIOBEK.

W3 Hux HanOosIee BBIIAIOIIMMUCS SIBJISTIOTCST padoTh: «O0 UH-
HEpBallMU COCYIOB», «O KpacsileM BellecTBe kemun», «O co-
KPaTUTEIbHBIX JIEMEHTaX KanuuisipoB», «O BIUSHUM Kypape
Ha KpoBb ¥ IMMQY», «O BIMAHUM CI'YILIEHHOTI'O BO3/lyXa Ha KJe-
TOUYHBIE AIEMEHTHI», «O MepeMexaroIeMcst pa3IpakeHuu 000X
OJTy>KIaIOIIMX HEPBOB UM JIEWCTBUM MX Ha cepaie», «O neicTBrn
HaBE/IEHHbIX TOKOB Ha KPACHBIE KPOBSIHbIE TEJIbI[a».

3a BpeMsl CBOEU IeATENbHOCTH B BOEHHO-MeIUIIMHCKOM aKa-
nevuu B Cankt-TletepOypre WM. P. TapxaHoB mpou3Best 1ieIbli
PsIIl HAYYHBIX UCCIIEOBAHUM 110 CaMbIM Pa3HOOOPa3HBIM BOMPO-
caM (pU3HONIOTHMH, U3 HUX B KaueCcTBe HanOojiee 3HAUMMBIX YIIO-
MsaHeM creayonme: «O npumeHeHnn TeneoHa K KUBOTHOMY
MEKTPUUYECTBY», «O MCUXOMOTOPHBIX LIEHTPAX Y HOBOPOKACH-
HBIX JKUBOTHBIX Y PA3BUTHU UX MTPU PA3HOOOPA3HBIX YCIOBUSX>»,
«K ¢usnonorum HOpMaJLHOTO CHA y XUBOTHBIX», «O0 aBTOMA-
TUYECKUX IBUKEHUSIX 00€3TJIaBJICHHBIX JKUBOTHBIX», «O0 orpe-



JIeJICHMHA MacChl KPOBH Ha JKMBOM YeJloBeKe», «O0 IMYHOM Oelt-
K€ MTEHIIOBBIX U BBIBOAKOBBIX MTHI», «O KOjeO0aHNH rajabBaHu-
YEeCKUX KOXKHBIX TOKOB Y UEJIOBEKA O] BAUSHUEM BO30YKICHUS
OPraHOB YYBCTB U Pa3JIMUHBIX MICUXUYECKUX BIUSHUI», «O pu-
3UOJIOTMYECKOM JieiicTBrU criepmuHa [1€ns», «O BAUsHUM My3bl-
KU Ha )XKMBOTHBIN OPraHu3M U Ha YesioBeKa», «O BIUSHUU PEHT-
T€HOBCKHMX JTy4Yel Ha )KUBOTHBIX», «O MPOU3BOJILHOM YCKOPEHUU
cepaleOreHn y yenoBeka», «O cyObeKTMBUPOBAHUU CTYXOBBIX
olLyeHU», «CIUT 1M COMHHON MO3r ?», «O MeXaHU3Me CBe-

TAMIECTOCA arrapara CBETIAKOB» U T. 1.

Puc. 1. Knox Bepuap cpean yuenukon. Kaptuna Jleona
Xepmura
Bropoii cripaBa — Tapxanos U. P.



Cunraem HEOOXOOMMBIM TTpeacTaBuTh noprpet K. bepHapa u
. P. TapxaHoBa BMecTe, 3aMevaTesIbHbIX JIIOAEU U YUYEHBIX, MO-
TOMY YTO B HACTOSIIIIEE BPEMSI Mbl, K COKAJIEHUIO, M TAKUX Bpa-
Yyell CTAHOBUTCSA BCe OOJIBIIE U OOJIbIIIE, 3a0bIBAEM KAK BBITVIAIE-
JIM HalllM BeJIMKKe yuutens (puc. 1).

Bepnemcs k HapyIieHussM oOMeHa TJTIOKO3bl Y HOBOPOXKIEH-
HbiX. Kak Mbl OTMeYasiv Bbillle, B HACTOSIIIEE BpPeMsl TUIEPIIU-
KeMMSI PaCCMaTPUBAETCS KaK MapKep OCTPO Pa3BUBIIIETOCS KPU-
TUYECKOTO COCTOSIHUSI, 3a4aCTyI0 OTPAXKAIOIIErO ero TSKeCTb U
WHCYJIMHOBYIO Pe3UCTeHTHOCTh. He mocnenHion posib B ee pa3-
BUTHM UI'PAIOT KOHTPUHCYJISPHBIE TOPMOHBI, 0OECTIeUrBAIOIINE
PETYJISIIMI0 TOMEOCTa3a B HOPME U B YCJIOBUSIX KPUTUUYECKOTO
coctosinus. [lpu HapylieHnr JaHHBIX HEWPOrYMOPATbHBIX Me-
XaHU3MOB MOXET Pa3BUBAThCS MHOW CEPhe3HBIN BAPUAHT MOCTA-
I'PECCUBHOTO CHHJpOMa — runoriukeMus. Pazymeercs, nocra-
TOYHO YacTO, HE CKOMIIEHCHPOBAB JIEKOMIIEHCAIIMIO TOMEOCTas3a,
MPUCTYTIATh K KAKUM-JTNOO JaJTbHEUIITNM JAEHCTBUSIM C OOJTbHBIM
HelleIecoo0pasHo.

Xotenock Obl OOpaTUTh BHUMaHKE, YTO B OTIMYUE OT THITO-
TEpPMUH, YACTOE HAIMYUE TMIIOIJIMKEMUN Y HOBOPOKAEHHBIX J€-
TEU, a TaKkKe €€ BO3MOXHBIM MOBPEXKIAIIINN I(PPEKT N3BECTEH
naBHo [91, 150]. Yka3zannble aBTOphl [91] Takke BrepBble Mpej-
JIOKWUJIM JIeJIeHWe HEOHATAIbHBIX TUIIONIMKEMHUI 10 CTETNIEHU Tsi-
JKECTU:

e jterkas (2,2-3,3 mmons/1, 40-60 mr/mn),



e cpennent Tsokectu (1,1-2,2 mmons/n, 20—40 mr/mn),

* TsKeNast Wi KcTpeMaiibHas (<1,1 mmons/n, <20 mr/ o).

It0 Tem OoJiee YIUBUTEILHO, UTO UMEETCS] MHOTO ITPOTUBOpE-
YUH, Kacaloluxcsl onpeesieHus U JeueHusl HeOHATaIbHbIX TH-
norukemuii. [IpaBna, BHavase runoraukeMusi Obljia ONMcaHa y
JIeTel, POkK/IEHHBIX OT MaTepell ¢ caxapHbIM JUa0eTOM, TIOITO-
My TOBPEK/IEHUS CBS3BIBATIM HE TOJBKO C HAPYIIEHUsIMH OOMe-
Ha TJTIOKO3bI, HO U C IPYTUMM MaTOT€HETUYECKUMU 3BEHbSIMMU.

B 1959 rony KopuOnar M. onmcan 8 aereid, poXIeHHBIX OT
MaTepeil ¢ TeCTo3aMu, Y KOTOPbIX KJIMHUYECKUe MPU3HAKM (ari-
HO3, [IMAHO3, KOMa, CYJOPOru) ObLIN CBSI3aHBI C YMEHBIIIEHHEM
KOHIIEHTPAIIMH [JIIOKO3bI M OBUTM KYITUPOBaHBI BHYTPUBEHHON ee
uH(ysueil. Kpome Toro, BIOCIEACTBUM y IBYX AETEN U3 3TOU
TPYIIBl PA3BUINCH TSIKEJIbIE HEBPOJIOTMYECKUE HapyIIeHUs, a
OIMH peOeHOK TOorud. DTH HAOMOIEHUS TIOCTYKUIN TOITIKOM
K MHOTOYMCJIEHHbIM UCCIIEJOBAHUSM, 11€JIbI0 KOTOPBIX SIBJISJIOCH
BBISIBJICHUE KPUTUUECKOTO YPOBHS [IIOKO3bI U YACTOTbI TUIIOTJIH-
KEMWUI, a 3aTeM U JIPYTUX HApYIIEHNH 0OMEHa TIIIOKO3bl Y HOBO-
POXJICHHBIX.



I'maBa 1 Oco0enHocT 0OMeHAa
IJIIOKO3bI Y HOBOPOXK/ A€ HHbBIX

Xopollo U3BECTHO, UTO Y 11012 ipuMepHo S0 % Bceli sHep-
TeTHUYECKON MOTPEOHOCTH OpraHm3mMa oOecreurBaeT TIII0KO3a.
Elie nojaoBuHYy — aMMHOKHUCIIOTHI U JIAKTaT. [ J1I0KO3a TpaHcIia-
LEHTAPHO MOMNAaJaeT K IJIOAY MO IPaAMEHTY KOHIEHTpallUiu, Mo-
9TOMY YPOBEHb [JTIOKO3bI B TJIa3Me KPOBH IUI0JIa B HOPME COCTAaB-
sstet ipuMepHo 70-80 % OT KOHIIEHTpAIUU TJTI0OKO3bI B IJIa3Me
MatepH (OepeMeHHOM KEHIIUHBI ).

[MoTpebrenue TIIOKO3bI TUIOOM JIOCTATOYHO BBICOKOE U CO-
CTaBJIsieT MpUONMM3UTENLHO 7 T Ha 1 KT Beca B CYTKH, Wid S mr/
Kr' B MUHYTy. MHTEpecHO, 4TO yKa3zaHHAs BEJWYMHA MPUMEP-
HO paBHA SHJOTEHHOMY OOPa30BaHMIO IIIOKO3bI MOCTIE POXKIE-
HUsl. YCTaHOBJIEHO, 4TO (PEPMEHTATUBHBIE CHUCTEMBI, YYacTBY-
I0ll[Me€ B TIIOKOHEOTeHe3e U IJIMKOTeHONN3e, UMEIOTCSl B Ieyve-
HU TUI071a, 1o KpaiHeir mepe, B III TpumecTpe GepemeHHOCTH
[65,180], HO ocTatoTCsl B SMOPUOHAJIBHBIN TIEPUO] HEAKTUBHBI-
MH, €CJIM HE OKa3blBAIOT JECTBUE OMOMHUTEIbHBIE (DAKTOPBI,
Harpumep, rojiofjaHue Matepu. XOTs MeUeHb IJI0/1a COAEPKUT B
3 pa3a GoJblIie IJIMKOTeHa, YeM MeueHb B3pOCJIOro YesioBeKa, pu
POXJEHUU NEYEHOYHBIN TJIMKOTEH COCTaBJISIET BCero okoio 1 %
OOIMX 3amacoB Hepruu. TakuM oOpa3oM, IIJI0 MPAKTUUECKU
LIEJIMKOM 3aBUCUT OT YPOBHSI IJIIOKO3bI B KPOBU MAaTepH, Tak Kak



caM aKTHBHO ee 00pa30BBIBAaTh HE MOXKET.

Ecnu sxe moTpeOHOCTH TKaHe! 1072 He MOTYT ObITh obecrie-
YeHbl U3-32 TUTIOTJIMKEMUM Yy MaTepy UM TUTALIEHTAPHOU Helo-
CTaTOYHOCTU, TO ILJIOA MOXKET WCIOJIb30BaTh aJbTepHATHBHBIE
VCTOYHUKH SHEPIMH, TAKHME KaK KETOHOBBIC Teja, MOTyJYeHHBIS
MIPU OKUCJIEHUH KUPHBIX KUCIIOT.

[Tpu 1UTENBHO COXPAHSIOIEMCS] HU3KOM MOCTYTUIEHUH TITIO-
KO3bI TKAHU I1JI0/1a HAYMHAIOT MPOAYKIIUIO TITIOKO3bI, CHAYAJIA ITy-
TeM TJIMKOTeHO/IN3a, a 3aTeM M IMoKOHeoreHe3a. Kpome Ttoro,
MIPOKMCXOASAT KOMIUIEKCHbIE U3MEHEHHSI B MeTaOOJIM3Me TJTIOKO-
3bl, BJIMSIONIME HA POCT M Pa3BUTHS IJI0/Ia U UMEIOIINE HEeTpe/-
CKazyeMble MeTa0OIMYecKre M3MeHeHHs B moceayorieM [98,
205].

WHcynuH He MpOXOAUT TPAHCIUIALEHTAPHO, U MOSTOMY €ro
YPOBEHb Yy TUIOAA HE 3aBUCUT OT YPOBHSI y Marepu. [-KJIETKU
TIO/IKEJTYIOUHOM JKeJie3bl IJI0/Ia TOJIBKO B MOCTICTHUN TPUMECTP
OepeMEHHOCTH CTAHOBATCS] YyBCTBUTEJILHBIMU K KOHIIGHTPAIIUX
[TI0KO3bl. IMEHHO B 9TOT MOMEHT OHU 3aMETHO YBEIUUUBAIOTCS
B 00BEME.

Jlpyras cuTyaliysi BO3HUKAeT IMPU HU3KOM TOCTYIUIEHUH TJTI0-
KO3bl K Tutofy. [loBbIaeTcsi YyBCTBUTENIBHOCTh TKaHEW K WH-
CYJIMHY W YCWUJICHHO€ MOCTYIUIEHHE TJIIOKO3bl BHYTPb KJIETOK.
[Ipopomxkatomuics AepUIUT TITIOKO3bI MPUBOIUT K HAPYIIIEHUIO
(byHKIIMI P-KJIETOK MOIKETYI0YHOM Kejle3bl U CHUKEHUIO BbI-
paboTku umu uHCyarHA. Kpome Toro, Ha 3ToM (hoHe BO3HUKA-
eT OJIOKUPOBAHUE «ITPOKCUMAIIBHOTO» CUT'HAJIa MHCYJIMHA B TIe-



YeHH, MPUBOJISAIIETO K MOBBIIEHUIO aKTUBHOCTH (hocO3HOITH-
pyBaT KapOOKCHHa3Hl ((hepMeHTa ITIIOKOHEOTeHe3a) U MOBBIIIIe-
HUIO CUHTE3a IJIIOKO3bl, @ COOTBETCTBEHHO BO3ZHUKHOBEHUIO I'M-
nepriikemud [68, 132, 133].

Tabauua 1
MeTta6oanueckue 3 peKThl HHCYJIMHA

IMponecc Braaane

HDCT_\«TI.'I&}E(E TIFOKO3EI B MBIIIETHEIC KICTKH +

HDCT_\"H.'IE}E(E TMHOKOIE B AHPOBBIE KIETKH

AKTHBAIAA KTH9EBEX (epMEHTOB IITHEOTH3A

+ |+ |+

‘VBelHIeHHE HHTEHCHBHOCTH CHHTE3a [IHKOTEHA

BEeIxon aMHEHEOKHCIOT H2 MEINIETHELX KNETOK -

Brmon EHPHBEIX KHCTOT H3 XKHPOBEIX KIETOK -

I'moxoBecTeHe: -

Kerorenes -

TIpmMeTanne: + CTHMYTIAA, — HETHOHITHA.

[Tpu 3TOM HEOOXOAUMO YUUTHIBATH, YTO JTUTEIbHAS TUTIEPT-
JIMKEeMUs], TIOOOHO TOMY KaK 3TO MPOUCXOAUT MPU TECTAIIMOHHO
3aBUCHMOM CaxapHOM juabeTe y KEHIIUH, MOKET BbI3BaTh Kak
CHVMJKEHUE CHTE3a MHCYJIMHA, TaK U CHUKEHUE YyBCTBUTEJIBHO-
CTH TKaHel Kk Hemy [50]. BelmenepeuncieHHoOe, 0T4acT 00bsiC-
HSIET CKJIOHHOCTb JIeTeH C 3a7ep:KKOW BHYTPUYTPOOHOTO Pa3BH-
tus (3BYP), Kak K runo-, Tak v TMrnepriuKeMusiM.

Kak M3BECTHO, UHCYJIMH CTUMYJIMPYET MOCTYIJICHUE TITIOKO-
3bl B MBIIIICUHBIE W JKUPOBbIE KJIeTKH (Tadm. 1), 0cOOEHHO B TIO-
CIIETHUI TpUMeCTp OEpEMEHHOCTH, CO3JaBasi 3armachl SHEPTUU K



POXICHHIO peOcHKaA.

B Hacrosiiiee Bpemsi XOpOIIIO M3BECTHO, YTO KpPOME MeTa-
6omuecknx 3(pPeKToB, MHCYJIMH 00JaJaeT MHOXECTBOM JPY-
rux (puc. 2). OH BbI3bIBaeT Nnponvdepaluio KJIeToK, odiaga-
€T aHTUAMIONITUIECKUM, aHTHJIUTIOTMTUIECKUM, aHTHU-KaTaOoH-
YeCKUM (TIOfIaBJISIeT TMAPOIN3 OETKOB, YMEHBIIAET JIUTIOIHN3 U
T. /1.), aHAOOMMYECKUM (YCHIIMBAET MOTJIONIEHUE KIJIeTKaMU aMu-
HOKMCJIOT, CTUMYJIMPYET NOCTYIUIEHHE B KJIETKU MOHOB KaJlus,
Maraus u ¢ocdaros, yBenmmunBaer perumkammio JJHK u 6uo-
cuHTe3 Oenka) apheKTamMu U T. JI.

WHcynuH BhIpadaThiBaeTCcsl B-KJIeTKaMu OCTPOBKOB JlaHrep-
raHca MoJKenyI04HON sxene3bl. [Ipy MakcMManbHOW CTUMYIIS-

M1 B MUHYTY MOKeT BblpaOaTbiBaThes 1,3 X 10° MOJIEKYJI HHCY-
nuHa. Morekyaa MHCYTMHA 00pa30BaHa JABYMsI MOJUMETITHHbI-
MU LIeTIsIMHU, cofepKaiyMu 51 aMUHOKUCIOTHBIA OCTAaTOK: A-
IEeTTh COCTOUT U3 21 aMUHOKHUCIIOTHOTO OCTaTKa, B-1ienb 06pa3o-
BaHa 30 aMMHOKMCJIOTHBIMU OcTaTKaMM. IlonmunenTuaHbple e
COEJIMHSIOTCS IByMsI IUCYIb(PUIHBIMU MOCTUKAMU Y€pe3 OCTaT-
KM IIUCTEWHA, TPEThsl AUCYIb(MUIHAS CBSA3b pacnosiokeHa B A-
uenu (puc. 3).

CuHTEe3 MHCY/IMHA NPOXOJUT B HECKOJBbKO 3TanoB. Ha mep-
BOM 3Tarie B pud0ocoMax ImepoxoBaTon SHAOIIA3MaTHIEeCKOM ce-
TU CUHTE3UPYETCsl MOJIeKYJia MpernporHcyauHa (puc. 4), cocto-
smasa u3 110 aMMHOKMCIIOTHBIX OCTaTKOB M BKJIIOYAIOIIAS B Ce-
051, pacIioyIoXeHHBIE TIOCIIeIOBaTeIbHO: L-TlenTr (CUrHATbHBIN
nenrtu), B-nenmua (B nens), C-nentug u A-nentuf (A Lenb).
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Puc. 2. 9dpdexts uncyauna (Van den Berghe G., 2004)
[39]

Kak u gpyrue ropMoHsl, CBOe JAEUCTBHE UHCYJIUH OCYIIECTB-
JseT depe3 OesoK-perienTop. MHCYIMHOBBIA perentop Ipe-
CTaBJIsIET COOOM CIIOXKHBIN OEJIOK KJIETOYHOW MEMOpaHbI, COCTO-
SIIUI U3 IBYX CyObEeAMHUI], KakJas U3 KOTOPbIX 0Opa3oBaHa
JBYMS TOJMNENTUIHBIMUA Liertoykamu. CBA3bIBAaHWE WHCYJIMHA



C BHEKJICTOYHOW OOJIaCThI0 MHCYJIMHOBOTO PEIeNTOpa BhI3bIBA-
eT KoH(OopMaIlMOHHbIE M3MEHEHUs], MPUBOSAIINE K aBTOdOC-
(popurpoBaHuIo perienTopa ¥ THPO3UHCBSA3AHHBIX BHYTPUKJIE-
TOYHBIX OEJTKOBBIX MOJIeKYJ. MIMeloTcsl IBa OCHOBHBIX KacKaja.
OpnvH U3 CUTHAJIbHBIX IMyTed (cleBa), BEAyIIMA K KacKagHON
aktuBatmu Grb2/Sos, npuBoasmen K nponudepau KIeTKU
Y 3aMeJIeHuI0 anonro3a. M3-3a ux MutoreHHoro 3g@ekra 31o
JEVCTBUE WHCYJIMHA MOXET OBbITh OXapaKTepU30BaHO, Kak -
(pexT «akropa pocra». Bropoil myThb (cripaBa), akTUBaLUs KU-
Ha3 (p85/p110) Tak Ha3bIBAEMBIM «IIyTeM ITPOTEMHKUHA3BI B».
DTOT MYTh YCJIOBHO HA3bIBAETCS METAOOTMUECKUM

B nocnenyionieM, npakTU4ecku cpasy ke Mociie CUHTe3a B
9H/IOIUIA3MATUYECKON CETH, OT MOJIEKYJIbl IPEPOUHCYJIMHA OT-
mierisiercs L-nenTHa (CUrHaIbHBIN), COCTOSIIMNA U3 24 aMUHO-
KUCJA0T. CUUTAIOT, YTO paclierieHue MOJIEKYJIbl U Jerpajalusi
CUTHAJIBHOTO MENTUAa HEOOXOIUMBI IJIsI TPOXOKIEHUST MOJIEKY-
JIbI IIPOVHCYJIMHA Yepe3 JIMIMUAHYI0 MeMOpaHy SH/I0TIIa3MaTHye-
ckoil cetu. Jlasiee MPOMHCY/IMH TPAHCIIOPTUPYETCS B KOMILIEKC
[onb1ku, B IUCTEpHAX KOTOPOTO MPOUCXOAUT «CO3PEBAHUE» UH-
cynuHa. [lox «co3peBaHreM» NOHUMAIOT KOMIUIEKC MOCTIeJ0BA-
TEJIbHBIX PEAKIMH, B PE3YJIbTATE KOTOPBIX OT MOJIEKYJIbI ITPOUH-
cynuHa otweruisiercs: C-nenTuj, coctosmuid u3 31 aMMHOKHC-
JIOTHI U coeiuHsTonmid B-1iens u A-1ieris. O0pasyeTcst MosieKyJ1a
MHCYJIMHA, KaK Mbl YK€ OTMEUasM, COCTOSIIAsl U3 IBYX LIENeu,
COEAVHEHHBIX JUCYIb(PUIHBIMU CBA3AMU (puc. 3). MHcynuH n



C-nenTuj XpaHATCS B 3peJibIX CEKPETOPHBIX IPaHyjIaX U Bble-
JIIOTCSL B 9KBUMOJISIPHBIX KosmuecTBax [190].

Puc. 3. TpexmepHoe n3o0pakeHne MoJIEKyJbl YeJoBe-
YeCKOro MHCYJINHA
(Chang X. et al., 1997 [51))
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Puc. 4. CTpoeHne MoJieKyJbl IpenpouHcyanHa (Steiner
D. F. et al., 2009) [190]

Cxemarnieckoe n300pakeHrue aMUHOKHCIIOTHOM TIOCIIeIOBa-
TEJILHOCTH Y€JI0BEYECKOrO MPENPONHCYIMHA (CUTHAIBHBIN TIeTI-
TUJ — 3eJieHbil, B-1ienb — kpacHas, C-nienTua — OpaHkeBbld, A
1eTlh — TEMHOCHHSISI) C YKa3aHHeM yYacTKOB MYyTalluM, UACHTH-
(purpoBaHHBIX y OOJIBHBIX C CaXapHBIM TUA0ETOM, a TaKKe C
TUTIEPUHCYTUHU3MOM U TUTIEPITPOUHCYJIMHU3MOM. YepHBIM 11Be-
TOM 0OO3HA4YeHbl MYTAIlVH, BbI3BIBAIOIINE HAPYIIEHUS AUCYIb-
(buaHBIX CBsA3El B MOJIEKYJIE MPOUHCY/IMHA, TPUBOAIIMX K BO3-
HUKHOBEHUIO MIEPMaHEHTHOTO CaxapHOro Auadera HOBOPOXKICH-
HBIX (CM. 3 IJ1aBY); CBETJIO-TOJYObIM — MYyTaIlVM, TTPUBOIAIINE



K HapylIEHUsIM CBSI3U MHCYJIMHA C PELENTOPOM; CBETJIO-3€j1e-
HbIM — MYTalliy, TPUBOJSAIIME K HAPYUICHUIO CEKPELIU UHCY-
JavHa. MyTanuu, 0003HaYeHHbIe PO30OBBIM U (PHOJICTOBBIM I[BE-
TaMHM, BCTpevarTcs npu auadere 1-ro tuna. Mytaiuu, 0003Ha-
YEeHHBbIE CEPhIM IIBETOM, BCTPEUAOTCS PEIKO M MPOTEKaT Oe3
(byHKIIMOHAJTLHBIX HAPYIIIEHUI B OMOCUHTE3€ MTPONHCY/IMHA/MH-
cynuHa. KenTeiM 11BeTOM, 0003HAUEHBI MYyTaIUH, SBJISIONIAECS
peLIeCCMBHBIMMU, 3aTparvBamliue OMOCHHTE3 UHCYIMHA (MHUIIH-
Ay TPAHCIISALIAN)

OOpaTM BHUMaHUe YMTaTessl, YTO XOTsI MHCYJIUH u C-rien-
THUJ1 BBIJCJISIIOTCSI B 9KBUMOJISIPHBIX KOJIMYECTBAX, HO MX KOHIIEH-
Tpaluu B KPOBU TECHO KOPPEIMPYIOT, HO HE coBmaaaiT. Bpe-
M nonypacnaga C-nentuga (0koso 20 MUHYT) B KPOBH JJIMH-
Hee, 4YeM y MHCyIuHa (0KoJo 4 MuHYT). COOTBETCTBEHHO COOT-
HoieHue C-nenTua/uHCYIUH cocTapiser 5:1. AHOMaJIbHO HU3-
ke ypoBHHM C-menrtuga MOryT CBUJETEILCTBOBATh O CHUKEHUH
BBIPAOOTKY UHCYJIMHA, U3JTUIITHE BHICOKUE — TOBOPUTH O BO3MOX-
HOM HAJIMYUM UHCYJIMHOMBI, YTO HEOOXOAUMO YUUTHIBATh MPHU
TPAKTOBKE JJAOOPATOPHBIX TOKa3aTesIeH.

[To MHEeHMIO OOJBIIIMHCTBA HCCIIE/IOBAaTENIed, KOHIIGHTPaIIKst
C-nernrtujia B ruia3mMe KpoBH SIBJIsIeTCs] Oojiee CTaOUITbHBIM WH/IU-
KaTOpPOM CEKpelMy WHCYJIMHA, YeM ObICTPO MEHSIOIIUACS ypo-
BEHb CaMOro UHCyJIMHa. Ellle 01HO perMyIecTBO onpeeieHust
C-menrTuga COCTOMT B TOM, UTO OH IO3BOJISIET OTJIMYMUTH SHIO-
T€HHBII UHCYJIMH OT UHCYJIMHA, BBEIEHHOTO B 9K30I€HHO, MOTO-



My YTO B OTJIMUME OT MHCYIMHA, C-ienTuj He BCTYMAaeT B Ie-
PEKPECTHYIO PEaKIUI0 C aHTUTEeJaMHU K WHCYJIMHY. YUYUThIBas,
YTO JiedeOHbIE IIperapaThl MHCYIMHA He coaepxat C-nienTus, ero
orpe/esieHue B CHIBOPOTKE KPOBU MO3BOJISIET OLIEHUBATh (DYyHK-
U0 [3-KJIETOK TIOKETYIOYHOM keje3bl Y OOJBHBIX CaxXxapHBIM
rabeToM, TOTyYaloIIuX UHCYJIVH.

Monutopunr cofepxanusi C-mientua OCOOEHHO BaXeH Yy
OOJIbHBIX TIOCIE ONIEPATUBHOTO JICUSHHSI MHCYJTMHOMBI, OOHApYy-
JKEHHUE TMOBBIIIEHHOTO cofep:xanusi C-nentuja B KPOBU YKa3bl-
BaeT Ha METACTa3bl WM PELIUIUB OIMyXOJIH.

[Ipu maronornu mMevyeHu U MOoYeK COOTHOIIIEHUE KOHIEHTpa-
nui C-mentuja v MHCYJIMHA B KPOBU MOXKET U3MEHSIThCS, YTO
HEOOXOMMO YUUTHIBATH MPH TPAKTOBKE JTAOOPATOPHBIX MOKA3a-
TEJeu.

VromuHasi 00 MHCY/IMHE HEBO3MOXKHO HE BCIIOMHHUTH O Ha-
IIeM BeJIMKOM cooTedecTBeHHMKe JIeonue BacuabeBuye Co00-
JeBe (puc. J).

[To3BoymMm cebe nBe murarbl. OaHa U3 KHUTM BBIIAIOIIETO-
cs1 HeMerkoro 3H10kpuHosiora [1. TpanaenenOypra «[opMOHBI»
onyonukoBanHoil B 1930 rony, a B 1932 rogy nepeBeneHHOI
Ha pycckuid s13bIK [16]: «Ero [Cobonea JI. B.] 3ameuaTesbHbIe
MPAKTUYECKUE MPEIJIOKEHHS 10 MOTYYSHUIO BEIIECTBA U3 OCT-
POBKOBOTO arapara fnoixke TyJJOYHON Kejie3bl OCTATUCH He3aMe-
YEHHbIMH, TIpUYEeM JJabOpaTOpHasi TEXHUKA U METOIbl XUMHUYe-
CKHX HCCJICIOBAaHUI OBLIM eIlle HeIOCTAaTOUYHO Pa3BUTHI 1T MX
ocymecTBieHus». Bropas nurara us padotsi [1. M. Poccuiickoro



[11]: «<Ha ocHoBanuu padotsl JI. B. CoboneBa MOXHO CKa3aTh,
YTO YEeCTh OTKPBITUSI MHCYJIMHA JOJIKHA OBITh IPUTIHICAHA U PYC-
ckomy yueromy JI. B. Cobosney, padota KOTOpPOro aajia OCHOB-
HbIE JIaHHbIE JIJIS JaJIbHEIIIel pa3paOOTKU 3TOro BOIPOCa 1 BbI-
BOJIbI KOTOPOTO, CITYCTSl Y€TBEPTh BeKa, Tak OJeCTsIIe MOITBep-
JVJIUCH TAJILHERIITUMHA KccaenoBannsaMu bantunra u Becra».

Puc. 5. Jleouna Bacnianesnu Co0oJ1eB




B npyroit cBoeii padore [12] I. M. Poccwuiickuii eme 60-
nee kareropuueH: «Cpeid MHOTOYMCIIEHHBIX Y LIEHHBIX HAyYHBIX
UCCJIEJOBAHUI HAIIMX YYEHBIX [0 U3YYEHUIO PO U (DYHKIIUK
TIO/IKEJTYIOUHOM eJe3bl Mbl JIOJKHBI BCErJa MOMHUTbh OIPOM-
HBIE 3aCJYT'M HAIllEro BBIAAIOIIEroCsl COOTeUeCTBEHHUKa — Jleo-
Hua BacunbeBnua CoboseBa, yCTAHOBUBIIIETO 32 HAIIEH POJIH-
HOW TPUOPUTET B OTKPHITUU MHCYJIMHA W JIABIIErO0 OCHOBHBIE
YCTAHOBKY J151 HOHUMAaHUS CYIIIHOCTU Y TIPABUJILHOTO JIEUEHUS
TaKOTO TSKEJIOro 3a00JIeBaHu s, KAKUM SIBJISIETCS CAXapHBIN Ta-
0eT».
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