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rmaea 2. KnnHnyeckue npoaBneHus
ANChYHKLNN CUCTEMBI
reMocrasa

2.1. Temopparn4yeckuin CUHgpPOM

[Ipy HOpManbHOM (PyHKLMOHMPOBAHMM reMOCTaTUYECKUX Me-
XaHU3MOB TeMopparkv He pasBMBAlOTCS CIIOHTAHHO, a TpPaBMbl
GOMBIIMHCTBA COCYHOB (32 MCKJIIOUYEHHEM MOBPEXJAEHMI Kpym-
HbIX apTepuii, MarucCTpabHbIX BEH M COCYAMCTOI CeTU MapeHXu-
MaTO3HbIX OPraHOB) He yrpoKaloT XM3HM MallMeHTa 3a CueT JIo-
KajibHOro 00pa3oBaHust cryctka ¢puOpHHA B MeCTe MOBpPeKIEHHs
COCYIMCTOro pycna. MHorouncneHHbie JedekTbl Koaryssuuu
NPEnsTCTBYIOT (PU3MOTOTMUECKOMY OCYLIECTBJIEHUIO TeMOCTaTH-
YeCKMX peakLyii, T03TOMY NpH rpyObiX HapyLUIEHUsIX CHCTEMbI re-
MOCTa3a Aaxke HeOOJbILIME COCYANUCTbIE MOBPEXAEHNS] MOTYT OKa-
3aTbCsl TIPUUMHOM CMepTH nauueHTa. CrnefyeT yunMTbIBaTh TaKXkKe
TO, UTO y HEMAJIOTO YMCJia NALMEHTOB FeMOpparnieckuii CHHAPOM
00ycJIOB/IMBAET He TPaBMa COCYZOB, a APYrye MPUUMHbI (BOCTAH-
TeJIbHBIA NpOoLecC, OTAeNeHUe MaLeHTbl, JeCTPYKLMS CIU3UCTON
000JI0YKM MJIM TOPMOHAJIbHO-MHYLIMPOBAaHHOE OTTOPXKEHHE 3H-
JOTeNHnsl BO BpeMsi MEHCTpyaLuu U IIp.).

[Ipupona npenocTaBusia 4eOBEYECKOMY OPraHUM3MY JIOBOJIbHO
IIMPOKMIA IManasoH KOHLEHTPALMi JIJIsl KaKI0TO M3 KOaryJsiLMOH-
HbIX ¢paxkTopoB (Tabn. 2.1). Kpome TOro, ypoBeHb M30MPOBAHHOTO
CHIDKEHUS! Jo6oro GpakTopa CBEpThIBaHMsI, IPU KOTOPOM BO3HMKA-
0T remopparuy, npumepHo B 5—10 pas HMKe CpelHero sHaueHust
HOpMBI (Tab1. 2.2). CriesiyeT OTMETHTb, UTO MpeACTaBIeHHble 3Ha-
YeHHs] UMEIOT JIMILIb OPUEHTUMPOBOYHBIA XapakTep, MOCKOJIbKY MpH
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FeMopparuyeckuin CMHapoM

COCTaBJIEHUM ITOM Ta6)’ll/II_lb1 HE Y4YMTbIBaJIMCb KJIMHHUYECKasad CUTY-
auys, npu KOTOpOﬁ nMeeTCsa HefOCTaTOYHOCTb IPOKOAryJisiHTa, a
TaK>Ke MOoTeHLan TpOM6OLlI/ITapHOI‘O reMmocrasa.

Tabnuua 2.1. HopmanbHble 3HaUEHNS aKTUBHOCTU KOArynALMOHHbIX

hakTopoB

dakTop Hopma
®dubpuHoreH 1,8-4r/n
Il 50-150 %
v 50-150 %
VII 50-150 %
VIl 50-150 %
IX 50-150 %
X 50-150 %
Xl 60-140 %
XIIl 60-140 %

Tabnuua 2.2. YposeHb KoarynauMoHHbIX PakTopoB, HEO6X0ANMbIN
NS npeaynpeXaeHnNs CMOHTaHHLIX FreMopparuii

dakTop JlocTaTouHbIi NS OCYLECTBIEHUS FEMOCTa3a YPOBEHb
dubpuHoreH 0,5r/n

Il 20-25%

Vv 10-15%

Vil 10-15%

Vil 10-15 %

IX 10-15%

X 10-15%

Xl 5-10 %

[eMopparuyeckuii CMHAPOM BecbMa BaXHO OOHApYKHUTb Kak
MOXKHO paHbllle, MOCKOJIbKY OOJNbHbIE Jaske C YMEpeHHO# Kpo-
BOTOYMBOCTbIO BO BpeMsl M/UJM MOCJe XUPYPruyecKkoro BMellia-
TeNbCTBA, POJOB CHOCOOHBI MOTEPSTh JOBOJIBHO 00JbLIOH 00b-
eM KpOBU. B Takux cUTyaUMsix BO3MOXKHOCTH ISl YTOUHSIOLLEH
IAMarHOCTHKM Yy Jieyalllero Bpaua ysxke He OyzeT, MOCKOJIbKY yrpo-
JKatolue XM3HM remMopparuy 3a4acTylo MHAYLMPYIOT Koaryso-
natuio norpelneHus, CreiCTBUEM KOTOpOil OyaeT jernpeccus
OOJNBLIMHCTBA KOMIIOHEHTOB CHCTEMbI FeMOCTa3a (TPOMOOLMTOB,
¢ubpHHOreHa M MHOTMX JIPYTMX), YTO He MO3BOJMT BbISBUTDb re-
MoCTaTHueckuit nedekT, Jiexalluii B OCHOBE HeyrnpasJisieMoro
KPOBOTEUeHHSI.
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npaKTW-IeCKaﬂ remMoctasunonorus

KnuHuueckue npoaBneHunsa AMCbeHKLlVIVI CUCTeMbl remocCTasa

B 1975 r. npod. 3.C. Bapkaran pa3paboTas npocTyto, HO BecbMa
T0JIe3HYI0 KacCU(UKALMIO BAPUAHTOB remMopparuii. ABTOp 3TOi
KlacCUpUKALMKM BbIIEJUI MSTb OCHOBHBIX THUIOB KPOBOTOYMBO-
CTH: IeMaTOMHbIit, MUKPOLIMPKYJISITOPHbIH, CMELIaHHbIH, BacKy-
JIMTHO-MYPITYPHbIA ¥ aHrMOMaTo3Hblil. B Tabn. 2.3 npencrasneHa
XapaKTepUCTHKA YKa3aHHBIX MSTH TUIOB KPOBOTOUYMBOCTH, A TaK-
Ke MOKa3aHo, MPH KaKMX reMopparnyeckux 3ab0sieBaHUsSIX pasBU-
BaeTCsl TOT MJIM MHOW BapvaHT. HecMOTps Ha mpocToTY, 3Ta Kiac-
cuduKaums OTpaskaeT He TONbKO KJIMHUKO-MOpPOJoruyecKkue
0COOEHHOCTH reMopparuif, HO M NaTOreHeTU4ecKre MeXaHU3Mbl,
1X 00YCJIOBIMBAIOLLME, TOITOMY OHa yXe 0Kolo 40 JIeT CIyKUT
3¢ PeKTUBHBIM IMarHOCTUUECKUM MHCTPYMEHTOM.

lpencrasnextble B Ta6n. 2.3 faHHble MOMOTYT YTOUHUTb Ha-
MpaBJieHKe AMAarHOCTMYEeCKOro MoKcKa Bpauy J0oii crelyanbHo-
CTH NP FeMOpparusix pasjinyHoit STUOIOTHH.

Jlokanusauusi 1 BapMaHTbl reMOpparuii, UX KJIMHAYeCKHue coue-
TaHWS NP NATOJIOTMM CUCTEMBbI F€MOCTa3a MOTYT ObITb CaMbIMU
pasHoo6pasnbiMu. Hiske npencrasienbl Hanbosee yacTble reMop-
paruueckue nposiBjeHus.

Bugnmbie remopparun B KOXy n NMoAKOXHYIO K/IeTHATKY

ToueuHble remMopparn B KOXY Ha3blBAaIOT METEXMSIMH, MHO-
)KECTBEHHble KpyTIyble HeOOJbLIOro pasMepa KOXKHble KpOBO-
M3JIMSIHUSL — MypIypoi, a Gosiee KpyrHble C HENpaBUJIbHBIMU
ouepTaHusIMU — 3kxuMo3amu (puc. 2.1). O nonkoxHoit remaro-
Me roBOpSIT B TOM Cjly4ae, KOrja KpOBOU3JIMSIHME MPOU3OLLTIO B
MOAKOXHYIO KJIeTYaTKy M MPUMNOAHMMAETCsl HaJl MOBEPXHOCTbIO
KOXM BCJIEJICTBME pacciioeHus TKaHeii. [losiBneHne sKXMMO30B U
MOIKOXHBIX TeMaTOM B psifie CJlyyaeB BO3MOXKHO U B OTCYTCTBHE
reMopparuieckoro 3aboseBaHusl, MOCKOJIbKY MHOTME SKEHILMHbI
npu 06bIYHOM 06C/IEN0BAHNHM KAJYIOTCSl HA UX HAJIMUMe NPU He-
3HauuTesbHON TpaBMmaTu3auuu. Mccnenosanue P.A. Kouides et
al. (2000) nokasarno, uto y 24 % 310pPOBbIX >KEHLINH 1eTOPOJHO-
ro Bospacta Uy 78 % c GonesHbto Bunnebpanna HabmopatoTcs
JIETKO BO3HMKAIOLMe 3KXMMO3bl M MOAKOXKHbIe reMaToMbl. Hau-
Oonee 3HaUMMBIMU M HAJEXHbIMU IMAarHOCTUYECKMMHU NMpHU3HA-
KaMy remMopparuieckoro 3aboJyieBaHMs SIBJISIIOTCS CIOHTaHHOE
MosiBJIeHMe KOXHbIX M MOJKOXHBIX IeMOpparuii, exxeHesiesbHOe
1 6oJiee YacToe UX BO3HMKHOBEHHE, a TaKKe pasMep IKXUMO-
30B Gosee 5 cM.
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npaKTVI‘-IeCKaﬂ remocrtasuonorua

KnuHuueckue nposiBfieHns AUCHYHKLUN CUCTEMbI FeMOCTa3a

Puc. 2.1. Tunuuxblie
MHOXEeCTBEHHbIE 9KXU-
MO3bl U MOAKOXHbIE
remMatombl y pebeHka,
cTpapatoLero
remochunuven

Kposore4enusi npu nopesax

KpoBoreuenns: npopomkurenbHocTeio 6onee 10 muH, 00y-
CJIOBJIEHHble ObITOBOil TPaBMOii, B T. 4. HEr1yOOKMMM MOpe3a-
MM KOKHBIX [TOKPOBOB JIe3BHEM, HOKOM MJIM KaKUM-TMO0 Apyrum
OCTpbIM MpPeIMeTOM, — YacTble M BeCbMa XapaKTepHble KJIMHNYe-
CKHe MposiBJIeHHs1 remopparuyeckoro 3abonesanus [Rodeghiero F.
et al,, 2005].

K,OOBOTE‘LIE‘HMG N3 C/IN3UCTbIX 10/10CTN HOCA

YacTo HOCOBbIe reMOpparuy BO3HUKAIOT B [IETCTBE, HEPEOKO NX
VHTEHCHBHOCTb CHU’KAETCSl, KaK TOJIbKO MALMEHT JJOCTHIaeT 3pe-
JIOCTH, OZHAKO [aleKo He Bcerja nonoOHOe MposiBiieHHWe KPOBO-
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AKTMBHOCTb KoarynsiumoHHoro cakrtopa XllI

dubpuHoreH

@ KoarynsiumoHHbIN
P dakTop Xl
@

& © s

dunbpuH-nonumep

++

Ca

'4!9 e

Puc.4.4. Cxema o6pa3oBaHns HepacTBOPUMOro pmubprHa 1 akTUBaLUS
hnbpurHcTabunmnsmpyoLwero akTopa Ha KOHEYHOM 3Tane Koarynaumm

fﬂ?' C el

DdnbpuH

CKpUHMHrOBble METOJMKH, OLeHMBAIOLIMe CHUCTeMy KoaryJs-
unonHoro remoctasa (AINTB, TB, TB u aHanornuxbie), y 60IbHbIX
¢ nepuuntoM KoarynsiumoHHoro ¢akropa Xl kaknx-nmmbo Hapy-
IIEHWI He BbISIBJSIIOT. [17151 AMarHOCTMKM 3TOTO reMopparuyecko-
ro 3a6oneBaH1s HEOOXOANMO MCCIIENOBATb €ro (pYHKLMOHATIbHYIO
aKTMBHOCTb, @ Y)Xe Mocyie OOHapysKeHMsI CHIKEHUs aKTMBHOCTH
11es1ecO00pa3Ho  OMpeneNnTb COAEpsKaHUe ero MOJIEKYJISIPHBIX
KOMITOHEHTOB MMMYHOJIOTMY€CKUMH METOJaMH.

lpuHymn metoga

[lpuHuun MeTona onpeesieHusl aKTUBHOCTM KOaryJisiLlMOHHO-
ro ¢akropa XIIl ocHOBaH Ha U3MEPEHHH KOJIMYECTBa BbICBOOOINB-
LIerocst B pesyJsibTaTe peakLiMi aMMKaKa (CM. H1xe).
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npaKTW-IeCKaﬂ remMoctasunonorus

MeTtoabl 06HapyXeHUs AUCYHKLUN Koarynauum

FXllla
4
MNentnaHbli cyocTpaT » KoHbloraT + NH,

GLDH

¥
NH, + NADH + a-ketornytapat » NAD + rnytamat

Peaktnbl n 060pya0BAHNE

e TpomOWH, MHrMOMTOpP MONMMEpHU3aLMK, KaJbLUsl XJIOPUI,
NADH, rnyramar nerunporenasa, AID, a-keToryiyrapar, Kaam-
Opatop.

o dorometp, nnrHa BosHbl 340 HM.

O6pas3Lbl KPOBYU [/151 CC/IE40BAHUS
B kauectBe oOpasua aJist onpenesieHust KOHLEHTpaLUy Koary-
nsiunonHoro ¢akropa XIII cnenyer ucnonvszosars BTII

TexHuKa BbINOIHEHNS

locnenoBarenbHOCTb J€iCTBUIT Bpaua-nabopaHTa, onpenerns-
IOLLIEr0 aKTUBHOCTb GUOPUHCTAOMIM3MpYIoLLero $pakTopa, JOJkK-
Ha CTPOro COOTBETCTBOBATb MHCTPYKLIMM K HAOOPY peareHToB.

OueHka pe3yibTatoB NCCE40BAHNS

Jlnst onpeneneHust akTUBHOCTU KoaryssiimoHHoro ¢axropa XIII
HeoOX0MMO MOCTPOUTb KalMOPOBOUHYIO KpuBYI0. Kannbparopsl
Liesiecoo6pa3Ho KMCCenoBaTb B AyOIUPYIOIIMX OMpeneNeHnsIx 1
MPUMEHSITb HOBYIO KaJMOPOBOUHYIO KPMBYIO JUISl KaXXZ0i HOBOI
cepuu amarHoctuyeckoro Habopa. [lnst kanubGpoBouHOro rpau-
Ka MCMOJIb3YyIOT BeJIMUMHbl ONTUYECKO! MIOTHOCTH, MOJTyYeHHble
TNpY ONpeziesIeHM aKTUBHOCTU KoaryisiuuonHoro ¢akropa XIII B
Kanubparope.

Y 3710pOBbIX IOHOPOB aKTMBHOCTb KOAryJsIIMOHHOTO (pakTopa
XIII cocraBnsier 60—-140 %.

Kaxknas naGopaTtopusi HOMKHA JIOJKHA MCMOJIb30BAaTh MpO-
rpamMMbl KOHTPOJISl KauecTBa. B HacTosiiliee BpeMsi DOCTYMHBbI 06-
pasibl KOHTPOJbHBIX MaTepUasioB C aTTeCTOBAHHbIMU 3HAYeHMsI-
MU KoaryJisiuuoHHoro ¢pakropa XIIIL
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AKTMBHOCTb KoarynsiumoHHoro cakrtopa XllI

WHTEpnperauyns pesy/ibTatoB UCCIEA0BAHNS

Temopparnueckoe 3aboneBaHue BCIIEACTBME CHUKEHMSI YpOB-
Hs1 KoarynsumonHoro ¢akropa XIII siBnsercs Hanbosiee penkuM 3a-
GoneBaHMEM M3 YKMCJa M3BECTHBIX reMOpparMueckux AeduLMTOB
¢dakTopos Koarynsiuuy. Ero pacnpocrtpaHeHHOCTb B MOMYJISLNU CO-
craBisieT npumepHo 1 ciyuaii Ha 2—4 MIH yenoBek. 3aboseBaHue
XapaKTepusyeTcsl ayTOCOMHO-PEeLIeCCHBHBIM TUIIOM Hacyel0BaHuMsl,
B €ro reHese MyTalM I€HOB, OTBETCTBEHHBIX 3a CHHTE3 CyObenu-
Huy ¢gakropa XIII. B reHetnueckoit kiaccudprKaLmu HacjenCcTBeH-
Horo meduumta ¢uOpUHCTAOMIM3UPYIOLLIEro (akTopa MpPHUHSTO
pasnuuatb: 1) nedpuunt cyobenuHuupl A; 2) nepuunt cyGbeanHu-
ubl B; 3) koMOMHMpOBaHHbII AepULUT 06eHX CyObenIHULL.

OCHOBHBIM KJIMHMYECKMM TPOSIBJIEHMEM BPOXKJIEHHOTO Jiedu-
uura ¢axrtopa XIII cay>KUT remopparmueckuii CMHHAPOM, KOTOPBbIi
TNPOSIBJISETCS] MWKPOLMPKYJISTOPHbIM MJIM  CMEIUaHHBIM  THUIIOM
KpoBoTOuMBOCTH. Hanbonee paHHUM M XapakTepHbIM MPHU3HAKOM
aTOro 3aboseBaHus OblBaeT MeIJIEHHOE 3aXXUBJIEHWE MyMOYHOM
PaHKM Y HOBOPOXJIEHHBIX ¥ KPOBOTEYEHME U3 Hee B MepBble Hejle-
7 KU3HU. NS pasBUTHMSI reMOpparuyeckoro CMHApPOMa, CoueTaro-
LLIErocs € TUIOXMM 3a>KMBJIEHHEM paH, He0OXOANUM JOCTaTOUHO IJTy-
GoKkuil medpuLUT 3TOrO KoarynsiuuoHHoro ¢akropa (< 5 %). B tom
Clly4ae, ecid KOHLieHTpauust Kkoarynsuuonnoro ¢gakropa XIII biie
5 %, CIIOHTaHHble KPOBOTEUEHHsl OTCYTCTBYIOT. Y psifa OOJbHbIX,
MMeIOLLMX aKTUBHOCTb KOaryssiiMoHHoro ¢gaxkropa 5—18 %, nnoxoe
3aKMBJIEHE paH CoveTaeTcsi ¢ 0Opa3oBaHHeM OOJbIUIMX PyOLOB.
[pn nepuumre dpaxkropa XIII Hepenko pasBuBaKOTCS Tak HasblBae-
Mble MO37IHAe KPOBOTEUEeHMs], KOTOpble BO3HMKAIOT uepe3 12—72 u
10cJ1e XUPYpPruyeckoro BMellaTesbCTBa Uiu TPaBMbl.

T'opasno uale BcTpeyaeTcst BTopuuHblii Jedpuunt ¢paxropa Xl
(npu onyxonsix, IBC-cuHapome, 3a6oneBaHMsIX TOJICTOM KUILKK 1
ap.). [pro6perennsiit nepuumnt dakropa XIII, kak npasuio, pas-
BMBAeTCsl BCJIEJICTBUE €ro MOBBILIEHHOro noTpebinenus. Bropuu-
HbII HepuuUT GUOpUHCTAbMIM3MpYIoLLero GpakTopa BCeraa yme-
PeHHbli1, B OOJBIIMHCTBE KJIMHUYECKUX CUTYyaLuit He MeHee 20 %.

ﬂpere AHA/INTHYeCKNE TEXHO/10rnn

MMMyHoOIOrMYeckre MeTozbl MO3BOJISIIOT W3MEPHUTb KOHLEH-
TPaLMIO BCEro TeTpaMEpPHOro KOMIUIEKCa KOaryJysiiMOHHOro ¢ak-
topa XIII, a Takxke conmepskanue cyobenuuuu A u B. IMockonb-
Ky ypoBeHu cyObennHuul A u B u3MeHstoTCSl He3aBUCMMO Ipyr
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