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BBEJIEHUE

Cunapom mnonuopranHoil HemoctatouHoct (CIIOH) — »3T10 cocTosiHue,
XapaKTepHU3yIoIIeecs 0JJHOBPEMEHHBIM MOPAXECHUEM WM JUCPYHKIIHMEH HECKOIbKUX
oprasoB win cucteM. CIIOH mnpeacraBisier coOOM TSKENbId HEPETYJIUPYEMbIi
CUCTEMHBIM BOCHAJIMTENbHBIA TMpollecc, U SBIACTCA (PUHAIBHBIM MPOSBICHUEM
BO3JICHCTBUSI HA OpPraHW3M TMAlMEHTa pPa3JIMYHBIX MOBPEXKIAIONINX (PaKTOPOB,
NPUBEAIINX K PACIPOCTPAHCHHON SHIOTENUATBLHON AUCHYHKIUU U MOBPEKICHHUIO
OpraHOB M CUCTEM.

Bnepsele TepmuH "monuopranHas HemoctatouHocts" (IIOH) Bomen B
KIIMHUYECKYI0 TPaKTHKy TMocie myoiukanun padbotel N. Tylney [et al.]
"IlocnenoBarenpHass CHCTEMHAasi HEJIOCTATOYHOCTh MOCIE pa3pbiBa AHEBPU3MBI
OpIOLIHON aOpTHI: HEpeIlleHHas: MpodieMa MOoCIeONepallMOHHOTO JeYeHus". ABTOPBI
OTMETWJIM, YTO pPAJ (PU3MOJOTMYECKUX HAPYIIEHUH, KakJ0e M3 KOTOPBIX
MOTEHIIMAIBHO O0paTUMO, B KOMOWHAIIMM J€Jal0T BBDKUBAHUE IMAlUEHTA
HCKIIFOUUTENLHBIM, XOTSI U HE HEBO3MOYKHBIM COOBITHEM.

B 1975 rony A.E. Baue onucbIBaeT «MHOKECTBEHHBIH MPOTPECCUPYIOIIHNA U
MOCJIEIOBATENbHBIA OTKA3 CUCTEM» KAK HOBBIM KIIMHUYECKUN CHHAPOM.

1977 ron — B. Eiseman [et al.] BnepBbie TpemTOKeH TEPMUH «CHHIPOM
IIOJIMOPTAHHOM HEAOCTaTOYHOCTH.

1992 ron — corjmacuTenbHas KOH(EpEHIHS AMEPUKAHCKON KOJIJIETHH
TOPaKaJIbHBIX XUPYPIOB MPEJIOKIIA TEPMUH «CUHIAPOM MOJUOPTAaHHON TUCHYHKIHH
(CIIO)» xak HambOoJee MOAXOAIINMN, TTOYEPKUBAIOIINN JUHAMUYECKOE PA3BUTHE
0oJie3HU, a He (UHAIBHYIO CTaauio opraHHoM HepoctatouyHocTd. Tepmun CITO/]
MO3BOJISIET OOBEANHUTH IUPOKUN CHEKTP COCTOSHUM, BAPbUPYIOIIUX OT YMEPEHHOU
TUCYHKIMM OpraHa J0 €ro HeoOpaTUMON HEIOCTATOYHOCTH, MOCKOJBbKY TPYAHO
MPOBECTH YETKYIO IpaHb MEXAY AUCHYHKUUEH U HEJOCTATOYHOCTHIO.

B nemuatpum CIIOH 4yamie Bcero OCHOXHSIET TEYEHHE CEIcuca, XOTs
HaOMrOgaeTcss W TpH JAPYTHMX COCTOSHUSX (TpaBMa, MAacCCHBHOE KpPOBOTEUCHHE,
WHTOKCHUKAIHS U 1p.). JIeTanbHOCTh MpU CENCcuce y AeTeil cocTapisieT mpumMepHo 25%
[1], m Hanboee BBICOKHIA ee YPOBEHb OTMeuaeTcs B cirydae passutus CITOH [2].

HecMoTpst Ha pacTyiiee MNOHMMaHue MaTo(QU3UOIIOTMYECKUX MPOLECCOB,
npuBoasmux K pa3Butuio CIIOH, 1 BO3MOKHOCTh BIUSATh Ha HEKOTOPHIE U3 HUX, 3TO
MOKa €lIe HE MO3BOJIUIO pa3paldoTaTh ONTUMAJIBHYIO CTPATETUIO MPOPUIAKTUKH U
3G(EeKTUBHYIO TEpanui0 JaHHOTO MATOJOTHYECKOrO COCTOSHUS, IO3BOJISIOLINE
CHU3UTH 3aTPaThl HA JIEYEHUE U JIETAJTbHOCTb.

B mnpennmaraemoMm mnocoOuu aBTOpHI OOOOUIMIM COBPEMEHHBIC JTaHHBIE II0
NnaTo(pU3HOJIOTUN, OCOOCHHOCTSIM KIMHHUYECKOTO T€UEHUsS W MHTEHCUBHOM Teparuu
CIIOH y nerei.



Paznosuanoctu CIIOH

Beienstor ase pasnosuaHoctu CITOH:

[TepBruunslii nim panauii CIIOH (Bctpeuaercs ¢ yactoroit 40%), mpu KOTOpom
MOJIMOpTaHHAast AUCPYHKIIUS pa3BUBAETCA B MEPBbIE / CYTOK OT Hayaia 3a00JieBaHuUs U
Jare BCero o0ycloBIeHa OCHOBHBIM 3a00JICBAaHHEM.

Bropuunsiit unu nozauuit CITOH (coctasisier 60% ot oOmiero yucnia ciiydaes
CIIOH) pa3BuBaeTcs mo3xe / CyTOK OT Hauaja 3a00J1eBaHus U SIBJISETCS, KaK MPaBUIIO,
CIICJICTBUEM TPOTPECCUPYIONICH HEKOHTPOJMPYEMOH peaklud OpraHh3Ma Ha
MOBPEKACHNUE, WIN PE3YIbTATOM BO3HUKIIUX OCIOKHEHUU JTHOO0 SITPOTEHUH.

®akropsl pucka CIIOH
CymectByeT psin ¢pakTopoB, nosslmaronmx puck passutus CIIOH, xotopsie
MO>KHO pa3JIeJIUTh Ha CIEIYIOIINE TPYIIbL:
v/ ®akTOpHI MAIUEHTA,;
v' ®aKTOpPHI MOBPEXKICHUS;
v’ ®aKTOpHI JI€YEHHUS (ITPOTECHHEIE).
@akTOphI NAUMEHTA BKJIOYAIOT:
v/ BO3pacT
v 1101 (MY>CKO#1)
v/ MHJIEKC MacChl Tesia
v/ COIYTCTBYIOIIIAS MTATOJIOTHSI
v/ reHeTHYeCcKHii (POoH
DaKTOpHI NOBPEKICHHUSA:
v TSHKECTh MOBPEKICHUS
v/ IIMTENLHOCTD M TIyOHHa II0Ka
v opraHHas uiemMus/pernepdysust
v/ KOHTaMUHALUA paH
v’ cencuc
v/ JKHUpOBast MO0
v’ abJIOMHHAITBHBII KOMIAPTMEHT-CHHIPOM.
DakTOpPbI JICYEHUS:
v niepeMBaHue SPUTPOLIUTAPHOM MACCHI, 0COOEHHO C JTMTEILHBIM CPOKOM
XpaHeHUs
v/ MeXaHUYeCKas BEHTUIISALMS JIETKUX
v/ XHPYpruvecKre BMENIATENbCTBA U JUTNTEIbHAS HMMOOUIIN3AIINS
v’ 00beMHast TIeperpy3Ka KpuCcTauIONIaMH.



MaTopuzuonorus CIIOH

OcHOBHBIMU  TaTou3UOIOTHYECKUMHU MexaHuzmamu passutus  CIIOH
CUHUTAIOT IMMYHHYIO JU3PETYISLNIO, TIOBPEXKICHUE KUILIEYHOTO Oapbepa u (eHOMEH
«BTOpOro yaapa». B mnocienHue roapl MOSBISETCS Bce OOJbIIE JTaHHBIX,
yKa3blBaromux Ha 10, 4yTo npu CIIOH nMeer MecTo HapylIeHHEe PaBHOBECUS MEXIY
BOCHAIIMTEJILHOM U IIPOTUBOBOCIAIIMTEIBHON aKTUBHOCTBIO.

Ha npencraBnenHoil Huxke cxeMe (puc. 1) mpuBeneHa COKpalleHHas Bepcus
caMol mocieHel WHTerpatuBHON martodusnonornyeckor moaenn CIIOH [3]. Drta
Moaens mnpenmnonaraet, uyrto CIIOH B OCHOBHOM SBISIETCS  pe3yJIbTaTOM
HEPETYIUPYEMO HENMPONMOPIIMOHATFHOW aKTUBAMU HEUTPO(UIOB M Makpogaros.
OTH KIETKM BCTYNAlOT B CAMOBOCIPOM3BOJAUIMICA LUKI C IOCJIEAYIOIUM
MOBPEXKACHUEM 3HJIOTENUSI COCYIOB U NEepPy3UpyeMbIX OpraHoB. MeXaHHU3M 3TOTO
CaMOBOCITPOM3BOSIIETOCS IIUKJIA aKTUBALIMK HEUTPOPHUIIOB U MaKkpodaroB A0 KOHIA
HE 5CEH, XOTS BeCchbMa BEpPOSTHO, 4TO JAucOalaHc MEXIy TMpo- H
IIPOTUBOBOCIIAJIMTEIBHBIMA [IUTOKWHAMHA BO3HHMKAET BCIIEICTBHE IPEALIECCTBYIOMIEH
aKTUBAllMM HMMYHHOH CHCTEMBbl JIOKAJIbHBIMU WJIM CJHa0BIMH  CHUCTEMHBIMU
TpUITEpaMHu.

[locnencTBUsIMU 3TOM THNEPAKTUBALMU MOJUMOP(PHOAIEPHBIX HEUTPOPUIOB
ABJSIFOTCS ~ MHUKPOLUPKYJSITOPHBIE,  MUTOXOHJpPHAJIbHBIE, HEUPOIHIOKPUHHBIE,
SHAOTEIUANBHBIE W SMUTEIINAIbHbIE HAapyLIEHUS, BO3MOYKHO AaCCOLMUPOBAHHBIE C
W3MEHEHUSIMU Ha FTEHETUYECKOM, MOJIEKYJIIPHOM, KJIETOYHOM U MEIMaTOPHOM YPOBHE.

Passutne CIIOH m ero ucxonpl NOTEHIMAIBHO CBSA3aHbl C H3MEHEHHUSMHU
BHYTPHUKJIETOUHBIX yTEH, PETYIISUEN SKCIPECCUH T€HOB U B3aUMOJIEUCTBUEM MEKIY
BHEKJIETOYHBIMU (pAKTOPAMH U BHYTPUKIIETOUHBIMU Ty TSIMHU.

Hanpumep, MUTOreH-akKTUBUPYEMbIE TPOTEMHKUHA3bI, KOTOPbIE TPEICTABIISIOT
co00l CEMENCTBO CEpUH/TPEOHUHOBBIX MPOTEMHKUHA3 C MHOXKECTBOM 3(P(EKTOB, Ha
KJIETOYHOM YPOBHE pETYJIUPYIOT MPOIECcChl pocTa, Mpojudepanno, arnonro3 u
peakuuro Ha crpecc. [Ipu n3ydyeHnn BIMSHAS SKCIPECCUH F€HOB B PA3JIMYHBIX TKAHIX
Ha passurue CIIOH ObUIO yCcTaHOBIEHO, YTO HWHIMOMPOBAHWE MUTOIEH-
AKTUBUPYEMBIX INPOTEMHKWHA3 NPUBOJMUT K CHWXKEHHIO TeMrioB paszButus CIIOH,
YMEHBIIAET MHPWIBTPALMIO JIETKUX W KULICYHHKA MOJIUMOP(PHOSAIEPHBIMU
HEeUTpouIIaMu, CHUKAET BBIPAOOTKY MPOBOCHATMTENIbHBIX IUTOKUHOB U SKCIPECCUIO
BHYTPUKJIETOYHOM MOJEKYIbl anre3uu-1 u P-cenexktnHa. B COBOKymHOCTH 3TO
MIPUBOJNT K CHH>KEHHMIO CKOPOCTH alloNTO3a U CTENEHH MOBPEXKACHUS TKAHEH.

YcraHoBieHo, 4TO y JeTel MmoauMop(u3M TEHOB WHTepiiekuHa-6 u toll-
MOJIOOHBIX PEIENTOPOB OMPEENSIET MOBBIIICHHBIH PUCK CENTHUYECKUX OCIOKHEHUH,
BKitouas passutue CIIOH.



MmmyHHOE BOCnaneHue

MoekiweHWe YPOBHA NpoBOCRanHMTENBHBIX
UHTOKHHOE H CHHHEHHE YPOBHA
npoTHBOBOCNAaNHMTEABHBIX LLHTOKHHOB

CamoBoOCcNpoM3BOAALLMACA LLMKA
HEKOHTPOAMPYEMOA MMMYHHOH aKTHBALMWMK

Ouaperynaumna AKTHBALKMA HERTPODHNOE K1
MMMYHHOTo/BOCNANUTENL- makpodaros
HOTO OTBETA

JHpoTeNMaNnkbHeIe lacTpOMHTECTH- MuToXOHApHANE- M'vnepmetabonmam
HM2MEeHEHHA HankHbIE HaA AUCHYHHLMA
H3MEHEHMA

T KoarynAumMK KnetouHan
‘I* BazoaMNaTaLMK 3HepreTUYecHan
T NpOHHUEEMOCTH HEAOCTAaTONHOCTD

CHWMMEHWE THAHEBOM HKneTouMHbIH M THAHEBOH TKaHeran
nepdysuu auMa03 M TMNepnakTaTemM1A meTabonuyeckan
HEeOCTaTOMHOCTh

OPTAHHAA HEAOCTATOYHOCTE

Pucynok 1. [Tatodpusnonorunueckas mogens CIIOH

O nomenyuanvrou poau mumoxonopuii B pazsutuu CIIOH npennonaranu eie
B 70-¢ rogpl XX BeKa, MOCKOJbKY HUMEIUCh J0Ka3aTeIhbCTBA MHUTOXOHIPHUATLHOMN
mucyakiuu npu cencuce. OIHAKO, KaK MMEHHO JIUCHYHKIMS MHUTOXOHIPHUI

MPUBOJUT K Pa3BUTHUIO KPUTUUYECKOTO COCTOSIHUS, TOKa HescHO. CHUKEHHE
WCIIOJIB30BAHUS KUCIIOPO/a, WM IUTOTIATHYECKasi TUIIOKCHS, MOXET OBITh OJTHOU U3
MIPUYHH KJIETOYHOTO MOBpexaeHus, HaOmogaemoro rpu CITOH. YinbrpacTpykTypHBIE
JAHHBIE CBUJAETEIBCTBYIOT O TOM, YTO CEICUC COIMPOBOXKIAECTCA MOBPEKICHUEM
CTPYKTYpbl M HapymieHueM (QyHKIuu MuTOXOHIpui [4]. Dra auchyHKIUS MOXKET
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ObITh ~ BTOPUYHOW 1O  OTHOIIEHUIO K  HApYIICHHIO  OKHUCIUTEIHHOIO

bocoprrpoBaHus WIH MOBBIMIEHHON MPOTYKIIUN aKTUBHBIX (POPM KHUCIOPOa.
Ilpu cencuce Hapymaercss @yukyus xomnnexca | snekmpon-mpancnopmmuoii

uenu __ Mumoxowopuu. ITOT KOMIUIEKC HWIpaeT LEHTPalIbHYI0 poJib B

npolieccax KJIETOUYHOTO JbIXaHUs U OKUCIUTENbHOTO (pochopunupoBanus. [loutu
40 % npotonHoro rpagueHta g cuHTe3a AT® co3pmarorcs HMEHHO 3THM
KOMIUIEKCOM. B skcrnepuMeHTe moka3aHo, YTO YBEIUYUTh MOTpeOJeHUE KUCIOpOoaa
MUTOXOHAPUSIMHU B 3TOM CJIy4ae MOKHO MyTeM J00aBJICHHS CYKIIMHATa HATPHs, YTO
YBEIIMYMBAET IMOTOK 3JIEKTpOHOB depe3 komiuieke |l (cykumnarmerumporenasa,
MpUHAJJIeKAIAs] K LUTPATHOMY LMKy, MOXET paccMaTpuBaThCi KaK KOMILIEKC
Il mprxaTenmpHOM TIIEMM) W MOXET KOMIICHCHPOBaTh CHIDKCHHE 3(PQPEeKTUBHOCTH
komriekca |. M3 apyrux mpenmonaraeMbIX MEXaHU3MOB MHUTOXOHAPUATIBHOM
HEJIOCTATOYHOCTH HA3BIBAIOT O0pa30BaHUE TOKCUYHBIX IMOOOYHBIX MPOAYKTOB
riMKoim3a (4To HaOMI0JaeTcs MpHU caxapHOM JualdeTe) U CHUXKEHHE COJACpKaHUs
MUTOXOHJPHM (BBISBIICHO B OMOINTATAX MBIIII] TSXKEIOOO0IbHBIX MAIIIEHTOB).

benku mennosoco  wioka. benku TEmIOBOro  IIOKAa  y4YyacTBYIOT B

MOCTTPAHCKPUIIIIMOHHBIX Moaupukanuax OenkoB. B skcnepumente 3Th O€NKH
MPOJAEMOHCTPUPOBANIN MMOTCHIIMATBHBINA 3aIUTHBIA PPEKT MPOTUB OaKTEPHATHLHBIX
HH/I0TOKCUHOB, CHIXasi IPOAYKIIHUIO aKTUBHBIX (DOPM KUCIOpOAa, OEIKOB KIETOYHON
aaresun U TNF-o nomumopdHosaepHbIMU HEUTpoduUIaMu, a TakKe CHIDKAIU
MHTEHCUBHOCTb MPOSIBICHUM JTUIONOIKCAaXapua-UHIyLIUPOBAHHOTO LIOKA.
Knemounvie peyenmopul. BoisiBIeHbl HEKOTOpPbIE BapHAHTHI TEHOB PELIENTOPOB

KOHEUYHBIX MPOAYKTOB TJMKHUPOBAaHUS (CEMENCTBO MMMYHOTJIOOYJIMHOB), KOTOPBIE
noBbIIIa0T BeposTHoCTh pa3zsutist CITIOH npu Tshxenoii TpaBme u nankpeature [6, 7].
Anonmo3 u aymogacus. B coBpeMeHHON KiacCU(pUKALMKU TPOrpaMMHUPYEMOi

cmeptH kieTok (IICK) amonTo3 nmomyunn HazBanue IICK | tuna, nexpos — IICK I
tuma (0HK03), a aytodarus npeacrasieHa kak [ICK |l tuma.

ATonTo3 3aKaHYMBAETCA «AaKKypaTHbIM»  (HarolMTo30M 00pa3yroUIuxcs
amrioNTO3HBIX TeJel MakpodaraMu WIH OKpPYKAIOIIUMU NapeHXUMAaTO3HbIMU U
CTPOMAJIbHBIMHU KJIETKaMu 0O€3 anpTepaliy, BOCHAJIEHUS U UMMYHHOIO OTBETa CO
CTOPOHBI OKPYKAKOIIEH TKAHH.

HekponTo3 — »95T0 oAHAa U3 pa3HOBUAHOCTEH amomnTo3a, Korja KieTka
Mopdonoruuecku npuodperaeT Oojee HEKponoaoOHyr KapTuHy. HekponTo3
HA3bIBAIOT «3alPOTPAMMHUPOBAHHOM (QOpMON HEKpo3a», TaK Kak OH HMEEeT
Mop(onoruueckue MPU3HAKH, CXOAHBIE C HEKpo3oM (HaOyXaHuWE KIETOK C
MOCIEAYIOIUM Pa3pbIBOM IJIA3MAaTUYECKOW MeMOpaHbl), HO MPU 3TOM MOJYMHEH
YeTKOM cucrteMe peryasiuuu. B skcrepumeHTax MOKa3aHO, YTO MCHOJb30BaHHUE
uHruouropa Hekponto3a (HekpoctatuH-1 — NEC-1) npuBoauT K yJIydllIEHHUIO
BBDKHBaeMoCTH [8].


https://ru.wikipedia.org/wiki/%D0%9A%D0%BB%D0%B5%D1%82%D0%BE%D1%87%D0%BD%D0%BE%D0%B5_%D0%B4%D1%8B%D1%85%D0%B0%D0%BD%D0%B8%D0%B5
https://ru.wikipedia.org/wiki/%D0%9E%D0%BA%D0%B8%D1%81%D0%BB%D0%B8%D1%82%D0%B5%D0%BB%D1%8C%D0%BD%D0%BE%D0%B5_%D1%84%D0%BE%D1%81%D1%84%D0%BE%D1%80%D0%B8%D0%BB%D0%B8%D1%80%D0%BE%D0%B2%D0%B0%D0%BD%D0%B8%D0%B5
https://ru.wikipedia.org/wiki/%D0%9F%D1%80%D0%BE%D1%82%D0%BE%D0%BD%D0%BD%D1%8B%D0%B9_%D0%B3%D1%80%D0%B0%D0%B4%D0%B8%D0%B5%D0%BD%D1%82
https://ru.wikipedia.org/wiki/%D0%90%D0%A2%D0%A4

[TupomnTo3, BTopoi MOITHUIT allONTO3a, — OAWH U3 BAPUAHTOB IPOrpaMMUPYyEMOM
KJIETOYHOW THOENHU, OCHOBHBIM OTJIMYHEM KOTOPOTO SBJSIETCS 0O0s3aTeNbHBIN
BOCHAJIUTEIbHBIA KOMIOHEHT. [Ipu amomnTto3e BOCHATUTENbHbBIE MPOLECCH AKTUBHO
uHruompyrorcs. [luponTo3 ke Bemer ceOs B 3TOM  OTHOIICHWH TIPSIMO
IIPOTHBOIIOJIOAKHBIM 00pa30M: BOCIAJICHUE SIBIISIETCS €/1Ba JIM HE IIEHTPAJIbHBIM €ro
koMroHeHToM. KiroueByro poip B MUPONTO3€ HrpaeT Kacrmasza-l1 (kKotopas He
ydacTByeT B anonTo3e). Kacnasa npeBpamaeT npeIecTBeHHUKN TUTOKUHOB [L-10 u
IL-18 B ux akTuBHBIE (DOPMBI U BCE ATO MPUBOAUT K rudenn camoro Makpodara. [Ipu
Ype3MEpPHON aKTHUBALMU UPOITO3a MOKeT pa3BuThes CITOH.

Aytodaruss — 93TO Tmporecc YTUIM3ALUUMU OpTraHell ¥ MaKpOMOJIEKYI
B KJICTOYHBIX ~KOMIApPTMEHTaX, o0Opasyloumxcsa TMpu CIHSHUM — ayTodarocoMm
c m3ocoMamu. B xoxe ayrodarum KieTka aganTUpyeTcs K TSKEIbIM YCIOBHSIM.
Koraa HenocTatoueH NpuTOK MUTATEIbHBIX BEIIECTB U3BHE, KIETKA JKEPTBYET YACTHIO
COOCTBEHHBIX MaKpPOMOJIEKYJI U OpTraHesll, YTOObI MOJIYYUTh SJIEMEHTHI (MOHOMEPHI),
U3 KOTOPBIX MOTYT OBITh CHHTE3MPOBAaHbI HOBBIE OCJIKH, HYKJICHHOBBIC KHUCIIOTHI,
JUMHUABI ¥ YTJIEBOJBI, M CyIIeCTBOBaTh manbiine. [Iporecc ayrodarum BaxkeH is
yAaJICHUS W3 KIJIETKH MTOBPEKICHHBIX KOMIIOHCHTOB, HAIpUMeED, OEITKOBBIX arperaTos.
B xoze 3Toro mponecca B KIETOYHOM IIUTOILIA3ME MOBPEKIECHHBIE MAKPOMOJIEKYJIbI
Y OpraHe/uibl  MOMaJaoT B CICHHUAIM3UPOBAHHBI  KOMIIAPTMEHT, B KOTOPOM
PACHICTUISIFOTCSL JIO MaJIbIX MOJIEKYJI. DT MOHOMEpPHI MOTYT CTaTh CTPOUTEIbHBIMU
OJiokamu 111 00pa30BaHUs HOBBIX OMOTOIMMEPOB W OpraHENI B Cliydae TOJIO/IaHUs
W HeJlocTaTKa dHepruu. Ayrodarusi CONMPOBOKIACT KUZHENEATCILHOCTh JIHO0OM
HOPMAJIbHON KJIETKH B OOBIYHBIX yCIoBUAX. OmgHaKo upe3mMepHas ayTodarus MOXKET
MPUBOANUTH K KJIETOYHOM CMEPTH, U B CIy4a€ MACCHBHOM KJIETOYHOM rmOenu — K
pazsututo CIIOH.

Hyvmynnoiii_omseem opeanusma. HapylmieHrne MMMYHHOTO OTBETA SIBJISIETCS

[EHTpaJIbHBIM MexaHu3MoM B naropuszuonoruu CITOH.

Peneniropsl  pacro3HaBanus mnartepHoB, Takue Kak toll-like pementopsr,
WHULAHAPYIOT MIMMYHHYIO PEAKIMIO C aKTUBALMEN IPOBOCIIATIUTENBHBIX [INTOKMHOB, B
nepByto ouepenb, IL-6, ypoBeHb KOTOPOTO KOPPENHPYET ¢ PaHHUM MOBPEKICHUEM
TKaHeW W sBJsAETCS OoJiee mpeackazaTelabHbIM s nporHo3upoBanus CIIOH, yem
TSXKECTh TOBPEKIEHUS, BO3pACT WIM TOJ MalnueHTa. B ganbHelieM mpoucxoauT
aKTHUBAIMS U APYTUX MpoBocnanuTeabHbIX TUTOKMHOB (IL-8, TNF-0). Ilpu cencuce
MPOTHOCTUYECKH 3HauuMbIMH  (aktopamu pucka CIIOH saBngioTcss ypoBHHU
uHTepdepoHa-g 1 M3MEHEHHE YNCIIa KIIETOK — €CTECTBEHHBIX KUJLIepoB [9].

Hecmotpss Ha oOmienpu3HaHHBIA BKJIaJ MPOBOCIATUTENBHBIX LUTOKWHOB B
paszsute CIIOH, Bce yamie npeanosiaraercsi, 4T0 MPOTUBOBOCIAIUTEIBHBIA OTBET B
paBHOM  CTENEHM  CHOCOOCTBYET  3TOMY  Hpoueccy.  XOTS  aKTUBaLUA
MPOTUBOBOCTIANTUTENBHBIX HUTOKUHOB (IL-10) y mauuentoB ¢ CIIOH nabGmomaercs
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MOCTOSIHHO, HCCIEIOBAHMs ITOKAa3bIBalOT, YTO HAOJIOZaeMble MpOIECCHl 0OoJee
CIIOKHBI, YE€M HUX IMPUHATO  CBS3BIBATH  TOJBKO C  KOMIICHCATOPHBIM
npotuBoBocanuTebHbiM  cuHIpoMoM (CARS- compensatory anti-inflammatory
response syndrome) (puc. 2).

Circulating pro-inflammatory cytokines

0 hr 4 hrs 8 hrs 16 hrs 1 day 2nd day 3rd day

Time of injury in hrs and days >=

Circulating anti-inflammatory cytokines

—— TNF-alpha —iL-1 p —1L-8 —iL-6 —1L-10

Pucynok 2. BocrianmurenbHasi peakiysi OpraHu3Ma Ha MMOBPEKICHHE
B yacax u gusax [10]

B wmenoMm wuMMmyHOCympeccHusi UrpaeT BaxHyr poib B paszButuu CIIOH.
YcraHoBieHo, 4To ycwieHue (QyHKIUM T-peryisiTOpHBIX KJIETOK (Hampumep, ux
aktuBauus BuTaMuHOM C) MoxkeT ynyumntsh ucxon CITOH, ogHako upe3aMmepHast ux
aKTUBAIMSl MOXKET K HEAJIeKBATHOMY YCUJIEHUI0O MMMYHHOTO OTBETa M Pa3BUTHUIO
opranHol  auchyHkuuu. CremyeT OTMETHTb, 4YTO CHUHIPOM  CHCTEMHOIO
BOCIAJIMTEIBHOIO OTBETA U KOMIIEHCATOPHBIA MPOTHUBOBOCTIAIMTEIBHBIM CHHIPOM
BO3HHMKAIOT OJHOBPEMEHHO, U B 3aBUCHUMOCTU OT TOTO, KaKOM M3 ATUX CHHIPOMOB
MpEeBAIUPYET, KIMHUYECKAss KapTUHA TPHOOpETaeT 4YepThl OJHOTO U3 (PEHOTHUIIOB
BOCHAJICHUS, O YeM OyJIeT CKa3aHO HIKE.

Onoomenuti. JHAOTEINHN NPEICTaBISIET COOO0M BHICOKO TUHAMUYHYIO CTPYKTYPY
co CIOXHBIMA (QyHKUIUAMH. OH B3aMMOJIEHCTBYET C LUPKYIUPYIOIIUMU KIETKAMU
MOCPEJICTBOM MOJIEKYJI aAre3uH, KOHTPOJMPYET KOaryiasuuio U (GUOpPUHOIU3, U
MO/JIEPKUBAET COCYUCTBIN TOHYC.

OnHOBpeMEHHOM nopaxeHne Heckoinbkux opranoB npu CIIOH npenmosaraer
KIIFOYEBYIO MATO(PHU3UOJIOTUYECKYIO POJb AHAOTENHs. Pa3BuTue BOCHAIMTEIHLHOTO
IpolLecca BBI3bIBAET INTyOOKHE PYHKIIMOHAIBHBIE HAPYIIEHHS CO CTOPOHBI SHAOTENHS:

v’ TI0JaBJICHUE PELENTOPOB THPO3MH-KMHA3HI U (haKTOpa POCTa SHAOTEIIHS
COCYZIOB MPUBOJUT K CUHIPOMY KalMJUISIPHOU YTEUKH;
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v’ BBIpa0OTKa AHTHOTE€HHBIX (DAKTOPOB COMPOBOXKIAETCS Pa3sBUTHEM
UIIIEMUYECKOTO U pernep(y3nOHHOTO TTOBPEKICHNUS TKaHEH;

v OKCHJQHTHBIN CTPECC YCHIMBAET SHAOTEINAIBHYIO TUC(YHKIIHIO;

v BosHMKammui  gepunut  sHAoTenuanbHoii  NO-cuHTETasHl W,
COOTBETCTBeHHO, cHmkeHue cuHte3a NO, comnpoBoxnaercs Oomee
BBICOKOU CTETEHbIO MOBPEXKICHUS SHOTENNS U POCTOM JIETAIbHOCTH;

v/ Iporpeccupyromias MHTOXOHAPHAIbHAS TUCHYHKIUS TaKKe SBISETCS
OJIHUM U3 (paKTOPOB MOBPEKIACHUS IHIOTEIIUS.

Koaeynayua u @uopunonusz. Koarymomatus mpu CIIOH pasBuBaetcs B

pe3ynbTaTe B3auMOAECICTBUS BOCIIAIUTENIBHBIX, SHAOTEINATBHBIX U KOATYJISILTUOHHBIX
daktopos. [lepBoHayabHO TPOBOCTAIUTENBHBIE TUTOKUHBI aKTUBUPYIOT dHIOTEIUN
(mpokoaryassHTHBIM ~ ()EHOTUIl ~ aKTHBAIMM) C  TOBBILIEHHUEM  JKCIPECCUU
IPOKOATyJISIHTHBIX MeauatopoB (¢aktop Bunnebpanna, TkaHeBoil ¢axrtop). B
JaJIbHEHIIEM TPOMCXOAMUT TMOAABJICHWE AaKTHMBHOCTM HWHIMOMTOpa aKTHUBALUU
miasMuHoreHa | Tuma, CHMXKEHHE YpOBHEH TpPOMOOMOJYyJIMHA, aKTMBHUPOBAHHOTO
nporernHa C U MHTMOUTOpA MYyTH TKAHEBOrO (DAKTOpa, YTO MPHUBOJAUT K YTHETEHUIO
akTUBHOCTU (puOpuHOIM3a. COBOKYIMHOCTh 3TH U3MEHEHHWI COCTABIISIET OCHOBY HJIs
Pa3BUTHUSI MUKPOTPOMOOB B COCyaxX, MOTPEOIECHUIO (PaKTOPOB CBEPTHIBAHUS KPOBH U
B KOHEUYHOM wutore K passuturo JIBC-cunapoma, SBISIOIErOCS —IUIOXUM
nporsoctudeckum npusHakoM mmpu CITIOH.

Hucyukyus xuweynuka. PaboTa KUIIEYHHKA BO MHOTOM ONpENeNsieTcs U

pEryiaupyeTcss TpeMsi €ro OCHOBHBIMM KOMIIOHEHTAMHU: KHIIEYHBIM SIUTEIUEM,
MMMYHHOM cucteMoi kumieuynuka (1o 70% nuM@pouaHON TKaHU COJEPKUTCS B
KHUILIEYHUKE) U KUIIeYHOH (iiopoil (kommeHcanbl). B (usnonornueckux ycinoBHsX
KHILIEYHBIE AMUTENUATIbHBIE KIETKH MPEMSITCTBYIOT BHYTPUKIETOUHOMY TPAHCIOPTY
OakTepuil WM OakTepUalbHBIX KOMIIOHEHTOB, TaKMX KakK JIMIIOMOJUCAXAPUIBI.
Me:XKIeTOUHbII TPaHCIOPT OrpaHUYEH OelKaMHU IJIOTHBIX KOHTAKTOB, TAKMX Kak
OKKJIFOJIMH, KJIAy/IUH U 30HYJIMH.

Kpome Toro, skcmpeccusi KHUILIEYHBIM SHUTENMEM LIEIOYHON (docdaTaszbl
MPUBOAUT K AePOCPOPUITUPOBAHUI0 M O0E3BPEKUBAHUIO JIMIIOMOJINCAXAPHUIOB B
npocBeTe KuIIKU. COOCTBEHHAs MJIACTHHKA, PACIOJIOKEHHAs O]l MUTETUATbHBIM
CJIIOEM, COJACPKUT HUMMYHHBIE KJIETKM KaK BPOXKJIECHHOH HWMMYHHOU CHCTEMBI
(manpumep, mMakpodaru U ACHAPUTHBIE KIETKH), TaK U aJaNTUBHOM HMMYHHOU
cuctembl (Harmpumep, T-TuMGOIUTH U MIa3MaTUYECKUE KIIETKH, MPOIyLHUPYIOIINe
IgA). Koria menocTHOCTh JMUTETUATBHOrO Oapbepa KHIICYHHKA HapyliaeTcs,
IIPOUCXOJMUT TMOBBIIIEHUE KHIIEYHOM NPOHMLIAEMOCTH W BO3HHUKAET COCTOSIHHE,
Ha3bIBAEMOE «CUHAPOMOM JIBIPSIBOTO KUILICYHUKAY.

[Ipu u3yyeHun >THOJIOTUYECKOW poiu kuiieunuka B pa3Butuu CIIOH Obuio
MPEANOJIOKEHO, YTO MOTEps. LEJOCTHOCTH CIM3UCTOM OOOJOYKH KHIIEYHUKA U
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nocieayrouias OakTepualbHas TPAHCIOKALUUs MPUBOASAT K IPONOPLUUOHAIBHOMY
YCHJICHUIO aHTUTCHHOU CTUMYJISIIIIH u Ype3MEepHOM aKTUBAIlUU
(«caMOBOCIIPOU3BECHNIO») NUMMYHHOTO OTBeTa. B manbHelieM BOSHUKIA COMHEHUS
[0 TIOBOJY 3TOH THMOTE3bI, MOCKOJbKY HE ObUIO OOHAPYKEHO pPA3HUIBI MEXKIY
YPOBHSIMHU SH/IOTOKCHHA, IUTOKUHOB M KOMIIEMEHTA B MOPTaJIbHON BEHO3HOU KPOBU
y HanueHToB, y KoTopbix passuics CIIOH, m y TeX, y KOro IaHHBIA CHHAPOM HE
Bo3uuk. Opnako B 2016 1. B wuccienoBanmm Klingensmith [et al.] 6wLi0
AKCIIEPUMEHTAIBHO IOKA3aHO, YTO OTEHIUAIBHO TOKCUYHBIE KUILIEYHBIE METUATOPBI
NomajgaoT B JUMGATHUYECKHE COCYIbl OpbDKEHKHM W Janee JUM(OTEHHBIM IyTeM
MIPOHUKAIOT B JICTKKE, BBI3bIBas MX MoBpexacHue [11].

Kuweunvii  snumenuti. YCTaHOBIIEHO, 4YTO TP CEICHCE MOBBIIIACTCS

JKCIIpeccHsi  OENKOB — anMKaJbHOTO IUIOTHOIO  COEIMHEHUs (KIayAuHa-2 W
COEIMHUTENLHON MOoJeKynbl aare3un A — JAM-A) ¢ 0JIHOBpPEMEHHBIM CHIKEHHUEM
KJIayJIMHa-5 U OKKIIIOJMHA. DTH U3MEHEHHs BO3HUKAIOT Ha PaHHUX CPOKax Cercuca u
OPUBOJAT K YBEJIWYEHUIO [POHMLAEMOCTH KHUIIEYHOro Oapbepa IO Mepe
dhopmuposanust CITOH.

Ab0O0omunanbHull KOMnapmmeHm-cunopom. AOTOMUHANBHBIA KOMITAPTMEHT-

CHUHAPOM —3TO MATOJOTHYECKOE COCTOSHHUE, TPU KOTOPOM OpraHHas AUCHYHKITHS
ABJISIETCSL  PE3YJIbTaTOM BHYTPUOPIOIIHOW THUIIEPTEH3UU. On omnpenensercs
MOCTOSIHHBIM WJIM MOBTOPHBIM YBEJIMYEHHEM BHYTPHUOPIOIIHOTO AaBieHus: 6oisee 20
MM PT. CT. W/UJIM CHUKEHUEM abJIOMUHAIBHOTO Nepdy3nOHHOTO JaBiieHus meHee 60
MM PT. CT.

Bricokoe maBieHre B OPIONTHOM MOJIOCTH MPUBOANT K HECKOJIBKUM CHCTEMHBIM
HapyIIEHUSM: CMeIeHne auadparMbl BBEpX BEACT K KOMIIPECCHH CepAla U JIETKUX,
CHW)KCHUIO BEHO3HOTO BO3BpaTa M BIIOCICACTBUU CIOCOOCTBYET THITOKCEMHH,
TUTIEPKAITHUH, aTSJICKTa3y ¥ HECOOTBETCTBHIO BEHTUJISAIINU U TIEpPy3UH.

JlnutenbHOE  BO3ACHCTBHME  YBEIMYECHHOTO BHYTPUOPIONIHOTO  JaBJICHUS
MPUBOJNUT K CHIDKEHHIO KPOBOTOKA B MHUKPOIIMPKYJISTOPHOM pPyCii€ KHUIIIEYHHUKA Ha
81% w mocienyromeMy HEKpPO3y CIHM3UCTON 000JOYKM KuliedHuka. [lpwm
a0IOMUHAJILHOM KOMIApPTMEHT-CHHJIPOME TaK)Ke CIABIMBAIOTCS COCY/ABl TOYECK, B
pe3ynbTaTe dYero axkTUBH3UPYETCS CHMIMATHYeCKas W aHTHOTCH3WH-PCHUHOBAS
cucteMbl. OTH 3(P(GEKThI CIIOCOOCTBYIOT CHIDKCHHIO aMype3a. Ba3zoKOHCTpHKITUS
MOYCK B IMEPBYIO OUepeab MPUBOAUT K 3HAYUTEILHOMY CHIDKEHUIO JUype3a W, Kak
MpaBUJIO, SBJISICTCSl TIEPBBIM TOKa3aTejleM Hadana abJOMUHAIBHOTO KOMIAPTMEHT-
CUHJPOMA: OJIMTYPHUSI OTMEUACTCS MPU BHYTPUOPIOIIHOM JAaBJICHHUH BbIIE 15 MM pT.
CT., @ aHypusl — IIpu JaBjieHnu 30 MM PT. CT.
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Kinunnyeckue BApMAHTHI MOJMOPTaHHOM TMCHYHKIMH

Jlo HemaBHEro BpPEMEHHM NPEANoNarajioch, YTO JaHHBIM  CHUHAPOM
XapaKTEpU3yeTCsl  MOSBJICHHUEM  COBOKYIIHOCTM  MPU3HAKOB U CHUMIITOMOB,
BO3HHUKAIOIIKX IO/ BIUSHUEM OOIIMX MaTOPHU3UOIOTUIECKUX MEXAaHU3MOB, U UMEET
IpeICKa3yeMblil HCXO/.

OnHaKo B OCIEAHUE TO/Ibl CTAJIN BBICKA3bIBATHCS MPEATIOIOKEHUSI O TOM, YTO
CHUHJIPOM IOJIMOPTAaHHOW HEAOCTATOYHOCTU MOKET pPAa3BUBATHCS IO HECKOJIBKUM
KJIMHUYECKUM CLEHApUsM C Y4aCTHEM Pa3JIMYHBIX U YacCTO HE B3aWMOCBS3aHHBIX
naTou3nogornyecknx MexanuzmoB. Kpome toro, B knuHuueckoit kaptune CIIOH
IIPU CETICHCe HAaYalli BBIACISATH Cleu(puieckre (PeHOTHUITBI BOCTIATICHUS, CBS3aHHBIE C
AHOMAJIBHBIM MMMYHHBIM M KOAryJisIIUOHHOM OTBETOM, KOTOPBIE I JOCTHKEHUSA
’KEJIaeMOr0 pe3yJibTaTa TpeOyIoT CIeU(PUIECKUX MOAX010B K NHTEHCUBHOM TepaIuu.

ONUIEMUONIOTUS, MEXaHU3Mbl Pa3BUTHs, TEUYCHHE M MCXOABI y JAETEH C
MOJIMOPTaHHOM JUCPYHKIMEN CYIIECTBEHHO Pa3iIMyaloTCs, B CBSI3U C YEM IOSIBUIIOCH
MHEHHE, YTO TEPMHH «CHHAPOM IIOJIMOPTAaHHOM HEIOCTaTOYHOCTH» JIOJDKEH
MPUMEHSATHCS TOJBKO Y MAIIMEHTOB C MOJUOPTraHHOW AUCPYHKUIMENH, BOSHUKAIOIIECH B
pe3ysbTaTe OOIIEero Maro(pu3NOJIOTHYSCKOT0 MeXaHu3Ma (WM MexaHu3MmoB) [12].
Hamnpotus, y nerei, y KOTOpbIX MHOKECTBEHHBIE OPTAHHbBIE TOBPEXKICHHS CBA3aHBI C
Pa3IMYHBIMU NAaTOPU3NOJIOTUYECKUMU MEXaHW3MaMHM, JAHHOE COCTOSIHME CJENyeT
paccMaTpuBaTh Kak aJJUTHUBHYIO TUCHYHKIUIO opraHoB/cucteM, HO He kak CIIOH.
Xots Takas auddepeHuuanus Ipyu COBPEMEHHbBIX TUArHOCTHUECKUX BO3MOKHOCTSIX
HE BCEr/ia BBIIOJHMUMA, TONBITKH OTIMYUTH CUHAPOM MOJIHMOPTaHHOMN IUCHYHKIUHU OT
aJIUTUBHOU MOJIMOPTaHHON TUCHYHKIIMH MO3BOJIAT ONTHUMHU3UPOBAThH
JUArHOCTUYECKUE U JIeUeOHbIE CTPATETUU U YIYUYIIUTh PE3yJIbTaThl JICUEHUS.

B HacTodmiee BpeMs MOpPEeNNPUHUMAIOTCS TONBITKH  auddepeHranum
MaTTEPHOB MOJUOPTAaHHON NUCPYHKIUHU y AETEH B KPUTHUECKOM COCTOSIHUHU, CPEAU
KOTOPBIX BBIJIEISIOT CIEAYIOIINE:

1. OO6mme maTopu3NOJIOTHYECKUE MEXaHU3MBbI, BBI3BIBAIOIINE THUCHYHKIIHIO
HECKOJIBKMX OPTaHOB WJIH CUCTEM;

2. DddexT «aToMHHO», TPH KOTOPOM TMEpBUYHAS IUCHYHKIUS OIHOTO
opraHa/cucTeMbl NPUBOIUT K JUCHYHKLIHUU IPYTUX OPIaHOB/CUCTEM;

3. Hecpsi3aHHble NATOPU3MOIOTMYECKHE MEXAaHU3MbI, Korjga AUCHYHKLHUS
OpPraHOB Pa3BUBACTCS HE3aBUCUMO JAPYT OT JIpyra Mo pa3HbIM MexaHu3Mmam [12].

He wHCkI104€HO, YTO MMEHHO M0 MPUYMHE Pa3HbIX MNATTEPHOB MOKa3aTeIu
JETaJIbHOCTH 'y JeTell C MOJMOPraHHONW AMC(YHKLIMEH CHIBHO pa3nyaroTcs,
coctaBisist ot 5 10 80% [13]. Xopomro u3BECTHO, YTO JIETANBHOCTh MOBLIIIAETCS 10
Mepe YBEJIMYEHHUS YUCIIa BOBJICYEHHBIX B MATOJOTUYECKUN MPOIECC OPTraHOB, OJTHAKO
netu co CIIOH, BbI3BaHHBIM OOUIMMHU MAaTO(U3UOJOTUYECKUMH MEXaHU3MaAMHU
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MOBPEXKIACHUSA, HMEIOT XYJIIME HCXOAbl, YeM JEeTH C aJJAUTUBHOW OpraHHOM
mucdynkmuei [14, 15].

CIIOH c¢ oOmmmu matou3uOJOTUYECKUMH MEXaHU3MaMH  TTOBPEKICHHUS
pPa3JIMYHBIX OpPraHOB SIBJISETCS, OYEBUAHO, HaWOOJEE YaCThIM KIMHUYECKUM
CIIEHapueM, OJHAKO Ha MPAKTUKE MbI CTAJIKUBAEMCS W C JIPYyTMMH BapUaHTaMHU
Pa3BUTHS MOJMOPTAaHHOM HEOCTAaTOYHOCTH (Tabymma 1).

Ta6umna 1. KimHuveckne clieHApuu MoJIHOprannoi nuchynkmuu [12]

Bapuant [TaTodusmonoruyeckue [Tprmepsr KJIIMHUYECKUX
MOJIMOPTaHHOM MEXaHU3MBbI CLEHApHEB

TUCHYHKIAH

CIIOH KonkypeHTHas 1. Cencuc-uHayIIMpOBaHHAS

I[I/IC(l)YHKIII/IH ABYX )51 CCPACYHO-COCYOUCTAs,
Ooiee OpFaHOB/ CHCTCM JAbIXaTCJIbHAas1 )51 I1o4YcC4YHasd

BCJIC/ICTBUE o01mero TCYHKITUS BCJIC/ICTBUE

NaTO(pU3UOTOTUIECKOTO CCBO u MUTOXOHIpHUAIBHON

MexaHu3Ma HHEPreTUYECKOMN
HEJIOCTAaTOYHOCTU

2. CeplieyHO-COCYTUCTAS,

HEBPOJIOTHYECKas u
MeYCHOYHAS TuchHYHKITHS,
00yCIOBJIEHHAA TpaBMOH,
BCJIEICTBHE rJ1I00aJILHOM
runonepdy3un  Ha  (QoOHe
KPOBOTECUCHUS

3. Kputnueckass  aprepuanbHas
TUMNEPTEH3US C  Pa3BUTHEM

CEpIIEYHO-COCYAUCTOMN 151
HEBPOJIOTUYECKON
TACHYHKIIHH
[TocnenoBarenvHas | Auchynkuus nepBuyHo | 1. [lepBuunas cepaedHas
opraHHas MOBPEXKJEHHOTO  OpraHa TUChHYHKLINS BCJIEZICTBUE
TUCHYHKIIUS BBI3BIBACT JAUCHYHKIIUIO apUTMUU, BeIyIIas K
JIPYTUX OPTraHOB/CHUCTEM, BTOPUYHOU JBIXaTEIbHOU
HO JIeXalllue B OCHOBE HEJ0CTaTOYHOCTH, BbI3BAaHHOU
TUCHYHKIIMM MEXaHU3MBI KapJUOT€HHBIM OTEKOM JIETKUX
pa3JIMYHbI 2. [lepBuunas MEYECHOYHAas
HEJOCTaTOYHOCTh BCJIEICTBHE
EPBUYHOIO OmIMapHOTO

HAppO3a MEUYCHH, NTpUBEAIIAs K
BTOPUYHOW HEBPOJIOTHUUECKOU
TUChHYHKINH BCJICJICTBUE
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TUICPaMMOHUCMHAN W OTCKa

Mo3ra
3. [lepBuunas TUCHYHKITUS
OYeK Ha done

roMepyioHedpuTa, BeIyIIas
K  BTOPUYHOM  CEpIACYHOM

TUCHYHKITHH BCJIECTBHUE
apTepuaIbHOM THIIePTCH3UN
HecBs3annas KoHkypeHTHas 1. JlsixaTenpHass AUCHYHKINS HA
opraHHas TUCHYHKIMS ~ JIBYX | done [THEBMOHUH "
TUCHYHKITHS Oojiee  OpraHoOB/CUCTEM, TUCHYHKITHS IIOYEK,
HO JUCQYHKITUS KaXIO0TO 00yCIIOBIICHHAS OCTPBIM
opraHa BbI3BaHa Pa3HBIMU KaHaJIbIEBBIM HEKPO30M
aTO(U3HOTOTHICCKUMHI BCJIE/ICTBUE npuema
MeEXaHU3MaMH HE(DPOTOKCUIHBIX

aHTHOAKTEPUATBHBIX CPEJICTB
2. CepaieyHO-COCY TUCTAS
HEJOCTAaTOYHOCTh, BBI3BaHHAS

CCIICHUCOM, )51
I'eMaToJIOTHYCCKasi
I[HC(l)YHK]_II/IH BCJICACTBHC

MOAABJIEHUS KOCTHOTO MO3ra
Ha (OHE XUMHOTEpau

KitoueBbiM (pakTopom, nozBossitomuM oTinuuth CITOH ot npyrux ciieHapues
OpraHHOM AUCPYHKIUHU, AOJKHO OBITh HaJIM4Me OOHIero MaTo(pu3HOJIOTHYECKOTO
MexaHu3ma (-oB). OJHAaKO HaJa0 TMOHUMATh, 4YTO TMPOBECTH TaKOE YETKOE
pasrpaHUYCHHME HA IPAKTUKE HE BCErIa BO3MOXKHO. B Hacrosiiee Bpems HaM He
XBaTaeT HaJICKHBIX KIMHUUECKUX U J1a00paTOPHBIX MAPKEPOB JIJIs1 YHETKOTO BBISIBICHUS
MEXaHU3MOB MOBPEXKIECHUS TE€X WJIM HMHBIX OpraHoB. TeM He MeHee, yriyOJIeHHOe
n3ydeHue o0mmx naropusnosornuyecknx Mexanuzmon pa3sutus CIIOH npu cencuce
MO3BOJIMJIO  BBISIBUTH ~ HECKOJIBKO  (DEHOTUIIOB,  TPEOYIOMMX  Pa3IMYHBIX
TeparneBTHYECKUX MOAX010B (Tabduia 2).

Ta6auna 2. Kpurepuu dpenorunos CITOH npu cencuce [16]

DeHOTHIT Kiaununuyeckue JlaGopaTopHble
KPUTEPUH KPUTEPHUH

TAMOF — Thrombocytopenia | ITo meHbIIei Mepe B YpoBeHb

associated multiorgan failure OJIMH U3 JHEH y MEMAIIONPOMEUHa3bl

(thrombotic microangiopathy) — | manuenTa 13 (ADAMTS-13)

CIIOH, accounmpoBaHHbIMI C HaOIrogal0TCs 8ce MeHee 57% OT HOpMBbI

TPOMOOIIMTOTICHUEN CIeAYIOIINe B J11000€ BpeMs B
MIPOSIBJICHHUSI: TeYeHue HAOIIONCHUS
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denorun

Knunndeckue
KPUTEPUH

JlabopatopHble
KpUTEpUH

- YUCIO0 MPOMOOYUMO8
menee 100 000 6 1
MK,

- noueyHas
HeooCmamoyHOCmyb,

- UHOEKC OP2aAHHOL
HedocmamoyrHocmu 3
oanna u 6onee (cm.
maoauyy 3)

Sequential liver failure
associated MOF (SMOF) —
IIOH, acconuupoBaHHasi €
MOCJICIYIOIEN TEYEHOYHOMN
HEJ0CTATOYHOCThIO (HOBast
rernaroonIMapHas TUChyHKITUSA
BUpYCc/MuM@ponponndepaTtuBHOE
3a00JICBaHHKE)

B onuH u3 quen
(paccmatpuBaetcs 3-i
JIEHb 3a00JIeBaHUS WIIH
0oJiee MO3AHUIN) Y
ManFeHTa OTMEYAIOTCs
IIPU3HAKH IEYEHOYHOU
U JIbIXaTeJIbHOMU
HEJOCTATOUYHOCTH

B onnn u3 guei ¢ 3-x
CYTOK 3a00JI€BaHUA Y
MalKeHTa ypoBeHb
PacTBOPUMOTIO
muranna Fast >200
/M1

IPMOF (Immunoparalysis
associated MOF — immune
depression) — CIIOH,
ACCOLIMMPOBAHHBIN C
HMMYHOIIapaJIn40oM

ITo meHbIIEN MEpE B
OJIUH U3 JHEU y
MalUEeHTa UHOEKC
Op2anHOU
He0oCmamoyHocmu >
2 bannos

Ha 3-u cytku
3a00s1eBaHUS WU
MO3KE B LIEIbHON
KpOBH,
CTUMYJIMPOBAHHOMN
SHJOTOKCHUHOM,
yposenb TNF-a <200
T/ MJT

CuHIpOM aKTHUBAIUU
Makpoaron
(runepBocnajIeHue)

B oaun u3 nuen
(paccmatpuBaetcs 3-it
JICHb 3a00JICBaHMS HIIN
OoJree Mo3aHMI) Y
MMalreHTa OTMEYAIOTCs
IIPU3HAKU [TIEYEHOYHOMN
1 TeMaTOJIOTMYECKOM
HEJOCTATOYHOCTH

YpoBens heppuTHHa B
JF000M M3 THEH
HaOmronenus >500
HI/MII

[Ipu m000M W3 mepeyuciaeHHbIX (EHOTUIIOB CErcuca MOXKET BO3HUKHYTh

CUHIPOM aKTHBAIMU MakpoharoB KaK KOHEYHBIH TMyTh HEKOHTPOIUPYEMOTO

BOCIIAJICHHA.

1 PactBopumble iuran bl Fas (SFasL) — MmemOpaHHbIe OeIKH ¢ MONIEKyIsipHOM Maccoi 37 kD, ctumynupyromnue

amonTo3 B KIIETKAaX, HeCcymux crenuduaeckue perenTopsl K SFasL, u cmocobcTByromuye mocaeayomeMy

MOBPCKACHUIO NICYCHU
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Kpurepuu onpeneneHus nHAEKCa OpraHHOW HEJIOCTATOYHOCTH MPEACTABICHBI B
Tabaumne 3.

Ta6auna 3. Onpenesienne HHIEKCA OPraHHOI HeToCcTaTOYHOCTH [16]

Henocrarounoctp Kputepun negocrarounocTu™
OpraHa/cucTeMbl
Cepneuno-
[ToTpeOHOCTH B MHOTpOMIAX UK Ba30IPECCOpax
cocyaucras
Pa0,/FiO,< 300 u moTpeOHOCTh B MEXaHUYCCKOM
JIpIxarenpHas
BEHTUJISILIUU JIETKUX
AJIT >100 En/n u nubo ypoBeHb Ounupyouna >17
[Ieuenounas A yP Py

MKMOJb/11, Tnoo MHO >1,5

YpoBeHb KpeaTUHUHA CHIBOPOTKHU >88 MKMOJIB/JI €
[Toueunas onurypueit (menee 0,5 MI/Kr/4ac) uiam narueHT MoaydaeT
MOYCYHYIO 3aMECTUTEIIbHYIO TEPAIHUIO

I'ematosornueckas Yucao tpom6boruToB <100 000 B 1 mxn u MHO> 1,5

Yucno 6amnoB no mkaie koM ['masro <12 mpu oTcyTCTBUN

ITHC .
CCAaTUBHOM TCPAIINH

* HaJIn4gue KpI/ITepI/ICB HCSCOOCTATOYHOCTHU OAHOI'O opraHa NJIN CUCTEMBI OLICHUBACTCSI
B 1 Oam.

HecMoTpst Ha kaxytytocs npocToTy auddepeHIuanuy IpUMEPHO B MTOJIOBUHE
CIy4aeB TIpU CEICHUCE HE YJACTCS BBIIBUTH KaKOW-TO OMpEeICHHBIM (PEeHOTHIT
BocnajgeHusi. Cpenu naiyMeHToB ¢ yCTAaHOBJICHHBIM ()EHOTHUIIOM BOCTIaJICHUSI Hanbosee
yacto BeisiBisiercs IPMOF (21,2%). TAMOF nabaromaercs B cpenneM y 9,2% neteid,
a IIOH, accouumpoBaHHas ¢ MOCIECAYIOUIEH NEYECHOYHOM HEAOCTATOYHOCTHIO,
orMmeuaercs Jmmb y 1,7% nereir. IPMOF u TAMOF wame Bctpewaercs y Oonee
CTapIluX JAeTel, u mporekator Tsokenee. [loebienue yposueit CPb u depputuna y
JIETeH ¢ KaXKIBIM M3 TPEX BBISBIECHHBIX (PEHOTUIIOB OOJIee 3HAYMMO, YeM y JeTelt 0e3
ornpenenenHoro ¢pexHorumna [16].

PaccmoTtpum otnensabie peroturnsr CITOH, BecTpeuatromuecs mpu cemncuce.

CIIOH, accouyuuposannvtit ¢ mpombouumonenuei (Thrombocytopenia
associated multiorgan failure — TAMOF). TIlonmuopranHas HEIOCTATOYHOCTb,
aCCOIMUPOBAaHHAS C TPOMOOIMTONIEHUEH, TIPEACTaBIseT COOOM KIMHUYECKUM
(eHOTUN, KOTOPBIA BKIIIOYAET COCTOSHMS, CBSI3aHHBIE C JAMCCEMHUHUPOBAHHBIM
BHYTPHUCOCYIUCTHIM TpoMOO030M: TPOMOOTHYECKHUE MUKPOAHTUOTIATUH
(TpomOoTHUECKYIO TpoMmOonuToneHnueckyro mypnypy — TTII, remonuthko-
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ypemuueckuii  cuHagpom — I'YC) u®  cHUHAPOM  JUCCEMUHHUPOBAHHOTO
BHyTpucocyauctoro ceeptbiBanusa ([ABC-cunapom). TAMOF xapakrtepusyercs
BIIEPBBIC BO3HHKIIEH TPOMOOIMTONEHUEH C MPOrpecCHPOBAHUEM TMOJIHMOPTaHHOM
HEJOCTATOYHOCTH Y MALMEHTOB B KPUTHYECKOM COCTOSIHHH, YTO OTPAKAET y4dacTHE
TpOMOOIIMTOB B 00pPa30BaHUM JAMCCEMUHUPOBAHHBIX MUKPOCOCYIUCTHIX TPOMOO30B,
0OHapyKUBAEMbBIX BO BCEX OpTraHax, U MPUBOASAIIUX K UX UIIEMUU U AuchyHKImH [17].
Haubonee yacteim nposiBnenueM TAMOF sBiisieTcst ocTpoe mo4euHoe MoBpexaeHHE
(OI1IT), koropoe BcTpeuaercs B 100% cnydaeB y 6onbHbIX ¢ ['YC, B 58% citydaeB npu
TTIIL, u B 42% cnyudaeB npu JIBC-cunapome.

Yrany6nenune 3Hanuil o matodusmonornueckux nponeccax npu TTIL I'YC u
JIBC-cunapome mo3BOIMIO YCTAaHOBUTH BeTyIIHe (aKTOPBI, UTPAIOIIIE IIEHTPATBHYIO
POJIb B Pa3BUTHH KaXJI0T0 U3 3TUX NATOJIOTHYECKUX COCTOSTHUM.

Taxk, B pazButuu TTII OCHOBHBIMU MMATOr€HETHUYECKUMU (PAKTOPAMHU SIBIISIOTCS
daktop ¢don Buinebpanna (PB) u pacmeruisiomas ero mporeasa, U3BECTHAs Kak
ADAMTS-13. BaxupiMu mnatodusnonorundeckumu (Gaktopamu B pazButuu [YC
ABJISIIOTCS ~ IIMTa-TOKCMHBI M cucTeMa KomriuieMeHTa. (OcHOBHOUM  (hakTop,
yuactByrommii B pazButuu  JIBC-cunapoma — 3TO  TKaHeBOM  (hakTop,
MIPEACTABIIAOINN cobon MeMOpPaHO-aCCOMUPOBAHHBIN TJIMKOIIPOTEUH,
HaXOAIINNCA B CyOIHAOTENNAIBHOM CJIO€ COCYOB.

TpomOoTn4yeckasi TpoMOOUTONEHNYECKAass mypnypa. ONUCaHHBINA €IIe B
1924 rony E. Moschcowitz cuuapoM Ha MPOTSKECHUHA MHOTHX JIET THArHOCTHPOBAJICS
HA OCHOBAaHMU  KJACCHMYECKOMW  MEHTaJbl CUMIOTOMOB:  TPOMOOLIUTONEHHUS,
reMOJIMTUYECKAs aHEMHs, JIMXOpPAaJKa, HEBPOJOIMYECKUE NPOSBICHUS M OCTpas
MOY€YHask HEJJOCTATOYHOCTb.

B 1982 r. Moake [et al.] oOnapyxunu B mmazme 6ombHBIX ¢ TTII cBEepXKpyITHBIE
MynbTUMepbl DB, onucaHHble HMHU KaK «CHUJIBHBIM 51, O0OJagarolui Kak
arrIIOTUHATUBHBIMH, TAK M T€MOJUTHYSCKUMU cBoMicTBaMuy». OaHako B 1998 . ObLIO
YCTaHOBJICHO, YTO OCHOBHYIO NAaTO(MU3HOJIOTHYECKYIO poiib B pa3Butun TTII urpaer
camxenue aktuBHoct ADAMTS-13,

Ha ceromnsamnnii AeHp BBIAEIAIOT ABE pasHOBUIHOCTH TTII: BpoxkAeHHYIO U
npuoOpereHHyto. Ilpu obeux »tux ¢popmax aktuBHOCTH ADAMTS-13 cocraBusier
Menee 10%. Tlpu Bpoxnennoit TTII upentudunupoano 6osnee 80 Myranuii reHa
ADAMTS-13. [Ipuobperennas TTII xapakTepuzyercst 00pa3oBaHUEM UHTUOUTOPOB —
ayroanturen k ADAMTS-13.

Jlo mosiBnenus Bo3MokHOCTH ompeaenstb ADAMTS-13 nuddepennmansuas
nuarHoctuka TTIT u I'YC ocHOBbIBanach Ha HAJIMYMU WM OTCYTCTBUM MPU3HAKOB
octporo noyeuynoro nospesxaenus (OI1IT) nu neBponoruueckux HapyueHui. Pazsurue
Tsokenoro OIIIT Owpuio mocTtaTouyHBIM A MOcTaHOBKM auarHosa I'YC, a Haanuume
TSOKETIBIX HEBPOJIOTMYECKUX HapylleHWd Ha (OHE NPU3HAKOB TPOMOOTHYECKOM
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MUKPOAHTHMOIIATUM  CIYKUJIO OCHOBaHueM it auarHoctuku TTII.  Takas
HEOTPEICNEHHOCTh SBJSUIaCh MPUYMHONW HemoomeHku uactorbl TTII, ocoGeHHO
CBSI3aHHOM C OCTPBIM MOBPEKIACHUEM MOUeK. Ha ceroaHsmnnii J1eHb C y4eTOM HOBBIX
nuarHoctuyeckux Bo3moxkHocter OIILl, oOycrioBienHoe 0oJie3HbI0 MOIIKOBHIIA,
auarHoctupyercs ropasno yaie (20% ciaydaeB 10 BHEAPEHHUS B JUATHOCTUYECKYIO
cxemy onpenaencaus ADAMTS-13, u 58,7% cinyuyaeB — B mocieayromie rojsi) [19].

[Ipennonaraercs, 4yto mpu noBpexacHUU mouyek Ha (one TTII mpoucxoaut
AKTUBAllMsl CUCTEMbl KOMIUIEMEHTAa II0 albTEpPHATUBHOMY IIyTH, CBS3aHHAas,
BO3MOXXHO, C HaJUYMEM TECHETHYECKON CKJIOHHOCTH K TUIMEPAKTUBAIUU CHUCTEMBI
KoMIUIeMeHTa [17], a Taxke To, YTO IpU HapyIIeHnH cuHTe3a U cekperuun ADAMTS-
13 B k1yOOUYKOBYIO IIUPKYJISAILMIO TOBBIIIAETCS MpeapacnoioxkeHHocTs k OIIT.

[IpuoOperennass TTII moxker OBITh  MPOSBICHUEM  AyTOMMMYHHBIX
3a001eBaHUN. ACCOIMUPOBAHHBIE C AyTOMMMYHHBIMU MPOIECCAMU TIIOMEPYIIONATUN
Y UHTEPCTHUIMAIbHBbIE HePpOomaTHH MPUBOJAT K OBICTPOMY YXYAIICHUIO MOYECYHOU
¢dbynkuuu u OIIIL.

[Ipennonokuth 0 pa3BUTUU TPOMOOTHUYECKOM MHUKPOAHTHOMATHH MOXHO Ha
OCHOBaHMM TOBBIIEHUS YypoBHA JIII' B OHOXMMHYECKOM aHalM3€, HaIU4YUA
IIMCTOIMTOB B Ma3ke nepudeprueckoil KpoBU, a TAKKE Ha BBISIBJICHUU KJIACCUYECKON
CUMIITOMATUKU 3aboneBanus. Jlisi moOATBEpkKACHHS auarHo3a Tpedyercs ObicTpas
orieika ypoBHss ADAMTS-13 (cumwxkenue ee aktuBHOCTH MeHee 10%) u Hamuuue
cBepXxO0bIINX MyJIbTUMEPOB (hakTopa Busnedpanna.

XapaktepHoil MOp(}OIOTHYECKON KapTUHOM mpu ayToricuu manueHToB ¢ TTII
ABJISIETCSI HAJIMYKUE MHUKPOTpoMOOB, oborameHHbix @B u tpombouuTamMu, BO Bcex
BHYTPEHHHMX OpraHax.

Jleuenue TTII BKIOYAET HECKOJIBKO HAIIPABIICHUN:

® BOCIOJIHEHHE nedurmTa ADAMTS-13 nepeuBaHUuEM
CBEXE€3aMOPOKEHHOM TIIA3MBlI;

e monaBinenne uHrHOuTopoB ~ ADAMTS-13  myrem  HazHadeHHS
KOPTUKOCTEPOUJIOB U/WJIM PUTYKCUMa0a;

® ynajeHue CBepXOoJbIIuX MyJIbTUMEPOB (pakTopa Busiedpanmga metomom
miasmadepesa.

[Ipu oOHapykeHHH HEKOHTPOIMPYEMOU aKTUBAIIMM CHUCTEMBI KOMILJIEMEHTA
PEKOMEHIYETCSl PACCMOTPETH BOIIPOC O HA3HAUYCHHUH dKYJIH3yMada (MOHOKJIOHATIBHBIE
anturena K Cs). B nenom neuenun TTII npennonaraet MyIbTUCUCTEMHBIN MOJIX0T C
PaHHUM Y4YacTHEM Te€MaTOJIOTOB, MUMMYHOJOTOB, TpaHC(]y3H0JIOrOB, HE(POIOTOoB.
JleranbHOCTh, KOTOpast npu TTII panee cocraBmsuia noutu 100%, ¢ npumeHeHUEM
JAHHBIX CTpaTeruit cuusmmack a0 20% [17].

I'emonumuko-ypemuueckuii  cundpom.  Knunnueckas tpuaga ['YC
MPE/ICTaBICHa TPOMOOIIUTOTICHUEH, HEMMMYHHOW TE€MOJIMTUYECKOW aHeMuel u
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OCTphIM TMOBpeXkAeHUEeM Tmouek. bonpmuHcTBO citydaeB ['YC TpeOyroT TOJBKO
nojiep kuBaroel Tepanuu u He Tpanchopmupytores B CIIOH. Ognako mosiBiieHne
npusHakoB nospexaeHus [IHC (cynoporu, HapylieHre MO3roBOro KpoBOOOpaIeHus,
KOMa) pe3ko moBbimaeT puck pa3sutuss TAMOF u accomuupyercs ¢ BBICOKOM
JIETaNbHOCTHIO.

Boigenstor 18a ocHOBHBIX KiMHU4eckuX gpenoruna ['YC:

- UHPEKIUOHHO-UHIYIUPOBAHHBII;

- ATUMHUYHBIN C HAPYIICHUSIMU B CUCTEME KOMILJIEMEHTA.

[Ipn mnartomoroaHatoMuueckoMm wuccienoBanuum ymepmunx ot ['YC  nereit
OTMEYaeTCsl HaTMUKe AUCCEMUHUPOBAHHBIX MUKPOTPOMOOB, O0TaThIX (PUOPUHOM.

OnHaKo y 4YacTH MAalMEHTOB BBISBISIOT TPOMOBI C OOJIBIIMM COJEP)KaHUEM
daktopa Bunnebpanga u tpom6ouutoB. B otiuuue ot TTII u ABC-cunnpoma, rae
TpoMOOTHYECKass MHUKpPOAHTHOIATHA HaONomaeTcss Bo Bcex opranax, mnpu [YC
Hau0oJee 3aMETHO MOPaXKAIOTCS MOYKH.

Nudexnmonno-unaynuposanubii ['YC coctaBnsier 90% ot Bcex ciydaes
reéMOJIMTUKO-YPEMHUYECKOTO CUHIPOMA, U HauOOJIee 4acTO MPUYMHON €ro pa3BUTHS
SBIIICTCSA IUTa-TOKCHH, mpoxynupyembld E. coli uw  HexkoTopeIMH JIpyruMu
BO30yauTeNsIMH, Hampumep, Str. pneumonia. I'YC passuBaercs y 6-15%
MHOUIIMPOBAHHBIX TMAaIlMEHTOB B TeueHue 2-10 cCyTok mocie Hayajga Juapeu C
HaJIMYueM KpPOBH B CTYJIE.

['yc, accouMmMpoOBaHHBIN € IUTA-TOKCUHOM, IIOPAKAET MPEUMYLIECTBEHHO JIETEN
Y JIETAJIBbHOCTD MIPU HEM COCTABJISIET OT 5 110 9%.

[[Iura-TOKCUHBI CBSI3BIBAIOTCS C TJIIMKOCHUHIOIUIIMIAMU TOBEPXHOCTHOTO
peuenTopa rio00TPUO3UIKEPaAMUA, FIKCIIPECCUPYEMOT0 SHAOTEIUEM MUKPOCOCYOB
MOYEK. DTO MPUBOAUT K MHTMOMPOBAHUIO CHHTE3a O€liKa U TMOed HIOTEIHOLUTOB.
I[ToMuMO 3TOrO, MIMra-TOKCUHBI AKTUBUPYIOT MOHOLMUTHI W BBICBOOOXKIACHUE HMHU
MIPOBOCTIAJIUTEIBHBIX IIUTOKHHOB, aKTUBUPYIOT TPOMOOIIMTHI, MOBHIIIAs aKTUBHOCTH
TKaHEBOTO (haKTOpa Ha HHAOTEIUATBHBIX KJIETKax Kiy0oukoB, uHruoupyst ADAMTS-
13 u crumynupys BBICBOOOXKACHHE CBEpPXOONBIIMX MYJIbTUMEPOB akTopa
BuineOpanna w3 5SHIOTENHS KalWUISPOB KIYOOUKOB, a TakXe aKTHBUPYIOT
aJIbTEPHATUBHBINA MMyTh KOMIIJIEMEHTA.

Atunmunsiil ['YC Betpeuaercs ¢ yactoroit okosio 10%. ['enetnueckne myranuu
B cucreme KoMmruieMeHTa npu atunudyHoM ['YC cocrasnsror 50-60%, a myranuun
tpombomoaynuHa — 5%. C atunuuabiM ['YC cBsizano Gonee 120 reHeTHYECKUX
MyTaIii KomriemenTa [21].

Cucrema KOMIUIEMEHTa HEOOXOauMMa [UIsl TONJEPKAHUS HMMYHHUTETa W
reMocTasa. OHJIOTENIUANIbHBIE KJIETKH JKCIPECCUPYIOT (aKTOPbl pEryssiiuu
KOMILJIEMEHTA, POJb KOTOPBIX 3aKJIIOYAETCs B 3alIUTE SHIAOTENUS OT KOMIUIEMEHT-
MHIYLIMPOBAHHOTO MOBpexaeHus. OnpeneneHHble COCYAUCTbIE JIokKa HaXOIATCs B
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30HE MOBBIIIEHHOTO PUCKA MPU YPE3MEPHON aKTUBALIMM KOMIUJIEMEHTa. B yactHOCTH,
KalWUIAphl MOYEYHBIX KIYyOOUYKOB UMEIOT (DEHECTPUPOBAHHBIN SHIOTEIHH ¢
MOCTOSIHHO OOHAXKAIOMUMCSL CyOdHAOTENNAIbHBIM MAaTPUKCOM, YSI3BUMBIM IS
BO3JICHCTBHS KOMIUIEMEHTA.

['eHeTnyeckue MyTaluud B CUCTEME KOMIUIEMEHTa TMPUBOAAT K €€
HEKOHTPOJIUPYEMOU TUTNIEPAKTUBALIUH, CUCTEMHOMY BOCHAJICHUIO,
JTUCCEMUHUPOBAHHOMY  MHKPOCOCYAMCTOMY  TpOMOO3y M MOJHOPraHHOU
HEJO0CTaTOYHOCTH. TsKecTh TeueHus aTunu4Horo ['Y C 3aBUCHT OT JiexKalei B OCHOBE
€ro pa3BUTHUS F'€HETUYECKON aHOMAJIMU KOMILIEMEHTA. JIeTaabHOCTh IPU aTUITUYHOM
['VC cocraBmuster okoino 25%, ogHaxo mpu ceMeiiHoit popme Bozpactaet 10 50-80%.

Jleuenue I'YC. Jlna atunuunoro ['YC, BBI3BAaHHOIO ayTOAHTUTENAMHU K
¢akropy H cuctembl KoMIuieMeHTa (OJHOLETOYEUHBIM TJIMKONPOTEHH, PETYIIATOP
QIbTEPHATUBHOTO TMYTH AaKTUBAIlMM KOMIUIEMEHTa), B KauyeCTBE IMEpPBOW JIMHUEH
Tepanmuu AMepukaHckoe oo61mecTtBo adepeza (ASFA) pekoMmeHayeT IpoBeaeHUE
mazmadepesza. s arunuunoro I'YC, BbI3BaHHOTO MyTallMsIMH T'eHa (PaKTOPOB
KOMILJIEMEHTA, [E€pPBOM JIMHUEH Tepalmuu CYUTAIOT MNpPSAMOE HHIHOMpPOBaHUE
KOMILJIEMEHTa MOHOKJIOHAJbHBIMH aHTUTENaMU (3Kyau3ymal). Bropoil nuHuen
Tepanuu npu 1aHHoM Bapuante ['YC saBisercs miazmadepes.

I'YC (D+), acconmupoBaHHbI ¢ HHQEKIUEH, ¢ NpU3HAKAMH TOPaKCHHUS
rOJIOBHOTO Mo3ra wu/uiau ObicTpeiM  (popmupoBanuem TAMOF, craBut mnepen
KJIMHULMCTAMH MHOTO BOIIPOCOB B IUIaHE JieueOHOM cTpareruu. [Ipu sTom Bapuanre
['VC MoxeT HaOmo1aThCsl COUeTaHUE Pa3HbIX NAaTO(PU3UOIOTUYECKUX MEXaHU3MOB C
y4acTHEM IUTa-TOKCHHOB, (akTtopa Bumnebpanma, ADAMTS-13, tpomOOUIMTOB,
KOMILIEMEeHTa, (pudpuHa, sugorenus. Jo Tex mop, noka y KIMHUIMCTOB HE MOSBUTCS
BO3MOKHOCTh OBICTPO BBISIBJISTh TOUHBIA maToduinonorudyeckuii mexanusm ['YC,
ACCOLIMMPOBAHHOTO C HMH(EKIHEH, CYyIIEeCTBYeT BEpPOSTHOCTb, 4YTO Iua3madepes
OK@)XET MOJIOKUTENbHBIN 3PPEKT y manueHTa, Mo3BOJIMB BOCCTAHOBUTh TOMEOCTA3
ma3Mel [22]. Yka3biBaeTcsi, YTO MPUMEHEHHUE dKYIn3ymada Mpu TUIMYHOM TEUCHUU
I'VC Tarke Moxer oka3aTbes dddektuBHbM [23, 24]. Tem He MeHee,
PETPOCIEKTUBHBIM ~ 0030p  OOIIMPHOrO  HEKOHTPOJIUPYEMOIO  HMCHOJb30BAHHE
sKkynu3ymadba Bo Bpemsi nocieaHeil kpynHoil Benbiiiku HUS (D+) B I'epmanuu He
MPOJIEMOHCTpUPOBal 3 (PeKTa y MauueHToB, KOTOPbIE JICUUIUCh ITUM areéHTOM, IO
CpaBHEHHIO ¢ OOJIBHBIMH, KOTOPBIC HE TOTy4aau dKyim3ymao [25].

JIBC-cunopom. Hayunsiii nonkomutetr o JABC-cunapomy MexayHapoIHOTO
oOmiecTBa TpoM0O03a ¥ TEMOCTa3a ONpeIeNsieT JAHHOE COCTOSTHUE KaK MPUOOPETEHHBIN
CUHJIPOM, XapaKTECPU3YIOLIUICA BHYTPUCOCYAUCTOW AKTUBALMEN KOATYJSLUU C
MoTeper JOKaIU3alry, BOZHUKAIOIUN MO pa3HbIM npuyrHamM. OH MOKET BbI3bIBATH
MOBPEXIEHUE MUKPOLUUPKYISITOPHOTO pyciia U B TSKEIOM cliydyae — AUCHYHKUHUIO
OpraHoB.
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Y 40% mnarueHToB OTAETICHUN WHTEHCHBHOM Teparuu HaOJ0aeTCs SIBHBIN
JIBC-cuHApoM C BIEPBBIC BOSHUKIIEH TPOMOOIIMTOIICHUCH.

KiroueByro posib B pa3Butuu M mnporpeccupoBanuu [IBC-cunapoma urpaer
TKaHEBON (PaKTOp, KOTOPBIA BBICBOOOXKIAETCA M3 JABYX MCTOYHHKOB: COCYJIUCTOM
CTEHKM M TEMOIO3TUYECKUX KIETOK. [Ipn MOBpexIeHMH COCYAUCTON CTEHKH
oOHa)kaeTcsl HKCTPABACKYJISIPHBIM TKaHEBOUW (pakTop. MOHOLHUTHI k€ BHICBOOOKIAIOT
TkaHeBOM Qaktop mpu pa3Butuu CCBO/MHGEKIMOHHOrO mpoliecca B Pe3ysbTare
CTUMYJISIUUM TPOBOCHATUTENBHBIMU LHUTOKMHAMH WM HHAOTOKCMHaMH. llocne
BBICBOOOXKIEHUSI TKaHEeBOU (akTop oOpa3yeT KomIuiekchl ¢ ¢akropoMm Vlla. 3atem
ATOT KOMIUIEKC aKTUBUPYET PakTopsl | X 1 X, 4T0 MPUBOAUT K reHepalud TPOMOUHA.
[Ipy 3TOM CHMXAETCS AKTUBHOCTh SHIOTECHHBIX AHTHUKOATyJISHTOB, TaKHUX Kak
akTuBUpoBaHHbIM aHTUTpoMOUH |ll, mporenn C W WHrHOUTOP TYTH TKAaHEBOIO
daktopa (TFPI — tissue factor pathway inhibitor). ChHwkenue ux cuHTe3a,
noTpedjieHue U Jerpajanusi, a TakkKe BbIpaboTKa HHIMOUTOPOB MPHUBOAAT K
VCTOILICHUIO aKTUBHOCTH aHTHUKOAryJIIHTOB. Kpome TOro, Hapymaercs eCTeCTBEHHas
(ubpUHOIUTHYECKAs CHCTEMa OpraHU3Ma, OTBETCTBEHHAs 32 Pa3pyIEHHE CTYCTKOB
kpoBu. Ilpm JIBC-cungpome m CIIOH mnaronornyeckd NOBBIIAETCS YPOBEHb
MHTMOWTOpa aKTHUBATOpa IJIA3MUHOTEHA-1, 4TO MOBBIIAET PUCK TPOMOOOOPA30BAHHUS
1 TpPOMO0IMOO0IHIA.

[Tatodusmonornueckne wmexanusmbl npu JBC-cuHapomMe He HaleleHbl
KOHKpeTHO Ha nouky, kKak npu TTII wim I'YC. OcTpoe nmoyeuHoe noBpexIECHUE TIPU
JIBC-cuHipoMe y MalMEeHTOB C CEIICUCOM BCTpEYaeTcsi NpuMepHO B 28% ciiydaes, U
KaK MpaBWIIo, y nereit co cHmkenneM aktuBHocTH ADAMTS-13 menee 20%. Kpome
TOTO, B IJIJa3M€ TaKUX MAI[MEHTOB COAEPKUTCSA IPUTPOLIMTApHAsA 3acTas3a (IpoTeasa,
BBICBOOOK]aeMasi aKTUBUPOBAHHBIMU BCJIEICTBHE CEIICHCA TPAHYJIOUTAMU ), KOTOPAs
paspymaer ADAMTS-13 Ha HeakTuBHBIE PparMeHTHl. ITH (aKThl YKa3bIBAIOT HA TO,
yto aetu ¢ JABC-curapoMoM m Hu3K0# akTuBHOCThIO ADAMTS-13 moaBepkeHbI
BBICOKOMY PUCKY OCTPOT0 MOYEYHOI'0 TIOBPEXKICHUS BCIEICTBUE TPOMOOOOpa30BaHUs
B MUKPOCOCYJIaX KJIyOOYKOB.

Jleuenue J[BC-cunopoma. B 2013 rony Hayunsii mogkomuter mo JIBC-
cuHApoMy MexayHapogHoro oOmecTsa TpoMOo3a W TeMocTa3a OIyOJIMKOBal
PYKOBOJICTBO, OOBEUHSIONIEEe OPUTAHCKUE, SITOHCKUE U UTAIBIHCKUE PEKOMEHIALINH
o jieueHuro JIBC-cunnpoma [27].

Ha ocHoBanuu »53TUX 00OOIIEHHBIX JaHHBIX HayuHbIi MOAKOMUTET
KOHCTaTUPYET CIEAYIOIIEE:

1. He cymectByer 3010TOro cranaapra st auarnoctuku JIBC-cunipom, u HU

OJIUH TECT HE MOXET AuarHoctupoBath JIBC-cunapom.
2. Kmouom k neuenuro JIBC-cunapoma sBisieTcsl J€4eHHUE OCHOBHOTO
COCTOSIHHUSI.
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3. IlepenuBanune TtpomOoruToB, C3II, ¢QubpuHorena u KOHIIEHTparTa
MPOTPOMOMHOBOTO KOMILIEKCA PEKOMEHIYeTCS TMallMeHTaM C aKTUBHBIM
KPOBOTCUCHHEM, HHU3KUM KOJWYECTBOM TPOMOOIIUTOB, VIJIMHCHHBIM
MIPOTPOMOMHOBHIM BpEMEHEM/aKTUBUPOBAHHBIM YaCTUIHBIM
TPOMOOIIIACTUHOBBIM BPEMEHEM, TUITO(PUOPUHOTCHEMUEH.

4. TepamneBTuueckue A03bl HU3KOMOJIEKYJsipHOTO Tenapuna (HMI') cnenyer
paccMaTpuBaTh, €CIIH MPeodIagatoT TPOMOO3HI.

5. Tlpu oTCYyTCTBUU KPOBOTEYEHHS] PEKOMEHIYyeTCs MpOo(HIakKTHKa BEHO3HOM
TPOMOOSIMOONNHN TPODYUIAKTUIECKUMH J03aMH  HEPPAKIIHOHUPOBAHHOTO
renapuHa Wik HU3KOMOJICKYJISIPHBIX TeITapUHOB.

6. MoxHo paccMoTpeTh BBeAeHHME aHTUTpomOuHa III, pexkoMOMHAHTHOTO
TpoMOOMO Ty IMHA WJIK aKTUBUPOBAHHOTO npoTenHa C.

7. Kak nmnpaBwio, aHTUUOPUHOIUTUYECKUE CpEICTBAa HE  CIEAyeT
UCIIOJIb30BATh.

8. TlammeHTOB ¢  TKENBIM  KPOBOTEUCHHUEM,  XapaKTEPU3YIOIIUMCS
BBIPOKCHHBIM ~ TUNCPPUOPHHOIMTHYSCKAM  COCTOSHUEM  (JIeiikeMus,
TpaBMa), MOXHO JICUUTh aHTU(OUOPUHOIUTUICCKUMHU  CPEICTBAMHU
(aMHHOKAIIPOHOBAS KHMCJIOTA, TpaHEKCaMOBasi KUCIIOTa, allPOTHHHH H JIp. ).

CIIOH, accoyuuposannvii ¢ ummynonaparuvwom (Immunoparalysis

associated MOF — IPMOF). Kak u3BeCTHO, CEICHC XapaKTEepHU3yeTCs HadallbHOW
¢dazoii rumepBocmaieHus, 3a KOTOPOH CIEAyeT TEepHOJ] HWMMYHOCYNPECCUU
(«nmmyHonapannuy) [18]. TloTeHIMaTbHBIM MEXaHHU3MOM HMMYHOCYIPECCHUH TMpHU
CETICHCE SBIIACTCS aronTo3 JUMQOIMTOB, KOTOPHIA MOKET MPOUCXOAUTH JTHOO C
MOMOIIIBIO perenTopa CMepTH, OO0 MUTOXOHAPHAIBHO OMOCPEAOBAHHBIM ITyTEM.
W3BecTHO, YTO TKECTh BOCHAIUTEIHHOTO OTBETA OMPEIENSIeT UCXO0 3a00JIeBaHMs.
OpxHaKo BO3HUKAIOMINK OJHOBPEMEHHO C CHHAPOMOM CHCTEMHOTO BOCHAIUTEIHHOTO
otBeta (CCBO) cuHAPOM KOMIEHCATOPHOTO IPOTHBOBOCHAIUTEILHOTO OTBETA
(Compensatory anti-inflammatory response syndrome — CARS) MoeT NpHHATH
XapaKTep 3aTSHKHOTO M TSHKETIOTO TEUEHUS, YTO MPUBOAMUT K PA3BUTHIO CTOHWKOTO
UMMYHOTIApajii4a,  sBISIOMErocs MO0  cyTd  (GOpMOHl  TPUOOPETESHHOTO
UMMYHOJC(PHUITNTA, KOTOPBIH MOXKET TIPUBECTH K HEOJIAronmpusATHOMY HCXOIY
3a0oneBanus. JlaHHOE COCTOSIHME MOXET TMPOTEeKaTh CKPBITHO, 0€3 SBHBIX
KIIMHAYECKHUX M J1a00PaTOPHBIX JI0KA3aTEIBCTB €0 HAJTHMYHSI, 1 MOXKET OBITh BBISIBJICHO
TOJIBKO C TOMOIIBIO CIEeNU(PUIECKUX TECTOB (HAMpUMEp, MPOTOYHAS ITUTOMETPUS,
U3MEPEHHE CIOCOOHOCTH TIEHHOW KPOBH MPOAYIUPOBATH WHTEPPEPOH MpHU
CTUMYJIAIMK  OaKTepUaJbHBIM JIUTIOTIONUCAXapuioM). VMMyHomapanud MOXET
3aTparuBaTh KaK BPOXKICHHBI, TaK W MNPUOOPETEHHBIH WMMYHUTET, W
XapaKkTepu3yeTcsl CHIDKEHHOM »kcnpeccueit MoHonuTtoB HLA-DR, cHuxeHuem
CIIOCOOHOCTH MPOAYIIUPOBATh IMTOKUHBI, INM(OIICHHEH U YBEITMUYCHUEM dKCIIPECCUN
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MOJICKYJI, MHTHOMPYIOIIMX KJIETOYHYIO IOBEPXHOCTh, Kk mnpumepy PD-1.
NmMmyHOmapanuy cBsi3aH ¢ MOBBIIICHHBIM PUCKOM BHYTPHOOJIBHUYHOU MH(MEKINH U
JETaNbHOCTH y JACTEH, OJTHAKO UMEIOTCS JaHHBIE O TOM, YTO OH OOpaTUM MpH JICUCHUH
UMMYHOCTUMYJISITOpAMHU (rpanynoUTapHO-MaKpO(haraibHbIHI
KOJIOHUECTUMYJIUpYIOIMi  ¢aktop u wuHTepdepoH-y). I[lpu wuMmMyHomapainyie
OTMEYAeTCsl aronTo3 JUMQOIUTOB B ITUMQPOHIHBIX OpraHax, MEPCUCTUPYIOMIAs
cucteMHas TUMQOIECHHs ¢ a0COMOTHEIM uciIoM aumonuTos <1000 B Mm3, a Tarke
CHIDKAeTCS WX PEaKTHBHOCTh, B YACTHOCTH HX CIOCOOHOCTh TIPOAYIIUPOBATH
uaTepdepon- v [20].

B psge cnyyaeB UMMYHOAC(PHUIIMTHOE COCTOSIHUE MOXKET OBITH 00YCIIOBJICHO
NPUMEHEHUEM JIEKAPCTBEHHBIX CPEACTB, OONAJAIONMX HMMYHOCYIIPECCHBHBIM
neiictBueM. OJHAKO MEHEE W3BECTHO, UYTO PAJ APYTUX JIEKAPCTBEHHBIX CPEICTB U
HEKOTOpbIE METO/bI JIEUEHUs, IPUMEHSIEMbIE B OTACIICHUSAX MHTECHCUBHOM TEpamuu,

SIBJISIFOTCS. B TOM MJIM MHOM CTEIIEHH UMMYHOMOIYJIsATOopamMu (Tadmiwmma 4).

Tabumua 4. [loreHuuadbHbIe NPUYMHBI HENPEAHAMEPEHHO HMMYHOMOIYJISLIMH

JlekapcTBEeHHbIE Bausinue Ha IToTennmaabHbIEe MEXaHU3MbI
cpeacTBa, METOAbI HMMYHHUTET
JeYeHus

AHTHOAKTEpHAJIbHbIE 1 BricBoOOXKIEHNE OaKTEepHaATbHBIX

cpeacTsa KOMITOHCHTOB IIPHU THOEIIN KJIETOK
[IpsiMmoe ycuneHne BHYTPUKIETOYHOTO
JIN3UHTA

! Cympeccust kocTHOTO Mo3ra ([3-

JIAKTaMbl)

CHmXeHue MpoayKIUN
ITPOBOCIIAJIUTEIBHBIX [IATOKNHOB

(MaKpoJIUIbI)

beH3oanaszenuHbl ! CHmXeHue IpoayKIIMu KOPTU30J1a

KarexosiamuHbI ) Crumynanus 0-aJpEHEPrUUECKUX
pEeLEenToOpOB

! Crumynsiuust B-ampeHepruyeckux

peLenTopoB

JlekcMeneTOMUIUH l Penykuuss  mpoaykuyMu — LIUTOKWMHOB,
OIIOCpEIOBaHHAsA IMHC u
nepudepuueckoit HC

dypocemua ! CHmxeHue MPOAYKIUU
ITPOBOCHAJIUTEIbHBIX IUTOKHUHOB

Nucynun ! OnocpeaoBaHHOE CHUKEHUE MTPOAYKIIUU
LIUTOKMHOB, VHIYUIHUPOBAHHOE
TUIIEPIIUKEMUEN
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JlekapcTBeHHbIE Biausinue Ha IoTeHuMaIbHBbIE MEXaHU3MBbI
CpeacTBa, MeTOAbI HMMYHHUTET
JICYCHMS
Onuatel l Nupyknus aronTo3a JICUKOIIUTOB,
noBblllieHre mpoaykuuu 1GF-f*  u
CHIDKeHHE npoayKiuu |FN-y**
Tpanchys3us 1 NmMyHHast akTuBauusi LUTOKAHAMH U
IPUTPOLMTAPHOH JpYTUMH  MEAHaTOpaMH  JOHOPCKOM
MaccChl KpOBH
! WNurubupoBanue CIIOCOOHOCTH
BbIpa0aThHIBATh MIPOBOCTIATUTEIIbHBIE
[IUTOKUHBI

*- TGF-B — tpanchopmupytomuii pakrop pocta-f; **- IFN-y — unrepdepon-y.

HccnenoBanus mokasajid, 4TO UMMYyHHas (QyHKIUS HalMEeHTa IpU pPa3BUTUHU
MMMYHOIIapajii4a MOXET OBbITh BOCCTAHOBJEHAa C IOMOIIBIO HECKOJIBKHX
TEpaneBTUYECKUX MOAXO0/10B:

- TIONy4YEeHBI JKCIEPUMEHTANbHBIC IaHHBIC, MMOKa3bIBAIOIINE, YTO JICUCHHE
UHTEPPEPOHOM-Y (IFN-y), 1581071 I'PaHyJIOUUTAPHO-MaKpO(araabHbIM
KosioHuecTuMyupyrommm  pakropom — GM-CSF  (ro  wue epamyrouumapnviv
kononuecmumynupyviowum paxkmopom — GCSF) NpUBOIUT K yIydIICHUIO (QYHKIHH
MOHOILUMTOB U MPOJAYKIIMH LIUTOKUHOB,

- Onokama mytu PD-1 pekomOunanTHbIM uyesnoBedeckuM |L-7 moxkazano

00HAIC)KMBAIOIINE PE3YIbTATHl MO0 CTUMYJISAIIUA TMPHOOPETCHHOT0 UMMYHHUTETA TIPH
KpUTHYECKHX cocTostHUsX [20].

HNurencusnas repanus CIIOH

Otnonornueckoro jedeHuss CIIOH He cymectByer. OCHOBOM MHTEHCHBHOMN
TE€panuy CUHApPOMA IOJIHMOPIraHHOW HEAOCTATOYHOCTH SIBJISETCS MOLIAEPKUBAIOLIAs U
3aMECTUTENIbHAsI Tepanus B YCIOBHUSAX OTIACICHUN WHTEHCUBHON Tepanuu W
peanumanuu. JleyeHue, HampaBlIEHHOE Ha TPUITEPHBIN (PAKTOP, MOXKET OCIaOUThH
TSXKECTh TeUEHUs WM cOKpaTuTh IuTenbHocTh CITOH. B nociennue roasl OCHOBHBIE
UCCJIeI0BaHMsT ObUIM COCPEOTOYEHBI IVIaBHBIM 00pa3oM Ha pa3pabOTKEe METO/IOB
nedyenus: CIIOH, ocHOBaHHBIX Ha U3y4Y€HUH NATOPU3NOIOTMYECKUX MEXAHU3MOB €T
Pa3BUTHS U POrPECCUPOBAHUA.

Obwue meponpusmusn Ona nPoPuUIAGKMUKU NPOZPECCUPOCAHUA U TleUeHUs
CCBO u CIIOH.

v OGecreunTh aJeKBaTHYI0 HAYAIbHYIO PECYCTHTAIMIO (BOCCTAHOBIEHHUE) TIOCIIE
NEPBUYHOTO IMOBPEKIACHHUS.
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v’ Jleyenne mioka: OObEMHAs Harpy3ka, HHOTPONBI M Ba30MPECCOPHI  I10
MOKa3aHUsAM, NPOJUICHHAs TMoYe4yHass 3aMecTurenpHas Ttepanus, OKMO,
uarasis NO.

v' TlpenymnpekacHUE U yCTPAaHEHHE TUIIOKCHU: OKCHTEHOTEPAIIUs, PECIIUPATOPHAsT
HOJJECPAKKA.

v' Jleuenue HHPEKIUH.

v' TlpoBelieHre KIMHUKO-TabopaTOpHOro  OOCIENOBaHWS ISl BBISBICHUS
stroaorudeckoro axkropa [IOH c nenbro npoBeneHns STHOTPOITHON TEPAIIUU.

v' U36eraTh neperpys3Ku KPUCTATUIONIAMH:

o CyrouHblii mpupocT macchl Tena 6osnee 10% oT MCXOAHOTO O3HAYAET
HEPErpy3Ky *KHUIAKOCTBIO U IPUBOJUT K YBEITUUEHHUIO JIETAIBHOCTH.

e Ha ¢one pe3koro Bo3pactanusi IPOHUIAEMOCTH KANMIIAPHON CTEHKH U
CUHAPOMA YTEUKH KUAKOCTH MEeperpy3Ka KpUCTAUIOUJaMU MPUBEIET K
pPE3KOMY  YBEJIMYEHHIO OOBEMa HWHTEPCTULHAIBHOW  KUIAKOCTH,
CHABJICHUIO KAl POB u JanbHEeNIeMy YXYALICHUIO
MUKpouupKyysimud. Ha »TomM (QoHe pe3ko Bo3pacTaeT OMacHOCTb
pa3BUTHUSI OPTAaHHOI'O OTEKa (JIETKUX, MO3Ta).

e OnrtuMalibHO MOJJEPKUBATh AUype3 Ha ypoBHe 1,5-2,0 mur/kr/gac. [Ipu
BO3pPAaCTaHUU AUYPE3a BIIIE YKa3aHHBIX 3HAYEHUN YMEHBIIUTH CKOPOCTh
uH(Dy3ur Wi 00bEeMbl BBOJAMMOW JKHUIKOCTU. B ciydae HapacTtaHus
TKaHEBbIX OTEKOB — UCIOJIb30BAaHUE JUYPETUKOB WIIA MPOBEIACHUE
MOYEYHOMN 3aMeCTUTENBHOM Tepanuu (yabTpaduabTparus).

v' TlpeaynpexaeHne BEHTHIATOP-MHIYIIMPOBAHHOTO MOBPEKIACHUSA  JICTKHX
(VILI):

e lcnonb30BaHWE CIMIIKOM BBICOKMX JIaBJICHUW, CO3/1aBAEMbIX
BeHTHIsITOpoM Ipu UBJI, siBnsieTcst npyuanHON 6apompaémul TETKUX.

e Bonwmmpaema BO3HUKAeT BCIEACTBUE JAbIXaTEIbHBIX OOBEMOB,
SBJISIOIIUXCS CITUIIKOM OOJIBIIMMH ISl KOHKPETHOTO MallieHTa.

o Amenexmpaema o0yCIOBJICHA TUOO MPUMEHEHHUEM CIUIIKOM MaJIbIX
3HAUYEHUN CPEHEro JaBieHHs B abixarelbHbiX nyTsax (MAP), nubo
HU3KOTO TOJIOKHUTENIBHOrO JaBiieHus K KoHiy Bbigoxa (PEEP), B
pe3yibTaTe  4Yero  ajbBeOJbl  KOJUIAOMPYIOT W OCTaroTcA
KOJUTaOMPOBAaHHBIMH  (QTEJIEKTa3) WM  paCHpaBiSIOTCI U
KOJJTAOMPYIOT C KaXKIbIM BJIOXOM/BBIIOXOM.

e Peompasema — >TO pPe3ylbTaT TMOBPEKIACHUS JbIXaTEIbHBIX MyTEH
«CpE3BIBAIOUIMMUY) CHJIAMU JBUXKYILETOCS C BBICOKOM CKOPOCTBIO
B/JILIXa€MOI'0 Tra3a.

e buompasma npencrapisier coo0l OMOXUMHUYECKHE U OMO(PHU3UICCKHE
MOBPEXKIECHHUS  JIETKHX, OOyCIIOBJIEHHbIE  BBICBOOOXKIEHUEM
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MEIMaTOpOB U  KJIETOK BOCHAJIEHUS TMpU  JIOOBIX  (opMax
MEXaHUYECKON BEHTUIISILIUY.

v' TIpodhuiakTrKa TUIIEP- WM THIOTIHMKEMHUH:

o [unepriamkemusi CHUKaET aKTUBHOCTh UMMYHHOT'O OTBETA, CIOCOOCTBYET
noBbIIEHUIO YpOoBHS CPB ¥ MHTEHCMBHOCTH BOCHAIUTENBHON PEAKIINH,
BBI3bIBAE€T YMEHBIIICHHE KOJUYECTBA JIUM(POLMTOB, HapylIeHnE QYHKIINU
HEHUTpOoUIOB W MakpodaroB, MOBBIIICHHE aATE€3UH TPaHYJIOIUTOB,
HapylieHue (paronuTapHOd aKTUBHOCTH U aKTUBHOCTH KOMILJIEMEHTA, a
TaKXKe€ XEMOTAKCHCA.

e [unepriukeMuss U WHCYJIMHOPE3UCTEHTHOCTh NPHUBOASAT K Pa3BUTHIO
SHJOTEHHON THUIEPUHCYJIMHEMUU, KOTOpas SBISETCS OJHOBPEMEHHO
KOMIICHCATOPHOM M NATOJOTMYECKOW peakuueu. ['urnepuHcynnHeMus
MOXET BBI3bIBATH 33/ICPKKY HATpPHUS MOYKAMHU, OKA3BIBAET HEraTHUBHOE
BIIMSIHUE  HAa  CBEpPTHIBAIOIIYID  CHUCTEMY  KpPOBU:  BbI3BIBAET
runepPuOpPUHOreHEMHIO, MOBBIIIAET AKTUBHOCTh HHTMOUTOPA TKAHEBOTO
akTUBaTopa Ia3MuHoreHa | tuma, yrueraer (puOpHUHONMN3, MOBBIIIAET
arperanyio TpPOMOOLIUTOB, YBEIMYMBAET CHUHTE3 TPOMOOKCAHOB U
CHUKAET aKTUBHOCTH aHTUTpoMOuHa III.

e [unornukemMusi — 3TO HEMOCPEACTBEHHAs Yrpo3a KW3HMU MalUeHTa, U
JAHHOE COCTOSIHUE JIOJKHO YCTPAHATHCSI MAKCUMAJIbHO OBICTPO.

v' JIpyrue meponpusitus mo jgedennro CCBO u CITOH:

o Koppeknus npyrux MeTaboan4ecKux HapyImeHH .

e (OOecrneyeHue aJIckKBATHOTO KAJIOPa)ka U a30TUCTOT0 OalaHca.

e [lepenuBaHue nmpenapaToB KPOBU IO CTPOTUM ITOKA3aHUSM.

e AjnexkBaTHas ceAalus U aHAJIbre3usl 111 CHUKEHHUS SHEPTE€TUYECKUX TPaT.

v MOHHUTOPHHT TOKCHYHOCTH JIEKAPCTBEHHBIX CPEICTB:

e [Ipu CIIOH, pedpakTepHOii K JIEUEHNIO, HEOOXOAUMO MPEIOIOKUTD U
UCKIIIOUUTh MOTEHUUATBHYI) TOKCUYHOCTh HEKOTOPBIX JIEKAPCTBEHHBIX
CpeAcTB, KoTopblie MOryT nogaepxkuBath CIIOH (mune3zonuna, nponodon,
HUTPOIIPYCCHI).

e [lpu cerncuce 4acTo CHUKAETCS aKTUBHOCTH IUTOXpoMa P450 u moueynas
(YHKIHMS, YTO MOXKET MOBBICUTh TOKCHUYHOCTh JIPYTUX JIEKAPCTBEHHBIX
CpencTB. DTO HEOOXOAMMO YUUTHIBATH MPU UX JO3UPOBAHUU.

v’ JleueOHble ~ METOAMKH  C  WCIOJB30BAHHEM  DKCTPAKOPIIOPAITHLHOTO
KpOBOOOpAIllEHHs: Y AETel MpU UCHOJIb30BAHUU TaKWX METOJUK (Hampumep,
OKMO, remoauanu3) BO3MOKHOW HpuurHON He pazpematromierocs CIIOH
MOXXET OBITh MeXaHWYecKkass TpaBMa KpPOBH C TMOSIBJICHHEM T'e€MOJIHU3a.
[lepokcunaza, oOauH W3 TMPOAYKTOB pacmajga TIeMOrjJoOMHa, BbBI3bIBAET
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MUKPOCOCYUCTBIA AHTHOCHA3M U TMOBPEKIACT KICTKH DHIOTENHUS, YTO
crioco6cTByeT nmposionrupoanuto CITOH.

Hapymienue MmeTa60/1u3Ma M NPUHIUNBI HYyTPUTUBHON MOJAEPKKH JIeTell ¢
CHHIPOMOM MOJHOPTAHHON HEJOCTATOYHOCTH

JIroboe KpUTHYECKOE COCTOSIHUE TMPUBOJUT K CEPhE3HBIM H3MEHEHUSIM
TOPMOHAJIBHOTO CTaTyca U MeTaboJIM3Ma, KOTOpPhIE TPYITHO HHTEPIIPETUPOBATh, U €IIIe
CJIOXKHEe YMpaBisaTh UMHU. OIHOM M3 CaMbIX CTPECCOBBIX CHUTYallUid, C KOTOPOU
CTaJIKUBAETCA OpranusMm uesnoeka, sipisiercsa CIIOH, o0ycioBiaeHHBIH cerncucoM, npu
KOTOPOM CTpPECC — 3TO HE TOJBKO OCTpasl CUTyalMs, HAOJIOJAroIIascs MNpPU €ro
BO3HUKHOBEHUU. CTpECC-OTBET MPHU CEICHUCE COXPAHSIETCS Ha TMPOTSKEHUH BCETO
BPEMEHU TEUEHUS CENTUYECKOTO0 Mpoliecca. Bee mpoiieccsl, MPOUCXOIIIKe B KIETKaX
OpraHu3Ma, 3aBUCST OT MOCTYIUICHUS CyOCTpaTOB, HEOOXOIMMBIX JUIsl POU3BOJICTBA
MaKpOIPTUYECKUX COCIMHEHHM, B pe3yJibTaTe THAPOJIM3a KOTOPHIX 00pasyercs
AHEPTHUs, HEOOXOoAUMas JIJIs KUZHEIEATETLHOCTH KIIETOK.

O6opor AT® B opranuzme upe3BBIYAWHO BBICOK, M cocTaBiser 1,3
Mmodib/kr/cek. Tloncuntano, yto Mmacca AT®, TUAPOIMZUPYIOIIETOCS B OpraHU3ME
YeJIo0BeKa B TEUCHHE IHS, dKBHBaJIeHTHA Macce ero teia. Omnako 3amac ATD B
OpraHu3Me CPEJHEro B3POCIOro uejoBeka cocrtapiasier Jjumb 60-100 Mmoub,
clieloBaTeNnbHO, Tpu Tpekpamennn npoaykiuu ATd HeoOpaTumbie U3MEHEHHS B
OpraHu3Me€ HACTymsIT MeHee, yeM uepe3 | muHyTy. Takum o6pazom, mpoiecc
MPOIYKIIUU SHEPTUH — TPOIECC MOCTOSHHBIN M 3aBUCHUT OT MOCTYIUICHUS CyOCTpaToB
(YrJieBoJ10B, )KMPOB U OEJIKOB) U3BHE, JIMOO OT MX 3aM1acCOB B OpraHU3Me.

B ¢usuonornyeckoi cutyanuu TMOCTYMAlOIIME€ B OpPraHW3M HEa30TUCThIC
KOMIOHEHTHI MUIIH (YTJIEBOABI U )KUPBI) OKUCISIOTCS C 00pa30BaHUEM MaKpOIPros, a
MX U3JIMIIKY HAKarUIMBAIOTCS B BUJE JICTIO IIIMKOTeHA U KHUpa.

AKKyMyIius O€JIKOB B KOJMYECTBEHHOM BBIPAKEHUU BBITIISIUT JTOBOJIBHO
ckpomHo. Hambosiee MHTEHCMBHO HaKOIIEHHWE O€lika B BHJIE TMPHUPOCTA MBIIICYHON
MacChl POUCXOAUT B MPOLECCE POCTa OPTaHU3Ma, B IEPUOJIE BOCCTAHOBIICHHUSI TTOCIIE
00JIe3HU U TIPU UHTEHCUBHBIX (PU3MUECKUX TPECHUPOBKAX.

310pOBbIE JIIOAW TPU TOTPEOJEHUU MHUIIA B HOPMAJIBHOM KOJIMYECTBE (U
HOPMaJBLHOTO COCTaBa) BBIJACISAIOT B TEUCHHE CYTOK MPUMEPHO CTOJBKO a30Ta,
CKOJIBKO TOJyYWJIM €0 C MUIIeH (HyJeBOoW a30THCThIM Oananc). [lockonbky mwuima
MIOCTYNAaeT B OPraHU3M HEMOCTOSHHO, B TMPOMEKYTKaX MEXIy MpUEMaMU MHIIH
UCIIOJIB3YIOTCSI PHEPTETUYECKHUE CYOCTPAThl N3 COOCTBEHHBIX PE3EPBOB.

[Ipu cTpecc-oTBeTE Ha MOBPEXKACHUE B OPTaHU3ME HAOIIOIAI0TCS aIalITUBHBIE
WM3MEHEHMS, HaIlpaBJIeHHbIE Ha 3allIUTy OPraHU3Ma OT KaTaboJUYeCKOTo pa3pylieHus,
W3MEHEHHMS, BO3HUKAIOIIME TOJI BIMUSHUEM TOKCUHOB OaKTEpUd U ITUTOKUHOB H
M3MEHEHMsI, BOBHUKAIOIIKE B XOJI€ JICUCHUSI.

28



[Ipy KPUTHYECKOM COCTOSIHMH, 00YCITOBJICHHOM TSDKEJION TpaBMOM, HH(EKIIHEH,
MHTOKCHKAIUEH U T.1I., DHEPTeTUYECKUE MOTPEOHOCTH OpraHr3Ma Pe3K0 BO3pacTaioT,
IIpU 3TOM M3MEHEHHUS OOMEHHBIX MPOIIECCOB B 3HAUUTEIHHOW MEpE OTIUYAIOTCS OT
O0OBIYHOTO TOJIOJIAHUS.

Merabonnyeckast peakuus Ha MTOBPEKICHUE XapaKkTepu3yeTcs
MocJieJ0BaTEIbHOM CMEHOM Tpex (a3:

o «ebb phase» wmu ¢asza orimBa, paHHSS WIOKOBas (a3a CHIKCHHOTO
MeTa0o0JIn3Ma;

o «flow phase» nau daza npunupa — karabonuueckas asa;

e da3a BbI3AOPOBJIEHUSs WU aHaOoIMueckas (a3za, Ipu KOTOPOil OTMeYaeTcs
PECHUHTE3 TOTEPSHHBIX TKAHEM.

@®a3za oriauBa, KOTOpas IJuTCA TniepBele 12-24 wyaca, XxapakTepusyercs
CHMKEHUEM KHUCIOPOAHOTO TPAHCIOPTA, TUIIOTEPMUEN U Ba3OKOHCTPUKIIMEH.

a3y npuiauBa MOKHO OXapaKTEpU30BaTh Kak (pa3y «BCE WIM HHUYETO». IJTO
03HAyYaeT, YTO MOCTYIUIEHHE CyOCTPaTOB JOJIKHO MOJHOCTBIO MOKPBIBATH BO3POCILINE
MOTPeOHOCTH OpraHu3Ma. XOTs 3Ta peaklus BakKHA Il BBDKUBAHUS OpraHU3Ma B
KPaTKOCPOYHOM MEpPCIIEKTUBE, B HEH 3aJ0KEHbl CEMEHa JECTPYKLUUU: IIpH
3aTSIHYBIIEMCSI KPUTHUYECKOM COCTOSSHUM  Pa3BUBAIOIIUNCA THUIEpKaTabOIN3M
MPUBOJIMT K pacraay TKaHel opraHu3Ma.

Takum o0Opa3oM, OCHOBOM CHHApPOMa CHCTEMHOIO BOCHAJIMTEIBHOTO OTBETA,
BO3ZHMKAIOILIETO MPHU JIFOOOM KPUTHUYECKOM COCTOSTHUM, SIBJIIETCS THIIEPMETA00IU3M.
['unepmeTabonu3m — 3To rpydast AU3PEryIATOpHAS NaTOJOrUs, TP KOTOPOH UMEIOT
MECTO BBICOKHE SHEPreTHUYEeCKHE NOTPEOHOCTH, CHUKEHBI BO3MOKHOCTU YTHIIN3ALUU
OCHOBHBIX JHJIOTEHHBIX CyOCTpaTOB M W3MEHSETCS HEHUpOryMoOpasibHasl Peryssius
oOMeHa BerecTs (pUCYHOK 3).
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Pucynok 3. Cxema pa3BUTHS TMIIEPKaTa0OJIHMUECKOTO COCTOSHHS MpH cercuce [28]

N3menenus meradoan3sma makponyrpueHToB Ha ¢pone CCBO u CIIOH

Metaboau3m nporerHoB. [Ipoucxonurt mnepepacrpeneneHue NpoTeMHOB Ha
TJIFOKOHEOTeHe3, CHHTe3 ocTpoda3oBbiX O€nKkoB, NIHUTOKMHOB. Hecmotps Ha
MOBBIIICHHBIA CUHTE3 Oenka, TmpeoOiagaeT pacnag OeNIKOBBIX CyOCTaHIUN
(kata®oam3M) W OTPHUIIATEIBbHBIA a30THCTBIM Oamanc. OCHOBHOW OHOJIOTHYECKHUI
CMBICJI CHHJIpOMa THUIIepKaTadoiIn3Ma/TunepmMeTadboan3Ma — 3TO BBICBOOOXKICHHE
AMUHOKHCJIOT, HEOOXOIUMBIX Il TJIFOKOHEOTEHe3a, T.C. TIOMbBITKA SHIOTCHHOU
KOMITCHCAIIMH YHEPTETHUECKOTO e(hUIMTa B OpraHu3Me.

B opranmsme mocTOSSHHO MPOMCXOAUT paciaa U CUHTe3 OenKoB. EAMHCTBEHHBIM
HMCTOYHMKOM CHHTE3a HOBOTO O€JIKa SIBJISIOTCS OCNKM NUINK. B mumeBapuTerHOM
TpaKT€ OHM PACHICIUIAIOTCS (PepMEHTaMH 10 aMUHOKHCIOT M a0COpOMpYIOTCS B
TOHKOW KUIIKe. M3 aMHUHOKHMCIOT W MNPOCTEUIIMX TMENTHAOB KIETKH TKaHEH
CHUHTE3UPYIOT COOCTBEHHBIN OEIOK.

benku He MOTYT OBITh 3aMEHEHBI IPYTUMH ITUIIEBEIMU BEIICCTBAMH, TaK KaK UX
CHUHTE3 B OPTaHU3ME BO3MOKCH TOJIBKO U3 aMUHOKHCIIOT. B TO ske BpeMst O€JI0K MOXKET
3aMeniaTh coOON JKUPBI M YIJIEBOJbI, TO €CTh HCIIOJIL30BATHCS JUISI CHHTE3a ITHX
coeMHeHUH (PUCYHOK 4).
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Pucynok 4. OCHOBHBIC ITyTH METa00IM3Ma aMUHOKHCIIOT [28]

Memaoonuzm yzneeo0oé npu CCBO u CIIOH. 1lpu CCBO wu CIIOH
MOBBINIACTCS TOJEPAHTHOCTh KJIETOK TMepu(eprudecKux TKaHEH K WHCYJIWHY U
riroko3e. CKOpOCTh MPOIYKIMU TITIOKO3bI TeraTouTaMu Bo3pacraer ¢ 2,5 no 4,4-5,1
Mmr/kr/mMuH. [IpoucxoauT MoOWIM3alUs AMUHOKHUCIOT W3 MHOIMTOB CKEJIETHOU
MYCKYJIATYphl U BUCIIEPATIBLHBIX KJIETOK Ha oOecreueHre mpoliecca rIIoKOHeoTreHesa.

Memabonuzm aunud08 XapakTeprusyercsl aKTUBALMEN JIMIOJIN3a, CHUKEHHOU
YTHIIA3AIAEH KUPHBIX KACIOT U TPUTIIUIICPUIOB TKAHSIMHA U CHIDKEHUEM aKTUBHOCTH
JTUTIONPOTEUHINTIA3HI.

T'unepmemabonuzm u npodykuusa 2ar0ko3st. ['1110k03a 00pa3yeTcsi B IEUCHU B
pe3yabTaTe rIIMKOT€HOIN3a U TIIIOKOHEOTeHEe3a.

['MuKoreHoNn3 aKTUBUPYETCS B TOM Clydae, KOTJla YPOBEHb TIUKEMUU
CHUXkaeTcs. B cTpeccoBolt cuTyaluu 3amachl IIIMKOT€HA PacXOIyIOTCs B TeUeHUe 2-3
4acoB.

['mrokoHeoreHes — 3To npoiecc 00pa30BaHUs TIIOKO3bI U3 IPYTUX CyOCTPaTOB.
HcTtouHnkaMu TIIOKOHEOTEHE3a MOTYT CIYKHUTh JaKTaT, TIULEepPOs, aMUHOKHUCIIOTHI,
HO HauboJiee TOCTYIHBIM U BaXKHBIM SIBJISICTCS JIAKTAT.

VY B3pOCTBIX TJIFOKOHEOTEHE3 HAUYMHAETCS MPU YPOBHE MOCTYIICHUS TIIFOKO3bI
HUKE 3,2 MI/KI/MUH, Y JTOHOIIIEHHBIX HOBOPOXKJICHHBIX — HIKE 5,5 Mmr/kr/muH (7,2
I/KT/CyT.), Y HEIOHOIIEHHBIX HOBOPOXIEHHBIX — TIPH CKOPOCTH MOCTYTUICHHUS
TJIFOKO3bI MeHee 7,5-8 Mr/kr/muH (44 Mmomb/kr/mud wiun 11.5 r/kr/cyT.).

bazoBass TPOAYKIMS TIIOKO3bI MPUMEPHO paBHA Yy JOHOIIEHHBIX |
HEJIOHOIIEHHBIX U cocTaBiseT 3,0-5,5 Mr/Kr/MuH. Y JTOHOIIEHHBIX 0a30Bast MPOTYKIIHUS
rI1I0K03bI MOKpbIBaeT 60-100% noTpeOHOCTEN B SHEPTUHU, TOT/IA KaK Y HEIOHOIIEHHBIX
neteit — Tosbko 40-70%.

OT0 03HauaeT, 4yTo 0€3 IK30TC€HHOTO BBEJCHMS TIIFOKO3bI Y HEIOHOIICHHBIX
neTeil OyleT MPOWCXOAWTHh OBICTPOE WCTOIIEHUE 3aIlacoB TIWKOIEHAa, KOTOPHIC
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UCXOJHO MaJjbl, U pacnajJi cOOCTBEHHbIX OenkoB M xupa. [loaromy y sTux nerei
MUHAMAJIBHO  HEOOXOIWMOW  SIBIIACTCS  CKOPOCTh  TOCTYIUICHUS  TJIFOKO3HI,
MTO3BOJISIONIAS MUHIMHU3UPOBATh YHIOTCHHYIO MPOAYKITHIO.

Takum o6Opazom, npu CCBO u CIIOH rmroko3a sBIsSeTCs BaKHEUIIMM
MCTOYHUKOM SHEPTUHU, U €€ Je(DUIIUT MPUBOAUT K aKTUBAIMU KaTtabonu3ma. CKOpOCTh
TJIFOKOHEOTEeHEe3a OCTAeTCsl BHICOKOM, €CIIM CKOPOCTh YTHJIM3ALUU TIIOKO3bI HUXKE 5
MI/Kr/MUH. bBoilee TOoro, okasanoch, 4TO THUIEPIIIMKEMHUS M HU3Kas CKOPOCTh
YTWIN3AIUU KaK SHJOT€HHOM, TaK M AK30TM€HHOM TIIIOKO3bl YCHJIMBAIOT KaTaboIM3M
oenka.

Jlnst «dha3sl IpUIMBaY, pa3BUBAIOIICHCS TTOCIIE BO3ICUCTBHS (PaKTOpa arpeccuu,
xapaktepeHn pocT ypoBHs AKTI u rumepkarexonamuHemusi. Bce 3TH TOpMOHBI
(AKTT, anpenanuH, HOpaJapeHAINH ), CTAMYJIUPYS MIPOTEOIU3 U JIUIIOJIHN3, TOCTABIISIOT
SHEPTHUIO IS TJIFOKOHEOTEeHEe3a U OKa3bIBAIOT KOHTPUHCYISPHBINA 3G (HEKT, TPUBOIS K
MOBBIIICHUIO YPOBHSI TIFOKO3bI B KpOBU. HO rumneprivkeMus OTHIOAb HE O3HAYAET, UTO
MMEIOTCS U30BITOYHBIC 3aMachl TJIFOKO3bl B OpraHU3MeE, a CBUJIETEIHCTBYET O BHICOKOM
MOTPEOHOCTH B DHEPTETUICCKOM CyOCTpaTe TIFOKO303aBUCUMBIX TKAaHEH U SBIISICTCS
CJICICTBHEM aKTHUBH3AIIMH TJIFOKOHEOTEHE3a U HAPYIICHUS €€ YTHIIH3aIiH.

[wumonporerHEMUSI W THNOATLOYMHHEMHS  TNPH  TUIIEPKAaTabOoJIM3Me
00YCJIOBJICHBI:

® BBIXOJIOM HHU3KOJWUCIIEPCHBIX (pakmuii OCIKOB B TKaHM  Yepe3
MOBPEKICHHBIE TUTIOKCUEN CTEHKH MUKPOCOCYIOB (CHHAPOM KaUJUIIPHOM
YTEUKH),

® [IOTEpEl C paHeBBIM OTACISIEMBIM (C TOCJIEIHUM CBSI3BIBAIOT TOTEPH,
cocraisitone 30% oT o011eit KOHIIEHTPAIUK aTbOYMHHOB),

e TOTpeOJICHUEM TPH TUCCEMHUHUPOBAHHOM COCYIUCTOM CBEPTHIBAHHH,

® CHIDKEHHMEM CHHTe3a Oellka, OCOOEHHO aJbOyMHHOB, B pe3yJbTaTe
HapyIIEHUS MPOIIECCOB IC3aMUHUPOBAHKS U TIEPEAMUHUPOBAHNS,

® HapyIICHUEM ITUTAHHUS.

VY 310poBOro YenoBeka Jaeno cyocrpara st JHEPTUH (B TOM YKCIIE aHadPOOHOTO
Merabonu3ma) Ha 80% oOecrieunBaercsa aunuaamMu. Takum oOpazoM, Kakercs
OYCBHJIHBIM, YTO JUII aBapUHHOTO OTBETA MPH THIEpMeTadomM3Me HEO0OXO0IUMO
MOOWMIIM30BaTh KHUPHL. [Ipn cTpecc-oTBETE 3TO 00eCIIeunBacTCs YBEIMUCHUEM YPOBHSI
CTPECCOBBIX TOPMOHOB (apeHaINHa, HOpaJApeHAINHA, KOPTU30J1a, TIII0KaroHa). B to
e BpeMsl CYIECTBYET psi (PAKTOPOB, OTpaHUIMBAIOIIUX BBIOPOC KUPA U3 JICTIO:

e VYBenWueHUE COJACP)KAHUS JIaKTaTa CTHMYJIUPYET pedcTepuUKAIIIO
KUPHBIX KHUCIOT. JTO O3HAYAET, YTO, HECMOTPsI Ha YCWJICHHE JIUIIOJIHN3a,
colepKaHUE IKUPHBIX KHCJIOT, MOOWIM30BaHHBIX B IUTa3My, HE
YBETMYHUBACTCS.
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o CHmwxkenue pH (aunmo3) OJOKUPYET JUIOIU3, U STOT MPOLIECC YCUITUBACTCS
TUIIEPIIIMKEMUEN.

e Kpome TOro, st MOOMIM3AaUHU XKUpPAa U3 JEMO0 HEOOXOJUM aJ€KBAaTHBIN
nepudepuueckuii KpoBoTOK. IlockoJIbKy cHUMIIaTHdeckass CTUMYJISALUS
YMEHbBIIAET Nepu(epuyecKuil KPOBOTOK, TO SIBISIETCS JTONOJHUTEIBHBIM
(akTOpOoM, OTpaHUYMBAIOIIMM HCIOJIB30BAHUS JKHpPAa B SHEPreTHUYECKHX
LETAX.

B utore Bce Tpu SHAOTEHHBIX dHEpreTHYecKuX cyocrpara npu Tsokeaom CCBO
nu CIIOH cranoBsiTcs ManogocTynHbIMU. CHUTyalHs OCIIOXHSETCS CHHKEHHEM
JOCTaBKM M yTWIM3alMM Kucinopoaa. Bee 3t (paxkTopsl ABIAIOTCS METa0OINYECKON
OCHOBOM [UIs1 (pOPMHUPOBAHUS MOJIMOPTaHHOM HeAOCTaTOUYHOCTU. OCHOBHOM 4epTOM
BCEH COBOKYITHOCTH HM3MEHEHHMH OOMEHa BELIECTB SIBJISIETCS COUYETAHUE YPE3MEPHO
BBICOKHX MOTPEOHOCTEl OpraHmM3Ma B Pa3IMYHBIX CcyOcTpaTax i aJanTalud K
MOBBIIICHHBIM 3aTpaTaM SHEPIrUU C Pa3BUTHEM TOJEPAHTHOCTU TKAHEW K 3THM K€
cybcTparam.

Takum  0o0pazoM, TJ00aTbHONM  (PU3MONOTMYECKON  XapaKTEPUCTUKON
rurnepMeTadbonn3mMa SBISETCS YBEIMYEHUE CKOPOCTH OOMEHa BEIECTB MOYTH B JIBA
pa3a Mo CpaBHEHMIO C OCHOBHBIM OOMEHOM, YTO CONPOBOXKAAETCS 3HAUMTEIbHBIM
YBEJIIMYEHUEM MOTPEOJIEHUSI KUCIOPOJa, OTPULATENIbHBIM a30TUCTBIM OallaHCOM,
n30bITouHOM mpoaykiuer COz. O4eBUIHO, YTO CIEJACTBHEM MPOTPECCUPYIOIIETO
TEUEHUs TUIEepMeTadoyiu3Ma SIBISETCS BO3HMKHOBEHHME HE TOJIBKO OPraHHOM M
MOJIMOPTaHHON JTUC(HYHKLIHMH, HO U OEJIKOBO-PHEPreTUYECKONM HEJOCTATOYHOCTU C
MOCJIEIYIOUMM HCTOLIeHuEM (Kaxekcuel). B To ke BpeMs rumnepmeradonu3sM u
IpPOCTOE TOJOJAHHE UMEIOT MPUHIUIHAIBHO pa3inyHble  (YHKIHMOHAIBHO-
OMOXHMMHUYECKHE XapaKTePUCTUKH (CM. Ta0J1. 5).

Tabumua 5. Meradou4yecKkue pasjin4us roJJOJAAHUA U THIIEPMeTa00Iu3Ma

Ipu3nak I'osiopanme I'mnepMeradou3M
OcHoBHOI1 0OMEH 3aMETHO CHUKEH [ToBbimien Ha 10-100%
AKTHUBaIMs + +++
MEIMaTOpPOB
JIpIXaTenbHbBIHI 0,7 0,8-0,85
ko3 puLeHT
DHepreTudecKue Kupsbi/rmroko3a Kupbl/Tiroko3a/IpoTeUHb
HMCTOYHUKH
['mrokoHeorexnes + ++
ITorepu a3zora ¢ mouoii | [Io mepe aganranuu B [ToTepu a3ota ¢ Mouoi B 2-3

MOYE CHUKAETCS YPOBEHb | pa3a BbINIE, YEM MPH
a30Ta MOYEBHUHBI MIPOCTOM T'0JIOJIAaHUH
Karabonmzm - +++
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IIpusnak I'osionanme I'mnepmeradoan3m

OxucneHue +/- +++

AMHHOKHCJIOT

Keronemus +++ +

['opmonanbhbIi (hOH B nauanbHoit daze 3aMEeTHOE MOBBILIEHNE
MTOBBILIEHNE YPOBHS YPOBHEN TOPMOHOB CTpecca
TOPMOHOB CTpECCa, 3aTEM | M UHCYJIMHA, TIOBBILLICHHUE
UX YPOBEHb CHUKAETCH, PE3UCTEHTHOCTU K UHCYJINHY
MTOHWYKEH YPOBEHD
WHCYJINHA

CKOpOCTb UCTOIIEHUS | + +++

OTBeT Ha JieueHHe ++++ +

HenocraroyHOCTh  NUTaHUSA, COIVIACHO  ONPENEICHUI0  AMEPHUKaHCKOIrOo
oOuiecTBa 3HTepajgbHOro W mnapeHTepanbHoro nutaHus (ASPEN), sBisgercs
«IUCOATaHCOM MEX]Ty TOTPEOHOCTBIO B IUILEBBIX BEUIECTBAX U MX MOCTYIUJICHUEM B
OpraHu3M peOeHKa, CIEACTBUEM YEro SIBJSETCS HAKONMMTENbHBINA Ne(ULUT SHEPIHH,
OeJika 1 MUKPOHYTPHEHTOB U, KaK pe3yJbTaT, HAPYIICHHE POCTa U pPa3BUTHUS peOeHKa,
a TaKk)Ke HeOJIaronpusATHBIA UCXO psifa 3abosieBanuin» [29].

TpaauMOHHO HYyTPUTUBHYIO MOJAJEPKKY PACHECHUBAIN KaK JONOJHUTEIBHYIO
noOMOUIb JUIsi 00ECHEYEeHUs IHEPreTUYECKOr0 MaTepuaja B LENIX CTa0WIn3aluu
MMAllMEeHTa, HAXOIALIEroCs B TSKEIIOM COCTOSHUU. Ee NpoBOIWIM Uil KOPPEKLMU
Macchl Tela, YKpeIUIeHus MMMYHUTETa M MPelIOoTBPALLEHUS METa0OJINUYEeCKUX
OCJIOKHEHH.

C HenmaBHEro BPEMEHHM BHHMMAaHWE CTaldd AKLUEHTHPOBATH HA HYTPUTHUBHOMN
Tepanuu, NPOBOAUMON B LIEJSAX OCIA0JIeHHUs] MEeTaOOIMYEeCKOW peaklMd Ha CTpecc,
MIPENOTBPALIECHUS OKCUAATUBHOTO MOBPEXKACHUSA KIETOK U JOCTHUKEHUS aJCeKBATHOM
MOZIYJIALMYA MMMYHHOrO OoTBeTa. HyTpuTHMBHAsA MOIyJsLUs CTPECCOBOM pEAKLHMU B
KPUTHYECKOM COCTOSIHUU BKJIOUAET paHHee 3HTepanbHoe nuTanue (O11), anexBaTHOE
o0ecrneyeHrne Makpo- 1 MUKpPO3JIEMEHTaMH U TIATEIbHBIA KOHTPOJIb YPOBHS IIFOKO3bI
B KPOBH.

IIutanue DSHTEpaANbHBIM IIYTEM SBIISIETCA IPEBEHTUBHOW TEPANEBTUYECKON
CTpaTreruer, CrnocoOHOM YMEHBIIUTh TSKECTh 3a00JEBaHUs, YacCTOTy pa3BUTUS
OCJIOKHEHMM, JIUTeNbHOCTh mpeObiBanuss B OUT u mo3Bojstomed MOIyduTh
OJIarOMPUATHBIA KIMHUYECKUA UCX0ld. Q0uiecmeo MeOuuuHbl _HeOHI0HCHBIX
cocmoanuil_u_Amepukanckoe 00uiecmeo napeHmepaibHo20 U _IHmMepPaabHo20

numanua TPU TPOBEICHUM HYTPUTHUBHOW MOIJAEPKKH JETe B KPUTUYECKOM
COCTOSIHUU pEeKOMEHIYIOT cieaytoiee [30]:

1. TpagunmoHHBIE METOABI HMCCIEAOBAHMSA KadecTBa MUTAHUS (ComepaHHe

anbOyMUHa, MpeadbOyMUHA, aHTPONIOMETPHUS) B MEIUIMHE HEOTIOXKHBIX
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COCTOsIHMI He npuHATHL. [lepes HayanoM npoBeeHNs MUTaHus HE00XO0IUMO
ONPENICNIUTh BEJIMYMHY yTPaThl MAacChl T€Jla, YTOUYHUTh 00BEM HYTPUTUBHOMN
MOJACPKKHU, ocyliecTBisieMo g0 mnoctymienuss B OUTP, Tsokects
3a00€BaHUs, HAJIWYHWE COMYTCTBYIONIEH TATOJOTMM ¥ OIEHUTH
(GYHKIMOHUPOBAHUE MUIIIEBAPUTETHLHON CUCTEMBI.

HyTtputusHyio tepanuio B Bujae D11 HE0OX0aMMO MPOBOAUTH MAIMEHTaM B
KPUTUYECKOM COCTOSIHUM, KOTOpbIE HE CIOCOOHBI CaMOCTOSITEIbHO

MIATATHCS.
J171s1 OONBHBIX, HAXOASIIUXCS B KPUTHUYECKOM COCTOSIHUU U HYKJIAIOIIUXCS B
HYTpUTUBHOU mnonnepxke, DIl sBusercs Oosiee MpeANOUYTUTEIIBHBIM, Y€M
napenrtepanbHoe nuranue (I111).

DHTepalbHOE MUTAHKUE JOHKHO ObITh HAYaTO B TEUCHHE MEPBBIX 24—48 yacoB
noce nocryrieHus B OUTP. Lens ero gomxHa ObITh JOCTUTHYTA B TCUCHHUE
48-72 gacos.

[Ipyr BOCCTAaHOBJIEHUM TE€MOJMHAMUKHU (MAlMEHT HYXAAETCSA B MOJTYYCHUHU
BBICOKHMX JI03 MpEenapaToB KaTrexoJamMuHa W/wik Oo0dbIIoro o0bema
KUJKOCTH WIM TIpenapaToB KPOBH JJisl 00ECTICUeHUS KIETOUHOU nepdy3un)
DIl n0KHO OBITH OTJIOKEHO JI0 MOJTHOTO BOCCTAHOBJIECHUS CO3HAHUS U/WIIH
JOCTIKEHUS KIIMHUYECKOU CTaOUIBLHOCTH.

B OUTP D11 gomxHO ObITh MHULIIMUPOBAHO, HE3ABUCUMO OT HAJIMYUS WU
OTCYTCTBUS KUILIEYHBIX IIIYMOB M IPU3HAKOB MAacCa)a ra3oB MO KUILIEYHUKY
WJIM CTYJIA.

B ycnoBusx OWTP DIl MOXHO OCYmIECTBIIATH € TIOMOLIBIO KAaK
KETYJIOYHOTO, TaK M TOHKOKHUIIEYHOTro 30HJa. [Ipu BBICOKOM puCKe
acripanuv uin Hed(OPEKTUBHOCTH MCIOJb30BAHUS KEITYJIOYHOTO 30HIA
MUTAHUE CJIEAYET MPOBOAUTH YEPE3 TOHKOKUIIICUHBIN 30HI.

YacTtoe mOSBICHUE OCTATOYHOTO OOBEMa B IKEIYIKE TaKXKE SBIACTCS
OCHOBaHMEM IS NEepexojJa Ha MNHUTAaHUE C  HCHOJIb30BAHHEM
TOHKOKUIIEYHOTO 30H/1a.

HyTtputuBHas nopnep:kka (CTaHgapTHasi Tepamusi) HE MPOBOAUTCS, €CIIU B
TE€UYEHHeE NMepPBBIX 7 cyToK rnocie noctymieHus B OUT pannee DIl manuenty
HE MoKa3aHo Wik HedPPeKTUBHO. J{71s1 00JIbHBIX, Y KOTOPBIX 10 OCTYILJICHUS
B OUT He ObLI0 mpuU3HAKOB HeAOCTaTka OenkoB wiM kaigopuid, III1
HEOOXOAMMO HAYMHATH TOCHe 7 CYTOK TOCHUTanmu3anuu (mpu
HeBo3MoxkHOCTH DI1).

10. Ecin IIPpU T'OCIIUTAJIIN3aIH BBIAABJICH HCAOCTATOK OeJIKa ¥ HET BO3MOXKHOCTH

npoBecTH DI, B 9KCTPEHHOM MOPSAKE HAUUHAIOT MTAPEHTEPATBLHOE MUTAHNUE
(TTIT).
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11.1Tpu nuaHupoBaHUM OOIIMPHOTO ONEPATUBHOTO BMEUIATEIHCTBA HA BEPXHHUX
OT/ieJIaxX MHUILEBOTO KaHajda U OTCYTCTBUM BO3MOXKHOCTU OCYHIECTBUTH III
npoBoat 11 B crenuduaecknx yCclaoBHUSAX: €CIM MAMEHT HETOJHOIICHHO
nutancs, 111 HaumnaroT 3a 5-7 AHEW OO oOmepaluyd W MPOJOJIKAIT B
MOCJICONEPALIMOHHBIN TIEPUOI.

12.B nocneonepanuonnbiii nepuoa II1 momkHO OBITE MpOICHO HA 5-7 JTHEH,
ecan DIl Henb3st BocctanoBuTh. 1111 B TeueHue 5-7 mHeil MOXKET HE HaTh
oxkuyaeMoro s¢p@dexra WM YBEIUYUTh PHUCK PA3BUTHUS OCJIOKHEHUMH,
MIOATOMY €ro HY>KHO HAauMHaTh, €CIU OXHUJaeMas MPOJOTKUTEILHOCTh
JICYEHUsI COCTABIISIET HE MEHEE 7 JHEN.

DHepreTrueckas TMOACpKKa 0OecleuynBaeTcsi B pPaHHUE CPOKH IIOCHE
noctyrmienus nanuenta B OUTP 3a cyet HebenkoBoro kajgopaxa. B mepBbie cyTKu
HE0OX0MMO O0EeCIeUYnTh MOCTYIUICHUE HEOeNIKoBOM 3Hepruu B mpenenax 20-25%
OCHOBHOro oOMeHa, Ha BTopble cyTku — 40- 50%. K 72 yacam pexomeHmyercs
obecreunTsh 75% OCHOBHOTO 0OMEHA, B 3aBUCUMOCTH OT BO3pacTa: HOBOPOKIAEHHBIM
36-39 kKaJ/KT B CYyTKH; AeTsAM B Bo3pacte oT 1 1o 11 mecsieB — 38-45 kkall/KT B CYTKH;
B Bo3pacte 1-3 roga — 30-34 kkan/kr B CyTKH; B Bo3pacte 4-7 net — 27-32 KKaj/Kr B
CyTKH; cTapiie 7 jieT — 19-26 KKaJI/KT B CYyTKH.

[Tpu crabunuzanuu HOPMOTITUKEMUH:

* Yepes 3-6 yacoB ynepkaHUd HOPMOTJIMKEMUN HAYaTh aMAUHOKHCIIOTHYIO
noaAepxkky u3 pacuera 0,15-0,25 r Oenka Ha Kr/cyT;

* UYepes 3 yaca crycTs pu HOPMOTIIMKEMUH — TUTUABL: 1,5-2 T/KT/CyT;

* Kontponb u xoppekius anekrponntoB (K, Na, Ca, Mg);

* (OOecneyuTh BBEJCHNE BUTAMUHOB U MUKPOAJIEMEHTOB;

* [lpomomxarh yBenMYHMBATH MOJAAYYy TJIOKO3BI, JUMUAOB Kaxapie 6-12
gacoB 110 ypoBHs 60-90% kanopudeckoil MOTpEOHOCTH OCHOBHOTO
oOMeHa;

* Kontpoinb a30THOTO 6ananca u KOPPEKIrs 1036 aAMUHOKHUCIIOT.

[Ipy Ha3zHaueHWM PACTBOPOB AMHUHOKHCIOT HEOOXOJMMO COOJI0AaTh P
YCJIOBHM:

Hletsm 10 6 MecsmeB HEOOXOAMMO Ha3HA4YaTh AMUHOKHUCIOTHBIE CMECHU C
JoTalMe TaypuHa, OO€IHEHHbIE (DEHWIATaHWHOM W METHOHUHOM (Harpumep,
«AmuHoBeH-uHbaHT»). s Oomee crapmmx getedt aepuuT ¢GeHUIATaHUHA
HEeXeJlaTesIeH, MOXHO MCIO0JIb30BaTh JIIOOYI0 CMECh ¢ KOHIIEHTpaIued aMUHOKUCIOT
He MeHee 10%, coxaepxkallyro BCE€ HE3aMEHHUMbIE AaMUHOKHUCIOTHI.  Jlid
sHeproodecneueHus aMuHOKHUCIIOT Tpedyercst 120 HeOenKoBbIX KuloKajgopuii Ha 1 T
azota (6,25 v amumHOKHUCHOT). [l HemoOHOIIEHHBIX HOBOPOXIEHHBIX — 100 kkanm
Ha | T a3oTa.
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C uenpl0 CHWKEHUE 3aTpaT PHEPrMM HEOOXOAMMO MOAJEP)KAHUE CEeJaluu Ha
ypoBHe 3 Oaa mo Pamcero unu 4 Oamna no mkane «BUCKOHCHHY», KelaTelbHO
u30erath riryookoi cenanuu. He ucnonbv3osams nponodon u 6apoumypamot!

3akioueHue

Hecmotps Ha pactymuil 00beM 3HaHUN 0 MaTo(U3HOIOTMYECKUX Ipoleccax,
OPUBOJAIIMX K Pa3BUTHUIO CHHIPOMA IMOJMOPraHHOW HEJOCTaTOYHOCTH, JO
HACTOSILIET0 BPEMEHU HE pa3paboTaHbl 3()(PEKTUBHBIE M HAIEKHBIE CUCTEMBI €0
MIPOTHO3UPOBAHUS, MPOPHUIAKTUYECKUE CTPATETUN U METO bl MHTEHCUBHON TEpaInu.

Mupokuit  cnektp  sTHonormdyeckux  (QaktopoB CIIOH, a Takxke
dbusnonornueckue pa3iauuus y JeTed pasHbIX BO3PACTHBIX TPyHN emie OOoJblie
YCIIOXKHAIOT pa3paboTKy YHU(PUIUPOBAHHBIX CTPATETUH JIEUEHUS 3TOTO TSHKEIOTO
[IATOJIOTMYECKOr0 IMPOLEcca, TEM CaMbIM IOATBEP)KIAs KIACCHYECKHM MOCTYJAT
MEIUIMHBI — HEOOXOJUMOCTh MHAUBUAYAIBHOTO TOAX0a K KaXK/I0MY MallUEHTY.
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