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1.BBenenue

Jlerounas runeptensus (JI[') sBiseTcs TsSHKENOW MATOJOTHEH CEPACYHO- COCYIUCTOM
CUCTEMBI, KOTOpasi IPU OTCYTCTBUHU JICUCHUSI UMEET KpaliHe HeOIaronpusITHbII MPOTHO3.

B 2007r. B P® Obl1H NPUHATHI IEPBbIE HALIMOHATIBHBIC PEKOMEHIAINH 10 JUATHOCTHKE U
neyenuto JII', nanee B 2013r. u 2016rr. pa3zpadbaTeiBaIMCh HOBBIC Bepcuu qokymeHTa [1,2,3]. B
2015r. poccuiicKUMH 3KCIIEpTaMu pa3padOTaHbl HAIMOHATBHBIE PEKOMEH 1AM M0 TUarHOCTUKE
U JICYEHUIO XPOHHYECKON TpoMboambommueckoit JII' (XTDJIT) [4,5]. lo HacTosIero BpeMeH: B
cTpaHax EBpa3uiickoro coapyecTBa OTCyTCTBOBAIN €AMHbBIE PEKOMEHALMY 110 TUAarHOCTUKE U
neqenuto JII'.

OcHoBHOM 3amaueil mpu pa3pabOTKe HACTOALIETO JOKYMEHTa SIBWIICA —aHallu3
HAI[MOHAJIBLHBIX M MEXIYHAPOJIHBIX PEKOMEHJAIUI U pyKOBOACTB 1o mpobieme JII', maHHBIX
COBPEMEHHBIX  PErMCTPOB,  MHOTOLEHTPOBBIX  pPaHIOMHM3UPOBAHHBIX  KOHTPOJIUPYEMBIX
uccienoBannii (PKM), KOHCEHCYCHBIX JOKYMEHTOB, OIyOJIMKOBAHHBIX 3a MOCJIEIHUE TOMbI, C

HCJIbIO OIITUMU3AIUN AUATHOCTUYCCKOI'O IMponecca U JICUCHUA ﬂaHHOﬁ KaTeropruu OOJIBHBIX.

Tadauua 1.1. Kiaccbl M1 ypPOBHH J0KA3aTeJILHOCTH PEeKOMEH1aluii

Kanacc pexomenganmii

I JlokazarenbcTBa W/WIKM €JUHOE MHEHHE, YTO JUArHOCTHYECKas MPOLeaypa WIH BHUI

JICUCHUA ABJIAIOTCA 3(1)(1)CKTI/IBHI)IMI/I U I10JIC3HBIMU.

I [TpoTuBOpEuMBHIE TaHHBIE U MHEHUS 00 A3 PEKTUBHOCTH/ NOJIb3€E JICUEHUS

Ila CooTHo1IeHrEe JaHHBIX/ MHEHUH B TIOJIB3Y 3P PEKTUBHOCTH/ MOJIb3bI JI€UECHUS
b CooTHolIeHHE [JaHHBIX/ MHEHUH B OTHOLIEHUH 3(QQPEKTUBHOCTH/ TOJIb3bl HE
YCTaQHOBJICHBI.

i JlanHble WM eAWHOE MHEHHE, YTO JIeYeHHe/ Mpolieypa He SBISETCS MOJE3HBIM,

B(I)q)CKTI/IBHHM, a B pAAC CIIy4acB MOXKET OBITh JaXXC OIMaCHBIM.

YpoBeHb 10Ka3aTEILHOCTH PEeKOMeHIaIMii

A I[aHHI)IG IMOJIYUCHBI 1o pe3ybTaTamM MHOXKECTBa PAHIOMHU3UPOBAHHBIX

KOHTpoJHpyeMbIx uccienosanuii (PKU) nnu mera-ananusos.

B Jlannble nomydensl 1o pesynbraraM ogHoro PKU mnm mMacmraGHBIX HcciaenoBaHul ¢

HEONPEIEIECHHBIMU PE3yJIbTaTaMH.

C Enunoe MHeHue OKCIICPTOB W/vHM HeOOJbIINe HCKOHTPOJIMPYCMBIC HCCIICAOBAHUA,

PETPOCICKTUBHLBIC UCCIICAOBAHUS, PETUCTPHI

HI/IaFHOCTI/IquKI/Ie H JIeyeOHbIe MCPONPUATHA PA3TTUYAIOTCA IO KJIacCaM W YPOBHIM
JIOKA3aTeIbHOCTA PEKOMEHAINN B COOTBETCTBHE C pyKOBoJcTBamMu EBpomeiickoro o0mecTBo

kapauosioros (ESC) u Eponetickoro pecriuparopHoro obmiectsa (ERS) (Tadua. 1.1.).




Ha VI Bcemupuom cumnosuyme (Humma, ®pannus, 2018 1.) mpemiokeHO W3MEHUTh
JIMarHocTuueckuid kpurepuid JII' B BUJIe CHUKEHUS BEJIMYMHBI CPETHETO JABJICHHS B JIETOYHOM
aprepuu (cp.AJIA) >25 MM pt. cT. 10 >20 MM pT. cT. [6]. BMecTe ¢ Tem, B MmiaHe AUArHOCTUKA
XTOJII' — rpynnsl IV npunsaTo pemienue o coxpaneHu BenuuuHbl cp.JlJIA Ge3 m3MeHeHUi.
YuuteiBas TOT (akKT, YTO MHOTHE MPEAJIOKEHUS SKCIIEPTOB [TOKA HAXOASTCS B MOJI€ JUCKYCCUU U
HE HAIIU OTPAKCHHsI B €BPOIEHCKUX PEKOMEHJAIUSAX, B HACTOALIEM JOKYMEHTE 32 OCHOBY
B3SIThl YTBEPKACHHBIC MMOJOKEHUS U MIPUHATHIC paHEe KOHIICTIIINH.

B nmanHOM gokymMeHTe, pa3paboTaHHOM JKcrepTamu EBpasuiickoil  accommanuu
KapJHOJIOrOB, YUT€HbI HAIlHOHATIbHBIE OCOOCHHOCTH B MOJXO0JaX K OOCJIEeIOBAaHUIO U JICUECHUIO
nanueHToB ¢ JII'. PexkoMeHanuu npu3BaHbl YJIYYIIUTh PAHHIOK JUATHOCTUKY ATOH TSKEIOM
MATOJIOTUH, CBOCBPEMEHHO BBISBHTH OINEPAOCIBHBIX IMAllUCHTOB M BBIOPATH ONTHMAIBHYIO
nedyeOHyto crpateruto. [IpakTudeckoe pyKOBOJACTBO MPEAHA3HAYEHO ISl MIUPOKOTO CIIEKTpa
CHEIMAIUCTOB — Bpadel oOIIe NpaKTHKH, TEpareBTOB, KapIHOJOroB, MYyJIbMOHOJIOTOB,

pE€BMaAToJIOroB, q)THSI/IanOB, remMaTojIoros, I/IH(beKHI/IOHI/ICTOB, XUPYPIoB.

2. OmnpeneneHust

Jlerounasi runepTeH3usi — 3TO Tpynna 3a00JeBaHUN C TeMOJWHAMUYECKON KapTUHOU
MIPOrPECCUPYIOLIETO MOBBILICHHS JIETOYHOTO cocyauctoro conporupieHus (JICC) u napnenus B
nerounoit aprepuu (IJIA), uto mpuBogut kK nuchyHkuuu mnpasoro skemynouka (IDK) wu
Pa3BUTHIO MPABOXKEITYTIOUYKOBOM cepeuHol HepocTaTouHocTH [1-3,7].

Jnarnoctuueckum kputepueM JII' SBISETCS MOBBIIMIEHUE CPEAHETO JABICHHS B JIETOYHOM
aprepun (cp.JIJTA.) >25 MM pT. CT. B MOKOE MO JaHHBIM KaTETEPU3AIMH MPABBIX OT/ECIOB
cepana (KITOC) [2,7]. B HopMme 3TOT moKa3arelb B MOKOE, B CPpeIHEM, cOCTaBsieT 14+3 MM pr.
cT. u He npesbiaer 20 MM pr. ct. [7]. Ilpu noesiennn cp.JIJIA B quanazone 21-24 MM pr. CT.
BcerJa TpeOyeTcsl THIATENbHBIM TUHAMHUYECKUN KOHTPOJIb B TPyNIax pUcka — MPU CUCTEMHBIX
3a0oneBanusax coeaunutenbHor TkaHu (C3CT), y poACTBEHHHUKOB OOJBHBIX C HacJeayeMOu
JIAT (HJIAT) u T.1. [1.3].

Jlerounasi aprepuajbHasi runepreH3usi — 3To npexkamwuisipHas ¢opma JII', koTopas
pa3BUBAETCS MPHU OTCYTCTBHH 3a00JICBAaHUM JIETKUX, XPOHUYECKOW TPOMOOIMOOIHH B CHUCTEMY
nerouHo aptrepun (TDJIA), npyrux peakux OonesHeil (rpynmna V) B KadyecTBE BO3MOXHBIX

npuynH nosbimenus JJJIA [1-3,7].

Huacnocmuyeckumu Kpumepusmu J1e204HOU apmepuanvHol eunepmensuu (JIAD) sBISIOTCA

CJEeYIOIIHAE FEMOIMHAMUYECKHE TapaMeTphl B ITOKOE N0 TaHHBIM MaHomeTpuu npu KITOC:

e cp.JAJIA >25 MM pT. CT.,

e JlaBJICHHUE 3aKIMHUBaHUA B jJerouyHoi aprepuu ([3JIA) <15 mm pr. cT.



e jerounoe cocyauctoe conpotusienue (JICC)>3 EJI. Byna [3,7,8].

3. Knaccupuxkanmun

Kmuanueckas knaccudukamus JII' HeoOxoauma i cTaHAapTH3AIUN TUATHOCTHYECKUX U

JIe4eOHBIX MOAXO0I0B U BKJIKOYAET ATk rpymi (Tadu. 3.1.).

I'pynna | npencraBnena waunonaruyeckor JII' (MJI), nacmenyemoit dopmoit (HIIAT);
JIAT', wHayuMpoBaHHOW NPUEMOM JIEKAPCTB M TOKCHHOB, a TaKXXE aCCOIMUPOBAHHBIMU
dbopMamu BclencTBHE BpOXACHHBIX MOpokoB cepana (BIIC) (cucreMHO-TIErOYHBIX IIYHTOB),
C3CT, nopransHoii runieprersun, BUU-undexium, mmcrocomosa [3,7].

Taoauna 3.1. Knuaudyeckasi kiaccupuxkanusi

l. JlerouHasi apTepuaJibHasi THIEPTEH3MA:

1.1. Wnnonaruueckast (WUJIT)

1.2. Hacmenyemas (myrarmmu BMPR2, npyrue)

1.3. WuayuupoBaHHas IPUEMOM JICKAPCTB U TOKCUHOB

1.4. AcconumnpoBaHHas C:

1.4.1. BpOXIECHHBIMH ITOPOKAMH CepAINa (CHCTEMHO-JICTOYHBIC IITyHTHI)
1.4.2. cucreMHBIMH 3a00JI€BAHUSIMH COEAUHUTENHHON TKaHU

1.4.3. nopTanbHOU rUNepTeH3ueH

14.4. BUY-undekrmeit

1.45. mmcrocoMo3oM

1.5. JIT' ¢ nmpu3HakamMu NOpa)kKEeHHs JIETOUHBIX BeH/ KalWULIPOB (JIerouHasi BEHO-OKKIIIO3UOHHAsI 00JIe3Hb/
JIETOYHBIN KAMMUSIPHBINA TeMaHTHOMATO3)
1.6. Ilepcuctupytromas JII' HOBOPOKIEHHBIX

1. Jlerounasi runepTeH3usl BCJIeICTBUE MATOJIOTHH JIEBBIX OT/€JI0B CepALa:

2.1. Cucronmueckast TUCHYHKITUSL

2.2. Tnacronmyeckas TUC(YHKITUSL

2.3. Knnamanusre mopoku

2.4. BposxieHHas/ mproOpeTeHHass 00CTPYKIINS IIPHHOCSIIET0/BBIHOCSIIETO TPAKTa JICBOTO JKEIyI09Ka
2.5. BpoxieHHBIH Wi IPHOOPETEHHBIN CTEHO3 JIETOYHBIX BEH

I11. Jlerounasi runepTeH3us BejaeICTBHE 3200/1eBaHUI JIETKHX 1/WJIM THNOKCEMUH:

3.1. XpoHrueckast 00CTpYKTHBHASI OOJIE3HB JIETKUX

3.2. UnTepcruimansHble 3a001eBaHAS JTETKUX

3.3. lpyrue 3abosieBaHus JETKUX CO CMEUIAHHBIMHM PECTPUKTUBHBIMU M OOCTPYKTHBHBIMH HapyIICHUSIMHU
3.4. T'umokcws pH OTCYTCTBHUH 3a00I€BaHUH JIETKUX

3.5. Hapyenus 1pIxaHus BO BpeMsi CHa

3.6. CuHAPOM aJIbBEOJISIPHOM TMITOBEHTHIISLIUU

3.7. Bricokoropnas JII'

3.8. AHOManuu pa3BUTHS JIETKHUX

IV.JIT BeaencTBue 00CTPYKIMM JIETOYHBIX apTepHii:

4.1. Xponuueckast tpomboambommueckas JII'

4.2. pyrue oOCTPpYKIHH JIETOYHO apTepuu (aHTHOCapKoOMa, IpyTue BHYTPHUCOCYANUCTBIE OIYXOJIH, apTEPHHUT,
BpOXKIEHHbIC aHOMAJIMH, ITapa3uTapHble 3a00JIeBaHMs)

V. JII' HeM3BeCTHOTO WJIN CMEIAHHOTO reHe3a:

5.1. l'emaTonornveckue 3a00yeBaHus (XPOHUYECKAs TEMOJIUTHICCKASI aHEMHS, MUEIOMPoIA(epaTUBHBIC
3a00JIeBaHUs, CIUICHIKTOMUS )

5.2. CucremHble HapymeHUs (CApKOUI03, JETOUHBINA THCTHOIMTO3, TUM(aHTHOIeHOMIHOMAaTO3, Helipodudbpomaros,
BaCKYJIUTHI)

5.3. Merabosmueckue HapyleHus (MIIMKOreHo3bl, Oose3Hb [ omre)

5.4. JIpyrue (omyxojeBast 00CTpyKIus, GUOPO3UPYIOIINI MEAUACTUHNT, XPOHHYECKAS TOYEYHAsT HEJO0CTATOUHOCTD,
cermenTapaas JII')

5.5. Ciio>kHbIe BpOKIEHHBIC TTIOPOKHU CepIia




JInst  yCcTaHOBJICHHSI JHMAarHo3a HEOoOXOoAWMo BBIIBUTH kputepuu JIAD, HCKIIOUNTH
HACJIC/ICTBEHHBI aHaMHE3 M BO3MOXHBIC acconuupoBaHHbie (opmer  [7,8]. HIIAT
JUArHOCTUPYETCS TMPH HAJTMYUU CEMEWHOro aHamMHe3a W/ WM BBIABJICHMM MYyTallid T'€HOB,
KOJUPYOLIHMX perenTopbl Tuna 2 Oenka koctHoro mopgoreneza — BMPR2 (bone morphogenetic
protein receptor 2) (80% cny4aeB), peke OOHapYKHMBAIOTCS MYyTAllMd aKTUBUH-IIO00HOM
kuHa3bl — ALK1 umu ENG (3np0rmmHa), a Takke Smad9 [7]. B mociegHue roasl mpuMepHO Y
20% cemeii ¢ JIAI' obnapyxkensl myrtaiuu reHoB CAV1 (xaBeomun-1) m KCNK3, xotopsie
KOJMPYIOT, COOTBETCTBEHHO, MEMOPAHHBIN OEOK SHIOTEIHAIBHBIX KIETOK U OCNIOK KaTUEBBIX
KaHajoB [3].

[lepeuenp neKapCTBEHHBIX IMpeNapaTOB M TOKCHHOB, KOTOpBIE pPaccMaTpUBAIOTCS B
kauecTBe (akropoB pucka (DP) mamynuposanuoit JIAIT mpencrasien B Tadaume 3.2. OP
MOKHO KJIacCH(PHUIMPOBATh MO CTeNeHH accomuanuu ¢ JII', HaIMYMeM yCTaHOBIICHHOW HITU
IpenoaaraeMoil MPUYUHHO-CICACTBEHHOM CBsi3u [8,9]. Pasnuuaror «ompenenenuniey OP mpu
HAJIMYUU B3aMMOCBS3€H, MOATBEP)KIECHHBIX B psjIe HE3aBHUCHUMBIX HAOIIOACHMI, BKIIOYas
KOHTPOJIUPYEMbIE€ MCCIICIOBAHUS M JOKa3aHHbBIC SIUJEMUU; «BEPOATHBIE», B MOJIb3y KOTOPBIX
CBUJICTEJILCTBYET HECKOJIBKO HE MPOTUBOPEUAIUX APYT IPYry HAOIIOACHUHN, B TOM YUCIIE CEpUU
CIIyJaes.

Tadauna 3.2. JlekapcTBa U TOKCHHBI — pakTopshl pucka JIAT

OmnpenesieHHBII BeposiTHbIii
e AMmHOpeEeKc e Koxkaun
e  OenbmopamuH e  QeHwmponaHoIaMHUH
o JlexctheHdpmopamuH e AmderaMHHONIONOOHEIC ITPEMapaThI
e Tokcuueckoe parcoBoe Macio e Uurepdepon a u
e bBenduroopexc e  ANKWIMpPYIOIIUE MpernapaTsl
e JlazatuHuo e DKCTpPakT TpaBbl 3Bep000S IPOBIPSBICHHOTO
® MeramdeTaMUHEBI e bosyrnnn6
e  AHTHBHUpYCHbIE ITpenaparhl NPOTUB BUpyca renatura C
MPSIMOTO JE€HCTBUS
o JledmoHomug
® Huaupyoun

CornacHo mpemIoXkeHHI0 d3KkcrepToB, Ha VI BcemupHoM cummosuyme, B rpynme |
obcyxnanack pyopuka «JIAI' ¢ coxpaneHHo# BazopeakTuBHOCTHIO» [9]. Simonneau G. u coasT.
B Ka4eCTBE KPHUTEPHEB JIUTEIHHOIO OTBETA HAa TEPaInio OJOKATOpaMH KaIbIIMEBBIX KaHAJIOB)»
(BKK) ykazanu: noctmxenune/ coxpanenne ®K I/l B couetannu co 3HaYUTETBHBIM YIIyUIIIEHHEM
reMOJUHAMHYECKHX TapaMeTpoB B TEUEHHE HE MEHEE OJHOTO Trojla JICYCHHs - COXpaHEeHHe/
yIydllleHue ToKa3aTeled 1O CpaBHEHUIO C JOCTUTHYTBIMH BO  BpeMsl  OCTPOTO
dapmakonorudeckoro Tecta (OPII) ¢ noctmwkenuem cp.JJJIA<30 MM pT. CT. U HOpMaTH3aIUei/
ynyumiearuem cepaednoro Beiopoca (CB). Ilo ganubiM Poccuiickoro perucrpa, mojioKUTEIbHAS
O®II (camxkenue cp.JIJIAcp. >10 MM pT. CT. ¢ HOCTHIKEHHEM aOCONIOTHOW BeTUYUHBI <40 MM

pT. cr. pu orcyrcTBuu cHmkenus CB) BbisiBieHa y 8,6% manuentoB WJII u HJIAT [10].
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OpnHako HepenKo KIMHUYECKOE YXYJIIeHHe y OOJIbHBIX HaOJ0JIaeTcsi HE TOJIbKO B IEpBbIE
MecsIbl, HO U ciycTs roa ot Havana JiedeHus BKK, duro tpelyer sckamanum crienuduaeckoi
TEpanuy U, CIe0BATEIBHO, MTO3BOJIIET PACCMAaTPUBATh 3TO JIOMOJIHEHHE HE 11EI1eCO00Pa3HBIM.

B xnaccupukanum JIAL, accoumupoBanHoii ¢ BIIC — BpoXIEHHBIMH CHCTEMHO-
JITOYHBIM NIYHTaMH, YYUTBHIBAIOTCS THUI U pa3Mepbl JeeKTa, HAIUYUE WIH OTCYTCTBHE
9KCTpaKapAHalbHbIX aHoManmuid u craryc Koppekiuu BIIC (Tada. 3.3). B kiamHHYeCKOi
KJaccu(uKauy BeIIEISAIOT YyeTbipe ocHOBHBIE rpynmbl JIAI-BIIC: 1) cunapom DifseHmenrepa,
2) JIAT', acconuupoBaHHas ¢ NPEUMYILECTBEHHO CUCTEMHO-JIETOYHBIMU 1IyHTamH, 3) JIAD npu
MaJlbIX, CliydaitHbiX aedekrax, 4) JIAT mocsae Xupyprudeckoi KoppeKiun mopokos (Tadu. 3.4.)
[3,7,8].

Cpenu TMpOCTHIX TMOPOKOB CIIEAYyeT OTMETHTh HamOojee dYacTele — Je(eKTs
MexoKeny1oukoBoil neperopoaku (AMIKII), nedextsl mexnpencepanoit neperopoaxu (JAMIIIT)

U OTKPBITHIN apTepuanbHbiid mpoTok (OAID).

Ta6auna 3.3. AHATOMO-NATO(U3HOJIOTHYECKAS] KIacCH(PuKAIUs BPOKIEHHBIX CHCTEMHO-
JIETOYHBIX HIYHTOB, ACCOUMUPOBAHHBIX C JIETOYHOH APTEPHATbHON IMIIePTeH3H el

1 Tun 2 Paszmep

1.1. IIpocteie mperpukycnuaanbabie | 2.1. 'emogunnamudeckue (ykaszats Qp/QS)

HIYHTBI 2.1.1. PectpukTuBHBIe (TpaueHT AaBiIeHUs Yepe3 AeeKT)
1.1.1 Hedexr MEXKIIpeICepaHOM 2.1.2. HepecTpuKTHBHBIC
TIEpPEropoIKI 2.2. AnaToMH4ecKue
1.1.1.1. Bropu4HOe cOoycCTbe 2.2.1. ot mameix mo ymepeHseix (JAMIIII <2,0 cm u AMXKII
1.1.1.2. BeHo3HBI# cCHUHYC <1,0 cm)
1.1.1.3. TlepBuuHOE coycThe 2.2.2. bonpime (JMIIIT >2,0 cm u AMIXKIT >1,0 cm)
1.1.2. [Tonnbii 381078 YaCTUYHBIN

aHOMAJIbHBIN JAPCHAXK JIETOYHBIX BEH

1.2. TIpocTeie MOCTTPHUKYCIMAANBHEIC | 3 HanpasJienue mynTa

myf?’i . | 3.1. I[TpenMyII€CTBEHHO CHCTEMHO-JICTOTHBII

Lol C(OCKT MCEXKIKCIT O4YKOBOU o
Hed YA 3.2. [Ipeumy11eCTBEHHO JIETOYHO-CHUCTEMHBIH
IIEPErOPOAKU

1.2.2. OTKpBITHIH a0pTaNBHBIN POTOK 3.3. /lpyHanpaBieHHbIH

1.3. KoMOMHMpOBaHHBIE IIYHTHI

1.4. KoMmrekcHble  BpPOXKJICHHBIC 4A
MOPOKH Cep/Ia CCOIMMPOBAHHBbIE KAPAUOJOTHYECKHUE U

1.4.1. Tommbiit aedexT IKCTpPaKapAuaIbHbIe HADYLICHUS

ATPHOBEHTPUKYJIISIPHOI MEPETOPOIKH
1.4.2. AprepuanbHbIii CTBOJ

1.4.3. ®U3HONIOTHS SUHOTO JKENTyJOUKa C 5 CraTyc BOCCTAHOBJICHHSI
HCO6CprKTI/IBHBIM JICTOYHBIM ITOTOKOM

KPOBH 5.1. HeonepabenbHblit

1.4.4. Tpancnosnums marnctpambhpix | O-2. [la/UIMAaTHBHBIA  [ykasate Tum — onepauuu(i),
aprepuii ¢ JIMXKIT (6e3 nerounoro | BO3PACT IIPHU MPOBEICHUH OMEPALIUH |

CTEHO3a) H/HIIH OTKPBITHIM apTepuaibHbiM | 5.3, BoccTaHOBUTEBHBIN [yKa3arh TUI orepanuu(ii),

IIPOTOKOM BO3pacT OPH MPOBEACHUU OTNIEPALIUU
1.4.5. ipyrue P PH HIpoBEa pauu]
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OO6buHO panHss xupypruueckas koppekius BIIC npemorBpamaer passutue JII. YV psana
OOJBHBIX TsDKemas pesuayanbHas JIADT pazBuBaeTcst ociie XUPypPrudecKord KOPPEKIMU MOpOoKa.
B Takux KIMHUYECKHX CUTyallusAX BO3HUKACT MOXHO IMOAO3PCBATH HAJIMYUC HCO6paTI/IMOFO
NOPAXKEHMSI JIETOYHBIX COCYJI0B JI0 OIIEPATUBHOIO JIEYEHUs IIOpoKa cepaua. Henb3s UCKIIIOUNTS,
YTO PEMOJEIIMPOBAHME JIETOYHBIX COCYJOB TMPOTPECCHPYET, HECMOTpsS Ha  YCIEUIHO
IPOBEJCHHYIO omepanuio. B COBpeMEHHBIX PEKOMEHJIALHUSAX MPOIUCAHBl  KPUTEPUU
onepabenpHoctd 'y OombHbIXx BIIC, dYro mo3BONSET MUHHUMHM3HPOBATH PUCK PA3BUTHUSA

pesuayansHoii JIAT (Taba. 3.5.) [3,7].

Taomuna 3.4. Kiaunuueckass kiaaccupuxanusa JIAL, accouumpoBanHoii ¢ BIIC —
CHCTEMHO-J1erOYHbIMH IIYHTAMH

1. Cungpom DitzeHMeHrepa

Bkirowaer Bce OonbInMe HHTpPAa- W OKCTpaKapaUaibHble AC(PEKTHl — CHCTEMHO-JIETOYHBIC LIYHTBI, KOTOPHIC
NPUBOIAT K 3HAUMTENbHOMY moBbieHHo JICC W ABYHamnpaBICHHOMY WIH OOpaTHOMY (JISTOYHO-CHCTEMHOMY)
cOpocy KpOBH.

IIpucyTCTBYIOT LIMaHO3, BTOPUYHBIN 3pUTPOLUTO3 U IIOJUOPraHHbIE HAPYIICHUS.

2. .HAF, acConuupoOBaHHasd € Hp606ﬂaHaI-OH_[I/IMI/I CUCTEMHO-JICTOYHBIMHU LIYHTAMHA
KoppekTtupyemsle (C MOMOIIBI0 XUPYPIUIECKOT0 HITH YPECKOKHOTO BMEIIATEILCTBA)
Hexoppektupyemsle (Bkimouaer cpegane u Oonpmme aedextss; TJICC — oT HE3HAYMTENHHOTO 10 YMEPEHHOTO,

npeobasaeT CHCTEMHO-JIETOYHOE IYHTHpOBaHue. [{HaHo3 B MOKOE HE XapaKTepeH).

3. JIAT ¢ maneiMu/ cinyyaliHbIMU JeeKTaMu (JIJ1s1 B3POCIBIX OOJIbHBIX)

3rauynrensHoe T JICC mpu Hammuuu HeOompmmx nedextoB (AMXKII <1 cm m AMIII <2 cm). Knnandeckas

kaptuHa uaertnaaa NI, Koppekuns BIIC npotuBonoka3aHa.

4. JIAT mocne Xxupypruyeckoi KOppeKIu MopoKa

B stux cnyyasx nocne xupyprudeckoit koppexuuu BIIC JIAI' coxpansieTcs nmocie

oreparu (nepcuctupytomast JIAI') wim pa3BuBaeTcss 4yepe3 HECKOIBKO MECSLEB WM JIET I0Cie ONepanuy
(pe3unyansHas JIAT') mpu OTCYTCTBHM 3HAYMMBIX IIOCIEONEPALIOHHBIX OCTATOUHBIX IOPaXKCHUH WU BPOXKIESHHBIX

Je(PCKTOB.

Ta6auua 3.5. Ouenka onepadeabHocTH y 60abHBbIX ¢ BIIC

Pexomennanuu Knacc pexoMeHaanui/
Unpexc JICC, EA. Byma/m? | JICC, EI. Byma | Koppektupyemsiii BIIC? YPOBEHB JI0KA3aTEIbHOCTH
<4 <23 na lla—C
>8 >4,6 HET lla—-C
4-8 2,3-4,6 WnnuBunyansHas lla—-C
OLIEHKA

JIAT, accommmpoBanHas ¢ C3CT (JIAT-C3CT), pa3BuBaeTcsi TMpH CHUCTEMHOU

cknepoaepmun  (CCJ[), cucreMHOM KpacHOW  BONYaHKE, CMEIIaHHOM 3a00JieBaHUU
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COCIMHUTENILHON TKaHu, Oojiee peAKo - PEeBMATOMAHOM apTpUTe, IEPMATOMHUO3UTE WU
curgpome Illerpena. Yacrora JIAI' HagexHo yctaHoBieHa toinbko nmpu CCJ[ — 7-12% [2,3]. V
6ombHbIX co cp./JJIA 21-24 MM pT. cT. ©MeeTcs BBICOKUIT puck pasButus JIAIT B Gmmxaiimme 3
roja, 4ro TpedyeT THaTeIbHOr0 JUHAMHUECKOT0 HabaoaeHus [7].

[loBplieHME [aBJIEHUS B CHCTEME BOPOTHOM BEHbI MPUBOAUT K Pa3BUTHIO
noproJsieroyHoi rurnepren3uu (moptolIl’). 'emoanHamMuyeckue McCaeAOBaHUS IMOKA3add, YTO
JIAT npu mopTajipHOlM THIEpPTEeH3UH BbIsBIsICTCS y 2-6% O0ibHbIX [3,7]. Puck ee pa3Butus He
3aBUCUT OT TsDKeCTH marosiornu mneudeHu. JIADT sBasercs penkum ociokHeHueM BHY:
pacnpocTpaHeHHOCTh coctaBisieT okono 0,5% [8]. JIAT' pa3BuBaeTcsi HUCKIIOYHUTEILHO —IPU
renaToJIMeHaIbHOM (hOpMe MIKUCTOCOMO3a MPUMEPHO B 5% ciy4aes [7].

Jlerounass BEHO-OKKJIO3MOHHAas Oosie3Hb (JIBOB) u  7erousslii  KanuuisIpHBINA
remanruomaro3 (JIKI'A) (rpymma 1.5.) — peakue Gopmbl maToa0rum, KOTOpbIe UMEIOT CXOIHBIC C
WJIT' rucronoruyeckue, KIMHUYECKUE U TeMOJUHAMHYECKHEe OCOOEHHOCTH, MOTYT BO3HHUKATb
npu C3CT, BUY, npumenenuu anopektukoB [2,7,11]. B Hacrosimiee Bpemst B kauectBe DP
YKa3bIBACTCS BO3JICHCTBHE OPraHWYECKHUX pACTBOPHUTENEH, B YACTHOCTH, TPUXJIIOPITHIICHA,
umeercsi 3HauutenbHoe cHmkenne DLCO <50% ot momkHoro mpu oueHke aupdy3uoHHOU
CIIOCOOHOCTH JIETKUX, BBIpaKCHHAsi TUIIOKCeMHs B apTepuanbHOi KpoBu, KT-kapTuHa B BHIE
VTOJIIEHUS MEXIOOYJISIPHBIX CeNnT, (EHOMEH «MaTOBOTO CTEKJa», YBEIWYCHHE pPa3MepoB
auMbaTtrdeckux y3ia0B  cpenocrenus [9]. ITlopakeHue JIErOYHBIX BEHYJ/ KalMUIIPOB
ACCOIMHUPYETCSl ¢ HEOIArOMPUATHBIM MPOTHO30M, PHCKOM Pa3BUTHsI OTEKa JIETKHX B OTBET HA
Ha3HavyeHue win dckanaiuio JIAT-cnennduueckoit repanuu [11].

I'pynna |l. Tlopaxxenus nesoro xemynouka (JODK) mnam kmanmanHoro ammaparta JIEBBIX
OTJENIOB CepAlla NPUBOAAT K TMOBBIIICHUIO JaBJIEHUs B JIEBOM MpEICepIUH; MacCUBHOE
noBeimenne JIJIA sBusiercs cneiactBueM oOpatHoi mepenaun nasieHus. JICC oObl4HO B
mpeaenax HOPMBI WM HE3HAYUTENIBHO TOBBINIEHO, TpamueHT wmexay cp.JJJIA u [3JIA
orcyrctByeT. [lpumumnamu JII' rpynmer Il sBastoTCs: cHcTOIMUYEcKas WM JUACTOJIMYECKas
muchynkuus JOK, nopaxkeHue KianaHOB JIEBBIX OTAEIOB CepAlla, BPOXKICHHAs/ IpuoOpeTeHHas
00CTpyKIUs mpuHOCsIero/BeiHocsmero Tpakta JIK (taéua. 3.1.) [3,7,12,13].

B TedyeHme UIMTENFHOTO BpPEMEHM IOANCPKMBACTCS  HOpPMajbHAas  BEIMYHMHA
TPaHCIErOYHOTO T'pajJMeHTa JMaBieHus u, ciaenosareibHo, JICC (<12-15 mm pr. cr. u <3 EJI.
Byna coorBercTBenHo) [7]. [Ipu BhIpa)kKeHHOM TOBBIIICHUH JAaBICHUS B JISTOUYHBIX BeHax (>25
MM pT. CT.) OTMEYaeTcs AUCIpONOpIHoHaibHOe moBbimieHne JIJIA 3a cuér mpucoenuHeHus
PEaKTHBHOTO KOMITOHEHTa. Ero BBIpa)XEHHOCTh MOXKET BapbUPOBATHCA C JIOCTIDKEHHEM
TPaHCIErOYHOTO TpajueHTa naBieHus >15-18 mm pr. cr. m JICC>3 EJl. Byma [12,13].

['emoanHamuyeckue Hapymenus, monoousie JIAL, pazsuBarorcs y 19-35% GonbHbIX [7].
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I'pynna . Tlpu JII', acconunpoBaHHO#N C ApEHXUMATO3HBIMH 3a00JI€BAaHUSIMHU JIETKHX,
noBeImenne cp./JJIA o6sraHO ymepenHoe (<35 MM pr. cT.) [14]. V psima GOIBHBIX OTMEUYaeTCs
JucIiponiopiuoHanibHoe moBbleHne JIJIA, He cooTBeTCTByIOIlee CTENEeHH Tunokcuu. B
PETPOCHEKTUBHOM HCCIeNOBaHUU y 998 OOJIBHBIX C XPOHHYECKOW OOCTPYKTHBHOM OO0JIE3HBIO
nerkux (XOBJI) npu nposeaenun KIIOC Ttonbko B 1% ciywaeB BwisBisiach Beicokas JIIN ¢
BenuuuHOM cp.JIJIA >35 MM pT. cT. TN OOJIbLHBIE UMETU YMEPEHHO BBIPAXKCHHYIO WIIH TSDKEITYIO
OOCTPYKLMIO JbIXaTEJbHBIX MyTEH, TSHKEIYI0 T'MIIOKCEMHUIO, TMIIOKAIIHUIO, HU3KYHO BEJIUYHMHY
T Gy3MOHHON CIIOCOOHOCTH JIETKUX B OTHOIICHUH MOHOOKcuaa yriepoaa DLCO [7,8,14].

Y MHOrux moaed [IUTeabHOE (MecSbl M TOAbl) MNpeObIBAHWE WM TOCTOSHHOE
MPO’KMBAHUE HAa BBICOKOTOPhE MPUBOAUT K MoBbiieHUt0 cp.JIJIA >20 mm pr. ct. OnHako y
HEKOTOPBIX JIMI 3HAUYUTENbHOE ToBbImeHne [IJIA MOXeT MPUBOAUTH K Pa3BUTHIO THIIEPTPOGHUN
IK, npaBoxkeny104KOBOM HEIOCTATOYHOCTH U MPEKICBPEMEHHOW CMEPTH, MHOTA BHE3AIMHOM
u3-3a HapylIieHuit cepaeunoro purMa [15]. [Ipu oTcyTeTBUEM Apyrux npuuuH nosbimeHus JIJIA
muarnoctupyercst BoicokoropHas JII' (BJII), xotopast otHocutrcs k rpymme . ©P BJIT
ABJIIOTCS HACJIEICTBEHHOCTb, TMIIEPPEAKTUBHOCTD JIETOYHBIX COCYJIOB Ha TMIIOKCHIO, KYPEHHE,
TSOKEIbIC (PU3UYECKUE HArPY3KH U CUHAPOM 00cTpyKTHBHOTO arHod cHa (COAC) [16].

Ipynna IV. B a1y rpynmy BKJIIOYAOTCS pa3iuyHblie (OpPMBI OOCTPYKIIUU JIETOUYHBIX
COCYJIOB: TPOMOBI/ 3MOOJIbI, OMYX0JH, HHOPOAHbIEe Tena [4,7,8]. B 3aBUCHMMOCTH OT MPHYUHBI
pa3sutus JII' kimHudeckas u Mopdosornueckas KapTuHa OOJEe3HU pa3inyaercs, uTo TpeOyer
mudepeHIIMPOBaHHBIX MMOAX0/10B K jeueOHoi TakTuke. Kaxnpiii nanuent ¢ XTOJII' nomken
HANpPaBIATHCA B AKCHEPTHBIN LIEHTP IS PELIeHMs] BOIIPOCAa O BO3MOXKHOCTH XHUPYPIHUECKOTO
JICYEHHUs, YTO 3aBUCUT OT JIOKATU3alMd OOCTPYKTUBHBIX  MOPAXKEHHH, TSKECTU
reMOJUHAMHYECKUX HAPYIICHUH, HaJU4us COMYTCTBYIONINX 3a00JIeBaHUA, kKelaHus OOIBHOTO,
omeita xupypra [5,17].

I'pynna V. CepnoBUIHO-KJIETOYHAS aHEMHUsI, TaJlaCCEMMUsI, BPOXKICHHBIN CcepolnTos,
CTOMATOLINTO3, MHKPOAHTMONATHYECKasi TE€MOJUTUYECKAass aHEeMHsl MOTYT TMPUBOJUTH K
paszButHio npekamwuisproid JII' [2]. Ona orimvaercst ot JIAT kak Mo rHCTONATOIOTHYECKUM
npU3HaKaM U TeMOJAMHAMHUYECKMM XapaKTepUCTHKaM, Tak M 1o otBery Ha JIAI'—
cnenuduyeckyo tepanuio. B Tpex remoamHamuueckux uccienoaHusx npu JII' Bcienctsue
XPOHUYECKOH TeMOJIMTHYECKOM aHeMUM TNpu yMmepeHHoOM moBbimeHun cp./JJIA (30-60
MM PpT. cT.) oTMeudancsi Beicokuid CB (8-9 n/mun), a Benmmumna JICC okazanoce B 3-4 pasa
MEHBIIIE, YeM TIPU acCOIMUPOBaHHbIX Gopmax JIAT [7].

B rpynny V Bkimrouaercst cermenTtapsas JII', BbisiBisiemast B 0JJHOM 1 6oJjiee J0JIIX OJJHOTO
win oboux nerkux [7,9]. Hexoropeix GonbHbIX ¢ JII' ObIBaeT TpyOHO KiaccH(UIUPOBATh,
HanpuMep, 1ociie peKOHCTPYKTUBHBIX onepanuil npu BIIC ¢ Tpancno3uiuei KpynHbIX COCY/10B.

B KaXXJI0M ClIy4dae HGO6XO}II/IMO YTOYHATH AHATOMHYECKHUE U HaTO(l)I/ISI/IOHOFI/I‘IeCKI/Ie
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OCOOCHHOCTH TOpPaKEHHUsI cepilla U COCYIOB, OlleHMBaTh TsbkecTh JII', cTenmeHb MOBBIIEHUS
JICC, ocobenno y OonbHBIX Tocie omepanuid @DoHTEHa, Korjga CO3Mal0TCs aTpuo- |
KaBallyJIbMOHAJIbHBIC aHACTOMO3bI, KaK MNAJUIMATUBHOC BMCIIATCILCTBO IIpU  HAJIWYUU
€AMHCTBEHHOTO JKenynouka [8]. Xupypruueckue BO3MOXKHOCTU TMPU TAaKOM IOPOKE KpaliHe
OTpaHUYECHBI.

CornacHO TeMOJAMHAMHUYECKOM  KIacCU(PMKAUU  BBLACHSIOT MNPEKANWULIPHYIO U

noctkanwuisipHyo Gopmer JII' (Tadu. 3.6.).

Kpumepuamu npexkanunnapnoii JII' no nanasim KITOC B okoe sBISIOTCS:
* cp. AJIA >25 mm pr. cT.;

 JI3JIA <15 MM pT. CcT.;

« JICC>3 EJI. Byna [3,7].

Tako# remoIMHAMHYECKU BapuaHT MOXXHO BbIIBUTH nipu JIAI (rpymma 1), JII' BcnencrBue
natonoruu nerkux (rpymmna III), JII' BcneacTBue oOCTpyKIMU JIETOYHBIX apTEpUid, B YACTHOCTH,
npu XTI (rpynma V), cmemanubix popmax JII' (rpynma V).

Hocmkanunnapuaa gpopma JII' onpenenserca npu cp.JJJIA >25 mm pt. cr. u A3JIA>15

MM pPT. CT., XapakTtepHa misa JII' BcneacTBue maronoruu JeBbiX oTnenoB cepaua (rpymma ), a

Takke MoxkeT HaOmrogarbest npu JII' rpymmer V.

Taoauna 3.6. 'eMoguHaMuyeckasi Kjaaccupukanmsi

Ornpenenenue XapakTepUCTHKH Knunnueckue rpynmnsl
Jlerounas Cp.JJUTA > 25 MM pT. CT. Bce rpynmnsr
TUIIEPTEH3Us

IIpexammnspras JII'

Cp. AJIA> 25 mm pr. CT.
J3JIA<IS5 mm pr. CT.
JICC>3 EJl. Byna

|. Jlerounas aptepuanbHast
TUIEPTEH3HS

I11. JII" BcneacTue 3aboneBanuii
JIETKUX W/WJIH TUITOKCEMUU

IV. JIT BcaencTBre oOCTpyKIMH
nerounsix aprepuid/ XTIOJIT

V. JII" Heu3BeCTHOrO WK
CMEIAHHOIO reHe3a

ITocTkammnspras JII'

Cp. AJIA>25 MM pT. CT.
J3JIA>15 MM pr. CT.

I1. Jlerounast runepTeH3us
BCJICACTBHUE MTATOJIOTHH JIECBBIX
OT/ICJIOB Cep/ilia

V. JII' Heu3BeCTHOrO UIIN
CMEIIAHHOTO reHe3a

W3onupoBanHas JICC<3 EXl. Byna
noctkanwuisipHas JII' Jnacronuyeckuii rpagueHT <7 MM pT. CT.
KombOunnpoBanHuas JICC>3 E/l. Byna

MOCTKAIWJUISIPHAS U
npexanusuisipaas JII

Jnactonuyeckuii rpaueHT >7 MM PT. CT.

Juactonuueckuii rpaaueHT = auactoiaundeckoe JJJIA - JI3JIA
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Jlnactonuueckuil rpaJueHT paccMaTpUBAJICS B KauecTBe Hambosee MHPOPMATHUBHOTO
MOoKa3aTelsi, OMPEACNAIONIer0 TeMOJUHAMUYECKUI BapHaHT JITOYHOW COCYJIUCTON OOJe3HH
[3,13]. B HOopMe OH HaxoauTcs B mpezenax 1-3 MM pT. CT., y MalMEHTOB C 3a00JICBAHUSIMHU
cepama — A0 5 MM pT. cT. BenuuumHa OMacTONMYECKOro TpaueHTa KaK pa3sHUIA MEXAY
nuacrosmmueckum [JJIA (JJIJIA) u A3JIA no3BossieT BBIACIUTD MOATHITBI MOCTKANMLIApHOM JITT
[18]. IIpm wusomupoBannoii mnoctkamuwuigpaoit JII' Bemmumna JICC <3 EJI. Byma wu
IUACTOJMYECKUN TrpaaueHT <7 MM pr. cr. KoMOuHMpoBaHHas TOCTKAaMWUIApHAs |
npexkanuuisipHas JII' xapakrepusyercs nokasarensmu JICC >3 EJl. Byna u nuactonuueckoro
rpaauenta >7 MM pT. cT. [7].

OynknuroHanbHas kiaaccudukarus JIIT npencraBiser coO0l amanTUpOBaHHBIA BapUaHT
kraccudukarmn Hero-Mopkekoit accommanuu cepama (NYHA) st GONBHBIX ¢ XPOHHUYECKOIT

cepaeuHoii HepocTarouHocteio (XCH) (Ta6a. 3.7.) [1,2,7].

Tadauna 3.7. PyHKunoHa bHasA Kaaccupuranmus

Kitace [ OTCyTCTBYIOT OrpaHudeHust (usnueckoi akTUBHOCTU. OObIUHBIE (PU3HYECKHE

HArpy3Kd HE BBI3BIBAIOT MOSIBICHHS OJIBIIIKU, CJIa00CTH, 0OJICH B IPYIHON KIIETKE,
PeTI0OMOPOYHBIX COCTOSIHUN.

Kimacce 1l

OtMedaeTcss HEKOTOPOE CHIDKCHHE (M3MYECKOH aKTHBHOCTH. B MOKOe mammeHThI
YyBCTBYIOT €01 KOMQOPTHO, OJHAKO OOBIYHBIE (U3WYECKHE Harpy3Kd
CONPOBOXKIAIOTCS TIOSIBIICHHEM OJBIIIKH, Cl1abocTh, 0ojeil B TPYAHOH KIETKe,
PeTI0OMOPOYHBIX COCTOSIHUN.

Kitacce 11

dusnueckass aKTUBHOCTb 3HAYUTENIHO oOrpaHudeHa. HeOosbmme ¢usnyeckue
Harpy3kM BbI3bIBAIOT MOSBJIEHUE OJBIIIKH, clabocTu, Oosied B IpyAHON KIETKe,
pe0OMOPOYHBIX COCTOSHUH.

Knacc IV

[TarueHTsl HE CHOCOOHBI TEPEHOCHTHh OOy (U3MUYECKYI0 Harpy3ky 0Oe3
MOSIBJICHUS BBIIIIEYKA3aHHBIX CUMITOMOB. CUMIITOMBI MOTYT NMPUCYTCTBOBAThH JaKe

B ITOKOC, I[I/ICKOM(l)OpT BO3paCTacCT IpHU MHUHUMAaJIbHOH Harpyske.

4. ITHOJIOTUA U MATOreHEe3

I'pynna | (necounas apmepuanvnas eunepmensus): B TATOIEHE3E WIPAIOT POJb
TeHETUYECKHe, MOJIEKYJSIpHBbIE ¥ TOpMOHaNbHbIe HapymeHus [1,19]. JluchyHkums sHIOTEHS
JIETOYHBIX COCYZOB pPAacCMaTpUBAEeTCd B KAauyeCTBE HHTETPAJIBHOIO MNAaTO(PU3UOIOTHUECKOTO
¢dakTopa. HezaBucumMo OT BUAAa HMHUIMHPYIOUIETO CTUMYJa BO3HUKAIOT Ba30KOHCTPHKIIMA,
PEMOJICTUPOBAHUE U HAPYIICHUE IMACTUYHOCTH CTEHKH JISTOYHBIX COCYIOB, a Takxke TpomOo3 in
situ [2,7]. TIporiecchl Ba30OKOHCTPHUKIIMU CBSA3aHBI ¢ IUCOATAHCOM Ba30aKTUBHBIX MEIUATOPOB U
TUCQYHKIMEH KalueBbIX KaHAIOB B IJIAJKOMBIINIEYHBIX KieTKax. IIpum wuccinenoBaHuu
BA30aKTHBHBIX CYOCTaHIMH MOKa3aHa IMOBBIIMIEHHAs MPOAYKIHUS TPOMOOKCaHa M 3HJOTENHHa-1
(OT-1), nedpunurt BazommnaaratopoB — mnpocrarmkiuHa (I1I[) u oxcuma azora (NO), uto
o003Ha4yaeT MHUIIEHH [UIsI TEpaneBTHUYECKOrO BO3JEHCTBUS MPOCTAHOUIOB, AHTarOHHCTOB

penentopoB sHA0TeNuHA (APD) u np. [19,20]. PemonenupoBaHue JErOYHBIX COCYOB SIBIISETCS
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pe3yapTaToM mpoiudepanuy dHI0TSTHATBHBIX U TJIaJKOMBIIICYHBIX KJIETOK, pudpobdiacToB. B
QJIBCHTUIIMM OTMEYACTCSl TIOBBIICHHAs BHIPAOOTKA BHEKJIETOYHOTO MATPHUKCA, BKIIOYAs
KOJIJIareH, 3JacTuH, (QUOpOHeKTMH u TeHacuuH. Y OombHbIXx JIAIT oOHapyxuBaroTcs
TpOMGOTH‘{eCKI/Ie U3MCHCHUA B JUCTAJIBHBIX JICTOYHBIX apTCpUAX W apPTCPpUOJIAX, a TaKIKC

JIETOYHBIX apTepHsIX daacTuyeckoro Tuma [3,8,21].

VY 6onbmmacTBa 601BbHBIX JIAIT ¢ cemeitnpiM anamue3oMm (HJIAD) u y psna GonbHBIX €O
cnopaauueckumu ciydasmu (UJIDY) BeisiBIsSieTCsl acconManus ¢ MyTallUsIMU I'eHa, KOAUPYIOUIEro
peuentop tuma Il x Genky koctHoro mopdorenesa BMPR2 (bone morphogenetic protein
receptor 2) (2 XxpoMocoMa), KOTOPBIH y4acTBYeT B KOHTPOJIE MPoud)epauy COCYIUCTHIX KIETOK
[1,7]. XapakTepHO ayTOCOMHO-JIOMHHAHTHOE HAclieJOBAaHWE C HU3KOM NEHEeTpalueil: JIMIb B
20% cnyyaeB MyTalMM NMPUBOAUT K MaHH]ecTauuu 3a0oieBaHus. ['eTepo3UroTHble MyTalluu
BMPR2 sBeusBisitorcss 'y 75% manumentoB ¢ cemedHbiMu dopmamu JIAIT m go 25%
criopaguueckux ciydaeB. Huskas nmenerpanus yka3zblBaeT Ha TO, YTO JUJISl pa3BUTHS 3a00J1€BaHUs
HEOOXOIUMBI JIOTIOTHUTEIbHBIC TPUTTEPhl. Onricanbl MOJIMMOp(u3MbI reHoB, Koaupyromux NO-
CUHTa3y, Kapoumui-pocdar cuHTa3y, CHHTE3 MEPEHOCUMKOB CEPOTOHHHA, a TaKXKe JApyrue
CTUMYJIbI, OTBETCTBEHHBIE 32 KOHTPOJb POCTA JIETOYHBIX COCYIUCTHIX KIeTok [19]. V mamnuentos
C HACIEACTBCHHOHW TeMOpparmyeckoi teneanrudkrasuen (6one3ns Ocnepa-Bebepa-Panmio)
OTHMCAHBI MYTallMd TCHOB PEIENTOPOB (paKTOpa HEKPO3a OIyXOJIH, aKTHBHH-TTOJ00HONH KHHA3BI
1, sunornuna. [Ipu CeKBEHUPOBAHUHU SK30Ma OMPENEICHBI PEIKUE TeTEPO3UTOTHBIE MYTallUU B
reHax, Komupyrommux Takue Oenku, kak kaBeonwH | (CAVI1) u smemeHT 3 mojacemeiicTBa

kanuesoro kanana (KCNK3) [3,7].

HenaBHO ycTaHOBJIE€HAa MyTalus T€Ha, KOAUPYIOIIErO dyKapUOTHUYECKUM MHULUUPYIOLUI
2-i1 pakrop TpaHcmaun o-kuHassl 4 (EIF2AK4), koTopas onpenesser U3MEHEHHE SKCIIPECCUU
IF€HOB B OTBET Ha JCNPHUBALMI0O aMUHOKHUCIOT. bu-annenbHas MyTalusl BBISBISETCS y BCEX
O0osbHBIX ¢ cemeitHbiMH  (popmamu JIBOB/JIKI'A u 25% mnanueHTOB € THUCTOJIOTHYECKH
HOJTBEPXKIEHHBIMU CIIOpaJAnYecKUMHU popmamu [7].

OcHoBHbIMU  naTou3nosnornyeckumMu  (axropamu pazsutus JIAT-BIIC sBnsercs
yBEJIMYEHHUE KPOBOTOKA M JIaBJICHUS B JIETOYHBIX apTepusix (MOBPEXKICHHE OSHIOTENHS,
SHJIOTEINATIbHAS TUCPYHKLMS, 3ayCK Kackaga OMOXMMHUECKUX pEeaKkIMid U peMOJeIMpOBaHUE
JIETOYHBIX COCY/IOB), BBHICOKOE HAIPsDKEHUE KHCIOpOJa B JIETOUHBIX apTepusx (MOBPEXICHHE
SH/IOTENNSA), MOJUIUTEMHUS C TOBBIIIEHUEM BSI3KOCTH KPOBH (JIETOYHBIE MHKPOAIMOOIHNH), a
TaKKe MOBBIIIICHUE TaBICHHUS B JIETOUHBIX BeHax (moctkanwnispaas JII) [22-24].

Mexanusmsl pa3Butus JIAI npu npe- u NOCTTPUKYCIUIATBHBIX JepEeKTax pa3IudaroTCs.
[Tpu HepecTpUKTHBHBIX HOCTTpUKycnuaanbHbIX nedextax (JIMXKIL, OAIl u nedekr aopro-

JeroyHol meperoponaku) Bbicokas JIAD' cymecTByeT ¢ poKIeHHS M BbI3BaHAa MAaCCHUBHBIM
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apTepHOBEHO3HBIM cOpocoM KpoBH. Ilaromornueckoe BO3[EMCTBHE Ha JIETOYHBIE COCYJbI
OKa3bIBAIOT KaK JIETOYHAsl TUIIEPBOJIEMHUS], TaK W MpsAMas Mepeaada JaBICHUS U3 JIEBBIX KaMmep
cepaua [3]. Hexoropsle manMeHTBl €  HEKOPPUTMPOBAHHBIMH  HEPECTPUKTUBHBIMU
HNOCTTPUKYCIIUJAIBHBIMU  JIeeKTaMU JTOKUBAIOT 10 B3pocioro Bo3pacta. [Ipm 3ToM, Kak
MPAaBUJIO, Y HUX UMEIOTCS TSKEJIble HEOOpaTUMBbIe U3MEHEHUS JIETOYHBIX COCYAOB, C Pa3BUTHEM
cugapoma OizenMenrepa. llpu pecTpUKTUBHBIX MOCTTPUKYCHUIAIBHBIX Je(eKTax JIEerouyHo-
cocynucTas 00JIe3Hb Y B3POCIBIX MOXKET HOCHUTh OOpAaTUMBIN XapakTep, a yCTpaHeHue cOpoca
KpPOBH COIIPOBOK/IaThCSl HOpManu3anuen niau cuuwxenuem /JJIA.

Mexanusm paszsutus JIADI npu cnoxubeix BIIC, BkiItodarommx MOCTPUKYCHUIATBHBINA
cOpoc KpOBHU B KauecTBE KOMIIOHEHTa MOpoka (0Ol apTepuaibHbId CTBOJI, MojiHas (opma
aTPUOBEHTPUKYJISIPHOI'O KaHajlla W Jp.), B LIEJIOM COOTBETCTBYET TaKOBOMY IpU IPOCTHIX
nocTTpukycnuaanbubix  Aedekrax. Ilpu uwmanotmunsix BIIC ¢ JIAD (Tpancno3urus
MarucTpalibHbIX COCYAOB, (DYHKIMOHAIBLHO €IUHCTBEHHBIN KEMyI04eK cep/ia U Jp.) JIETOYHO-
cocyaucTas OOJE3Hb MOXET YCYTyONsAThCA 3a CUYeT MHUKPOAIMOONUWH, a IpH TPAHCIO3ULIUU
MarucTpajibHbIX COCYZOB — 3a CYET MOBPEKIAIOLIEr0 BO3AECUCTBUS KHUCIOPOAA Ha IHAOTENINN
JICTOYHBIX apTepuii [22].

[Tpu npetpukycnuaansueix aedexrax (AMIIII, vactuynas popma aTpuOBEHTPUKYISIPHOTO
KaHajla M YaCTHYHBIM aHOMAJIbHBIN JIPEHaXX JETOYHBIX BEH) MAaTOJIOTHMYECKOEe BO3JCWCTBHE Ha
JIETOYHBIE COCY/Ibl OKA3bIBAET MCKIIIOUUTEIBHO TUIIEPBOJIEMUS, B TO BpeMs Kak (pakTop mpsimoi
nepesay BbICOKOTO JIaBJIEHUS U3 JIEBBIX Kamep cepaua orcyrctByer. JIAD wacto pa3BuBaercs
MO3/HEE, HEPEKO Ha TPEThEM-UETBEPTOM JIECATUIIETUN KU3HU, OJHAKO rporpeccupoBanue JIAT
IPOMCXOTUT COOTBETCTBEHHO YCYI'yOJEHMIO JIETOYHO-COCYJIUCTOM Oo0JIe3HH. YcCTpaHeHHe
apTEepUOBEHO3HOr0 cOpoca KpoBU Npu coxpaHeHuu nosbiieHHOro JICC MoxeT He MpHUBECTH K
3HaunMoMy cHikenuto JIJIA [8].

I'ene3 JII' y OONBbHBIX C IIMCTOCOMO30M MHOTO(AKTOPHBIM M BKIIOYAET MOPTAJIbHYIO
TUINIEPTEH3UI0, MECTHBIM BACKYJIUT, BbI3BAHHBIM sSHIaMU TeIbMUHTOB. [ eMoanHamMu4eckue

M3MEHEHUsI 0A00HBI TakoBbIM mipu moptoJIT [7,8].

Ipynna 1. 'Y OGonbubix c¢ JII' Ha ¢oHe 3aboneBaHuil JEBBIX OTIENOB cepila He
OoOHapyKHUBaeTcs TEHETHYECKOro cyOcTpaTa 3aboieBaHUs. MeEXaHHM3MBI, OTBETCTBEHHBIC 32
nosbiieHre JJJIA mpu maTosioruu JIEBBIX OTAEIOB CEPALIA WM KIIAMAHHOIO ammapara JEBBIX
OTJIENIOB Ceplla BKJIIOYAIOT, MPEX/Ie BCEro, MAaCCHBHYIO OOpaTHYIO Mepelady MOBBIIIEHHOTO
napnennst  (noctkamwuisipHas  JII).  IloBemmenne JICC — 00ycioBIeHO — yBETHUSHHEM
Ba30MOTOPHOTO  TOHyCa JITOYHOW apTepuu W/WIM  (UKCHPOBAHHBIM  CTPYKTYPHBIM

peMoeaupoBanrueM Jjerounsix aprepuii [12,13]. Jlo Hacrosiero BpeMEHH HE YCTaHOBJIEHO,
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Kakue (axkTophl OTBETCTBEHHbI 3a pa3BuTHe Tsokenod JII' y psima OOJIbHBIX C pa3BUTHEM

00CTPYKTUBHBIX U3MEHEHUH JIETOYHOTO COCYIUCTOrO pyca.

I'pynna 1. Tlpu pecnupatopHbIX 3a0oJjeBaHUSIX OCHOBHOW mpuunHoi JII' sBisercs
aprepuanbHas runokcemus [1,7]. OHa BbI3bIBACT JICTOUHYIO BA30KOHCTPUKIIUIO MOCPEIACTBOM
IPSIMBIX M OMOCPEOBAHHBIX MEXaHU3MOB. J{MCHYHKIMS SHAOTENHS JIETOYHBIX COCYJIOB MOMKET
OBITH CBSI3aHA HE TOJIBKO C XPOHUYECKOH TMIIOKCEMHUEl, HO U ¢ BocnanenueMm [14,23]. K npyrum
CTPYKTYpHbIM  (haKTOpaM OTHOCATCSA  COKpallleHWe IUIOHIaJd  KalWUILIPHOTO  pycia,
COIMPOBOXKIAIOIIEE JECTPYKLHIO IMAPEHXUMbI JIETKUX, YTO XapakTepHO i SMduzembl u
¢udpoza. Ilpu JII' BcieacTBHE MATONOTHH JIETKUX HM/MIM THIIOKCEMHH TOJIBKO B OJHOM

uccienoBanuu y 6onpHbIX ¢ XOBJI onucan monmmopdusm reHa cepotoHuna [2].

I'pynna V. Tounas pacnpoctpaneHHOCTh 3Toi (opmel JII' He ycranoBiena. Cuuraercs,
yro XTIJII' ormeuaercss npumepho y 0,1-9,1% GomapHbIX, nepenecimux octpyio TIJIA [7,8].
OOCTpyKIusl IETOYHBIX COCYZOB MOKET OBbITh BbI3BaHA HE TOJbKO sMOonamu (XTOIJII), HO u
onyxoyisiMd, uHOpoaHbIMU Tenamu u 1p. [3]. Ilpu XTOJII' renermueckoro cyoOcTpara
3a0oneBaHuss He oOHapykuBaercs. (OCHOBOM MAaTOOMOJIOTHYECKUX IPOILIECCOB  SIBIISETCA
dbopMupoBaHre TPOMOOTHYECKHMX MacC, HE IMOABEPIIIUXCS JIM3HUCY, KOTOpbIE Jajee
(GUOPO3UPYIOTCS, YTO MPUBOAUT K MEXaHHUECKON OOCTPYKIMH JierouHbix aprepuii [4,8]. TOJIA
WK TpOMOO3HI in situ MOTYT BO3HUKATh BCIIEICTBUE HAPYIICHUI B KACKaJe CBEPTHIBAHUS KPOBH,
B TOM 4YHCIe AUCPYHKIUU OHHAOTETUATBHBIX KJIETOK W TpombouutoB [17]. TlaTomorus
TPOMOOIIMTOB U TPOKOAryJSIMOHHBIE W3MEHEHHs MOTYT HWIpaThb HOTEHIMAJIbHYIO pOJb B
(GOopMHpOBAaHUU JIOKAJIBHBIX TPOMOO030B. B OOJBIIMHCTBE CilydyaeB OCTAaeTCsl HE SICHBIM,
ABIIAIOTCS JTU TPOMOO3 U AMCPYHKIMS TPOMOOIMTOB NPUUMHON WIIM CIEACTBHEM 3a00JI€BAHMUS.
BocnanurensHple MHOUIBTpaThl, Kak MpPaBUIO, OOHAapYKMBAlOTCA B MOP(OIOTHYECKOM
Mmartepuaie, noixydeHHoM rpu TOD. Ilpu u3yueHnn KoaryissliHOHHBIX H3MEHEHUH BOITYaHOYHBIH
AHTUKOATYJIIHT oOHapy>kuBaetcs npuMepHo y 10% maruenToB, aHTU(GOCHOTUIHIIHBIE aHTUTENA
-y 20% 60abHBIX [4]. ¥V 39% nauuentoB XTIJII' oOHapykUBaeTCs MOBBIIIEHHBIN TIa3MEHHbBIN
ypoBeHb ¢akropa VIII. Hapymenust pubpunonuza He xapakTepHbl. OOCTpYKTHUBHBIE TOPAKEHUS
B JHCTaJbHBIX JIETOYHBIX apTepUSX MOTYT OBITh CBsI3aHBI C TakUMH (pakTOpamu, Kak
HanpsDKEHUE CJIBUTA, TIOBBIIICHHOE [aBJIEHUE, MPOIECChl BOCMAJICHMs, BBICBOOOXKICHUE

OUTOKMHOB U MEAHUATOPOB, CHOCO6CTBYIOIJ_II/IX KJI€TOYHOM nponﬂ(bepam/m.

I'pynna V. Yacto natodusmnonornyeckie 0cOOEHHOCTH OCTAIOTCSl HE YCTaHOBJIEHHBIMHU
WIHM BBISBISIIOTCSA MHOXKECTBEHHbIEe MexaHu3Mbl [3]. Hambomnee uvactoit opmoii 3Tol rpymnmsl
aBnsercs capkouaos. JII' sBisiercs ciencrBueM puOPO3HO-KUCTO3ZHOIO MOPAKEHUSI TAPEHXUMBI

JICTKUX U TUIOKCCMHUH, OIHAKO B PCAKHUX CIydasaiX pa3sBUBACTCA CAPKOUIHOC IOPAKCHUC
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JIETOYHBIX COCYJIOB C pa3BUTHEM MpekanuwuisipHoro Bapuanta JII' [7]. I'mctruonmTo3 X MoxkeT
MPUBOJIUTH K MOPAKEHUIO JIETOYHBIX COCYJIOB, KOTOPOE HE 3aBHCHUT OT CTENEHU IMOpPAKEHUS
JBIXATENbHBIX TyTed W mapeHxuMbl jierkux [8]. JII' MoxkeT Takke pa3BHBATHCS BCIIEICTBHE
KOMITPECCHUU JICTOYHBIX COCYIOB, KOTOPAs BBIABIIACTCA IIPHU PCHTICHOJIOTHYCCKOM HCCIICAOBAHUN

TPYIHOM KJIETKH.

Mexanuszm JIAI' npu XpOHHYECKOM TeéMOJIM3€ CBSI3aH C MHTEHCUBHBIM MOTPEOICHHEM
okcyzaa azota (NO), 4To MPUBOIUT K CHUKEHHIO €ro OMOJIOrHYecKoi akTUBHOCTH. M3BecTHO,
YTO MPU XPOHUYECKON TeMOJIUTHUECKON aHEMHUU TaKKe CHUXKAETCA MPOAYKLHMS U aKTUBHOCTH
meccermkepa NO — muknumdeckoro ryaHosuHMoHodochara (uI'M®D) B TIagKOMBIIICUHBIX
KJIETKaX JISTOYHBIX COCYJIOB [2].

[Moctkanmmnsapusie popmbl JII' BeiencTBue MaToNOTUU JIEBBIX OTIENOB CEpAlla IpH
reMaTojIorMuyeckux 3a0oneBaHusX BcTpedaroTcs dame (3,3-6,3%) 1o cpaBHEHUIO C
npexkanmwuisipabiMu - popmamu  (2,9-3,7%) [9]. Mexanusmbl pasButus JIIT MoryT BKIOYaTh
xponunueckyro TOJIA, coctosHHe TOCHE CIUIEHIKTOMUM, 4YacTo BbIsABIseTcs BbicOkui CB,
MOPKEHUS JICBBIX OT/ICIOB CEP/IIla U MOBBIIICHHAS BI3KOCTh KpoBH [3].

Takum o0pa3zom, nucbanaHc MEXIy  TPOMOOTHYECKUMH, MUTOTE€HHBIMU,
MPOBOCIIAINTEIPHBIMU, BA30KOHCTPUKTUBHBIMH (DakTOpaMu U MeXaHW3MaMH OOpaTHOTO
JEHCTBUSI-AaHTUKOATYJITHTHBIMH, AHTUMUTOT€HHBIMHU, Ba30AMWJIATUPYIOUIUMHU, CIIOCOOCTBYET
Ba30KOHCTPUKIIMK M TpomMOo3aM, MNpoidudepaTuBHBIM W BOCHAIUTEIBHBIM H3MEHEHHUSM B
JIETOYHOM MUKPOLUPKYJIATOPHOM pycie. Pa3Buthe M NporpeccupoBaHUE MATOJIOTMYECKUX
0OCTPYKTHUBHBIX MPOIIECCOB B JIETOYHBIX COCyAax MpuBoaUT K mosbimeHuto JICC, neperpyske u
nekomrencanmun  [DK  [1,2,7]. ®dynkmus mocnenHero  ompenenseT  (QYHKIIMOHAIBHYIO
croco6HOCTh U TiporHo3 6onbHbIX JII'. He sicHo, mouemy y HekoTophix 6ompHBIX [DK nmurensHO
COXpaHsIeT CIOCOOHOCTh MOJAEPKHUBaTh (QYHKIUIO, B TO BpeMs KaK Yy JIpYrux OBICTPO
pa3BUBaeTCS JEKOMIICHCAIIMS, KOTOpasi MPOSIBISIETCS KaK MCTOHYEHUE CTCHKHU, AHIaTaIiius
MOJIOCTH, yMeHbIeHue ¢pakuuu BbIOpoca. [1JK HOBOPOXIEHHOTO JydYIle aXanTUpPyeTCs K

nosbieHnto JICC, 4ro MoxeT 00bACHUTD JIyullyto BebKHBaeMocTh nipu JIAT Benencreue BIIC

[8,22].

5. JNuAEeMHOJIOTHA U NIPOTHO3

B Hacrosiiee Bpemsi TOUHbIE SMHMIEMUOJIOTHYECKUE JaHHbIE O pacnpocTpaHeHHocTu JII' B
MHUpe OTCYTCTBYIOT. M3BecTHO, uTo B BenmkoOputanun oHa coctaBiser 97 NalMeHTOB Ha
MIJUITMOH B TIOMYJISIIUK TIPU COOTHOWICHWHU KeHIuHbl/ MyxkunHbl 1,8:1 [3,7]. ITo nmanHBIM
3apyOeKHBIX HAOJIOJICHUI, TPH CKPUHHUHTE C TOMOIIbI0 3xokapauorpaduu (OxoKI) y 4579

6onpHbIX mpu3Haku JII' (cuctommueckoe JIA (CHJIA) >40 mm pt. ct.) obHapyxeHsl y 10,5%
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oompHBIX [8]. U3 Hux 78,7% mnamuentoB mmenu JII' BclieIcTBHE IATOJOTHH JICBBIX OTIICIIOB
cepana, 9,7% — na ¢oune naronorun nerkux, 4,2% u 0,6% — JIAT u XTOJII" cooTBEeTCTBEHHO, B
6,8% cnaydaeB YCTaHOBUTHb MPUYUHY MATOJOTUU HE MPEACTABISUIOCH BO3MOXHBIM. Takum
obpaszom, JII' BciaeacTBue maronoruu JeBbiX otnenoB cepaua (rpynna ll) sBasercs nambosee
pacnpocTpaHeHHOU (POPMOIT MATONOTHH.

I'pynna 1. JIAT' — opdanHoe 3ab0jeBaHNE C PACIPOCTPAHECHHOCTHIO B OOIIEH MOIYIISITUN
15-60 cnyuyaeB Ha MWUIMOH HaceleHHs W 3a0oneBaeMocTbio 2,4-10 ciydyaeB Ha MUJUTHOH
Hacenenuss B rox [3]. Pacmpoctpanennocts WJII' cocraBisier 5,9 ciiydyaeB Ha MHJLTHOH
HaceJIeHus, a 3a00JIeBaeMOCTh - He OoJiee 1-2 cilyyaeB Ha MUJUIMOH HaceJeHus B 1o [7].

WJII' mokeT BO3HUKHYTH B JIFOOOM BO3pacTe HE3aBUCHUMO OT moia U packl. CoriacHo
naaabM iepBoro peructpa NIH (CIIA), BemmonaenHoM B 1981-19851r., cpennuii Bo3pact y 187
OO0JIbHBIX cocTaBHII 36 JIET, COOTHOICHHE XKeHIMHbI Myx)unHbl — 1,7:1 [24]. HauGonee wacto
nebroT 3a0oneBanus orMevancs B 20-30 net y sxenuus, B 30-40 et — y My)uuH. 9% manueHToB
Oobutn ctapme 60 aet, 8% — monoxe 20 yer. CpenHuid epuoa OT TOSBJICHHS CHMIITOMOB JI0
YCTQHOBJICHHs JTMarHO3a COCTABIISI OKOJIO 2 JieT. 3a TOCIETHHE TOABl JAaHHBIE 3apyOeKHBIX
PETUCTPOB YKa3bIBAIOT HA H3MEHEHHUE JIeMorpaduuecKux xapakrepucTik. Tak, B EBpore cpeaanii
Bo3pact OonpHbIX WMJII" Ha MOMEHT yCTaHOBJIEHMs TUArHO3a COCTAaBUI 52 rojia, COOTHOIICHHE
xenruabl/ myxuuabl — 1,6:1 [3]. ITo manusiM Poccuiickoro peructpa, y maruentos ¢ WUJIT
BO3pacT HA MOMEHT YCTaHOBJIEHUs AuarHo3a cocrasisaer 41,0+12,8 rona, 3a nocnennee 10-netue
OTMEUaeTCs] BO3PACTaHUE COOTHOIICHHUS KEHIIUHBI/MYX4rHbI 10 5,4:1 [25]. [lepuon Bpemenu ¢
MOMEHTa MOSIBICHUS KaJI00 10 YCTAaHOBJICHUS IMarHO3a COXpaHsIEeTCs OKOJIo 24 Mmec.

B crpykrype JIAI', mo naHHBIM PErMCTPOB, OKOJIO IOJIOBMHBI manueHToB nmeror WIIT,
Hacienyemyto JIAI' wim JIAI' BcienctBue npueMa JekapcTB M TOKCHMHOB. Ilo  naHHBIM
Poccwuiickoro peructpa, rpymma WJIT cocranser 41%, 36,6% — JIAT-BIIC, 19,3% — JIAT-
C3CT, 1,8% — noptoJIl', 0,6% — JIAI'-BUY, 0,4% — HJIAT, 0,4% — JIAT BcienctBue mpuema
nekapctB/TokcuHoB [8,10].

[To maHHBIM 3apyO€KHBIX PETUCTPOB, Cpeau accouuupoBaHHbIX (opMm JIAI Hamnbonee
yactoit npuunHoi sBisirorcss C3CT u BIIC — cucremHo-nerounsie myHThl [26-28]. TlamueHTs
c cuHApoMOM OiizeHMeHrepa crapue 18 neT JIeMOHCTpUpPYIOT Oojee OiaronpusATHBINA
TeMOJIMHAMHUYECKHIA TPO(UIb M JTyYLIyI0 BBDKUBAEMOCTh IO CpaBHEeHUIo ¢ rpynmoi WIIT [22].
JIAT npu CCJl xapakrepusyercst HanOojiee HeOIaronpusaTHbIM IIPOrHO30M: TaK, €CIIU TOAUYHAs
cmeptHocTh ipu MJIT" cocrarnsier 15%, To nipu JIAT npu CCJ1 — 30% [7]. Pannsis quarHoctuka

Y CBOEBPEMEHHOE HavyaJlo JIEYEHUsI CIIOCOOCTBYIOT YIIyUILIEHHUIO ITPOrHO3a.

B nmutepartype oOHapyKHUBAIOTCSI MPOTUBOPEUMBBIC CBEICHHS O BEDKHBAEMOCTH OOJIBHBIX C

noptoJII'. B peructpe REVEAL (CIIIA) 3-neTHsisS BBDKMBA@MOCTh 3THUX OOJIBHBIX COCTaBHIIA
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40% B cpaBuenuu ¢ 64% npu WJII' [27]. Hanpotus, Bo (paHIly3CKOM perucrpe 3-JIeTHss
BBDKMBAEMOCTh MareHToB ¢ moptoJll’ Obuta Heckombko mydme, dem npu WUJIT (68%) [26].
Paznuunss MOryT OBITH CBSI3aHBI C Pa3IMYHON BBIPAKEHHOCTHIO TMOpakeHHs nedeHu. Eciu B
peructpe CIIIA GonbumHCTBO 60bHBIX ¢ TOPTOJI[" HampaBIAIUCHh B HEHTPHI TPAHCIIAHTALIUH,

TO BO PpaHIly3CKOM PErucTpe y OOJBHBIX OTMEYAJICS IUPPO3 MEUCHU JIETKOM CTereH .

o mosBieHusT BICOKOI(P(PEKTUBHON aHTHPETPOBUPYCHOW Tepamuu M BHeapeHus JIAT -
crienupuYecKux MpernapaToB TOAWYHAS BbDKHBaeMOCTh marueHToB ¢ JIAI'-BUY cocraBmsuia
okoJ10 50%. I1o nanHpIM @PaHIy3CKOIO PErucTpa, B 3Py COBPEMEHHOM T€panuu BbIKUBAEMOCTh
OosbHBIX B TeueHue S5 set gocrturaer 70%. Hopmanuzanus nmokasareneit TeMOJUHAMUKHU TIOCIIE

HECKOJILKUX JIET JICUeHHUs1 HaOIoaaeTcs npumepHo B 20% cirydaes [ 7,26].

CwmeptHocTh O0nbHBIX ¢ JIAIT BcrmencTBue mmcTocoMo3a cocTaBisieT okoio 15% B
teuenue 3 neT. HekoHTponupyemble ucciefoBaHus Mokazanu, uyTo JIAI—cneuunduueckas
Tepanus MOXET yIydImuTh KiuHudeckue ucxonawl [3]. TIporuo3 Gombhbix ¢ JIBOB u JIKIA
CYIIECTBEHHO XyKe 1o cpaBHenuto ¢ WJIT [11].

I'pynna 1l. Ilo snuaemuosiornyeckuM naHHbIM, y 75% OosbHbix JII' oOycioBiena
naroyiorueii jgeBbix otaenoB cepana [3,12]. Pacupocrpanennocts JII' mpu XCH Bo3pacTaer mo
mepe yxymamenuss @OK. Ilpusnaku JII' BeisBistores y 60% OGombHbix ¢ XCH Benenctue
cucronnuecko gucoyukuuun JDK u nmo 70% mnmauMeHToB, UMEIOMIMX H30JIMPOBAHHYIO
macronuueckyro auchynkmmio JOK [13]. Pacnpoctpanennocts JII' mpu Hanmu4uy KIiamaHHBIX
IIOPOKOB JIEBBIX OTJEJIOB CEPALIA 3aBUCUT OT TSDKECTH TIeMOJMHAMHUYECKMX HapymeHui. JII'
pa3BUBAETCs MPAKTUYECKH BO BCEX CIydasX MNOPAKEHMM MHUTpaIbHOrO KiamaHa u 10 65%
CITy4aeB MPU CTEHO3€ YCThs a0pThI [ 7].

I'pynna Ill. Pacipoctpanennocts JII' mpu XOBJI npu Hamumuuu, mo MeHbIeH Mepe, OTHOM
TOCIUTAIN3ALUM BCIEICTBUE JbIXaTENbHON HENOCTaTOYHOCTU cocTaBisieT A0 20% ciayuaeB. B
pa3zBepHyToil ctamun XOBJI wactora JII' Bo3pactaer (>50%), mpu HMHTEPCTHIHATBHBIX
3a00JIeBaHUSX JIETKUX pacrnpoctpaHeHHocTs JIIT mocturaer 32-39%. Hebonblmoe MOBBIMIEHUE
JUUIA dacto BcTpedaeTcsi MpU TXKEIOM HMHTEPCTHIMAIBLHOM 3a00JIEBaHUU JIETKUX M TAXKEION
XOBJI [7,14]. Coueranue ¢ubpo3a u 5M(U3EMBbI JIETKHX CIHOCOOCTBYET Oojiee YacToMy
BO3HUKHOBeHMIO JII', mpu 3TOM OoT™Meuaercs Tskenas JIT.

I'pynna V. Pacnpoctpanennocts XTOJII' cocraBmsier 8-40 cioyyaeB Ha MUJUIMOH
HacesneHus. B Mcmanckom peructpe pacnpocTpaHeHHOCTh  3a0osieBaeMocth X TIJIIT cocTaBumm
cootBercTBeHHO 3,2/ 1 mumH. m 0,9 cimywaeB Ha mwumoH B ron [4]. Ilpeamonaraercsi, 4to
UCTHHHAs pacnpocTpaHeHHOCTh X TIJII MoeT ObITh 3HAUUTENBHO BHIILIE.

XTOJII' sBnsieTcst OTHANEHHBIM ocioxHeHueM octpoil TDJIA ¢ uvactortoit passurusa 0,1-

9,1% B TeyeHHWe MEPBHIX ABYX JIET TOCIe mepeHecenHoro smusona [4,7,17]. Mo maHHBIM
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MeXIyHapOoaHOro peructpa, y 50-75% Oonpubix XTOJII' B anHamMHe3e oTMeuanach nepeHeceHHast
TOJIA wnmu Tpom603 TayOoKMX BeH HWXHUX KoHewHocted [3]. Ilo mamabiM Poccmiickoro
peructpa, y 205 60npHBIX ¢ BrepBbie BoisiBIeHHOW XTOJII™ ykazanus Ha TpoMOO3bI BEH HIIKHUX
KOHEYHOCTEH B aHaMHe3e umeinch y 38%, HacneacTBeHHbIe TpoMOopumun —y 25% [28].

I'pynna V. VYuutpiBas TeTEPOr€HHOCTh TPYIIBL, OLEHUTh PACHPOCTPAHEHHOCTh U
3a00J1€Ba€MOCTh HE TIPEJACTABIACTCS BO3MOXKHBIM. Y 6,2-10% manueHToB CEeprOBUIHO-

KJICTOYHOI aHemueit nmeercs nobimenue cp.JJJIA >25mm pr. cr. [8].

6. /lmarHocTuka

Crpareruss guarHoctuku npu JII'  mpeamosiaraer  mpoBeAeHUE — KOMILIEKCHOTO
o0cIiieIoBaHUS C LENbI0 YCTAHOBJICHUS AMAarHO3a W KIMHUYECKOW TPYIbI, (YHKIMOHAIBLHOTO U
reMOJIMHAMHUYECKOr0 cTaTyca nanueHToB [1,2]. OCHOBHBIMH 33JjadyaMu SIBJISIFOTCS: ONpE/ICICHUES
BEPOSATHOCTH Hanuuus y nanuenrta JII' ¢ uckimodeHneM Haubolsiee 4acThIX MPUUYMH (TATOJIOTUS
JEBBIX OTJIENOB Ceplla, XPOHMYECKHE peclnupaTopHble 3a0ojeBaHMs, nepeHeceHHas TOJIA);
Bepudukanus auarao3a JIAT mpu KIIOC; onenka @K (BO3) u crpatudukamnms pucka ¢ Ueiabio
BBIOOpA aJIeKBaTHOM criennuueckoit repanuu [3,8].
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rETpHiypeTsecsmi  menmiag], KO

Jnarnoctuueckuid anroputm npu JII' BKIIO4aeT Cleayronme dTarbl:
1. ckpunuHT (3KaI00bI, 0CMOTP, (PAKTOPHI PHCKa, JaHHBIE 00CIICIOBAHNN);

2. ompenenenue BepositHocTr JII' py moMorw TpaHcTopakairbHoH IxoKT,
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3. uckiroueHne HambOonee yacteix npuuuH JII, B mepByro odepenb MaTOJOTHH JIEBBIX
OTJIEIIOB Cep/Ia U JICTKUX;

4. uckmouenune XTIJIT (rpynma 1V);

5. Bepudukarus auarsosa JIAL, yrouneHre HO30I0THYECKO (POpMBI;

6. ouenka K (BO3) y Bcex OonbHBIX; cTpatndukanus pucka npu JIAT (puc. 1,2).
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T et
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PucyHnok 2. JluarHocTuyecKnuu ajropurM

6.1. KimHnuveckue Npu3HAKH U CUMIITOMBI

Bce wximnudeckue cumnromsl JII', BhIABIsS€MBble NMPU ONpPOCE M OCMOTpE OOJBHBIX, HE
ABJISIFOTCS TATOTHOMOHHWYHBIMH, 4TO 3aTPYJHSET PaHHIOK JUArHocTuky. Ha HadasbHOM 3Tame
3a00JIeBaHHE MOXKET MPOTEKaTh 0ecCUMNTOMHO. CHEKTp KIMHUYECKHX CHMIITOMOB (OJIBIIIKA,
NOBBIIIEHHAsT YTOMJIAEMOCTh M clabocTh, Oonu B 0OOJIACTH cep/ua, TOJIOBOKPY)XEHUS H
CHHKOTIaJIbHbIE COCTOSIHUSI) 00YyCIIOBIIEH, IIaBHBIM 00pa3oM, JABYMs MPUYUHAMH - CHH)KEHHEM
CB u Hapymienuem tpancmnopTa kuciopona u [1,3]. Xapakrepusimu cummnromamu JII' sBisroTest
KallleJab ¥ KPOBOXAapPKAHbE.

Ooviwuka MHCTIMPATOPHOTO — XapakTepa BbIpakeHAa B  Pa3IUYHOM  CTEMEHH: OT
MUHHMAJIbHOMH, TPU BHIMOJIHEHUH 3HAYUTEIbHOMN (pU3nuecKoi Harpy3Kku, 10 BO3HUKAIOIIEH 1axe
B MOKOE, MPU BOJHCHUHU WM PA3roBOpe, MPU HE3HAYMTENbHBIX ycwiusax [1,25]. Ompika npu

buznyeckux Harpyskax sBisieTcs HauboJiee 4acThbIM NEpBBIM CUMOTOMOM 3aboneBaHus. Kax
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MpaBWJIO, C TeueHHueM OO0JIe3HU OBbIIIKAa MPOrpeccUBHO HapactaeT. [Ipu 3ToM mpuctynos
YAYIIbS 0OBIYHO HE HAOIOIAeTC .

bonu 6 epyou y nanpentoB ¢ JII' 0OBIYHO UMEIOT HEOTIPENEICHHBIA XapaKTep: JaBsIIue,
HOMOIIIME, KOJIIOLIUE, CKUMaoIKe; 0e3 YeTKOro Hayvaja, IpOoAO0KUTEIbHOCTBIO OT HECKOJIBKHUX
MUHYT JI0 CYTOK, YCUJIUBAIOTCA NMPHU (PU3HUECKUX HArpy3Kax, OOBIYHO HE KyMHUPYIOTCS IPUEMOM
HUTPOTJIMIEpUHA. Y psijia TAlUeHTOB OTMEYAIOTCS TUIMHUYHBbIE MPUCTYNbl CTEHOKApAUU-
MHTEHCUBHBIC IPUCTYIIBI CKUMAIOIIUX OOJIeH 3a TPYIMHON, C Mpparanneil B JIEBYIO JONATKy U
PYKY, YTO MOXKET MAacKHpOBaTh WIIEMUYECKYIO0 OOJE3Hb cepiala M Jaxe OCTPhId HH(apKT
muokapaa [2,25].

bonee yem y monoBuHbl OonbHbIX ¢ JII' OoTMeuaroTcs 201080KpydceHUss U 0OMOPOKU,
npoBouMpyemMble  (U3NYECKON Harpy3koil. OOBIYHAs MPOJODKUTENHFHOCTH  OOMOPOKOB
cocrapisier 2-5 munyt, uHoraa a0 20-25 munyT [29]. BonbmMHCTBO OOJBHBIX JKaIyeTcs Ha
cepoyebuenuss u nepedbou & pabome cepoya. Ilpu s3rom Ha DKI 310KadecTBEHHbIE HAPYIICHUS
pUTMa, KaK MPaBUJIO, HE PETHCTPUPYIOTCS, Yallle UMEETCSl CHHYCOBasi TaXUKapIHsl.

Kawenv otmeuaercss y tpetu Oonbnbix ¢ JII', cBsi3aH, MO-BUIMMOMY, C 3aCTOMHBIMHU
SIBJICHUSIMH Y ITPUCOCAMHEHUEM BOCTIAIUTEIILHBIX M3MCHEHHH B JIETKUX M OpoHxax [8].

Kposoxapxanve 0OBIMHO BO3HHUKAET OJHOKPATHO, HO MOXKET IMPOJIOJKATHCS HECKOJBKO
JTHEH, CBsI3aHO KakK ¢ TpomMO0oAMOOIMe B MeNKUe BETBU JICTOYHON apTepHH, TaK U BCIEACTBUE
paspbiBa MEJIKKX OPOHXHMAIBHBIX apTEpUil CIIU3UCTON 00010uKK Oporxos [1,25].

Cumnmomol, c6A3aHHBIE C CONYMCMEYIOUUMU 3A0071€6AHUAMU, YKA3bIBAIOT HAa
BO3MOXKHYIO KIMHMYecKyto rpynmny JII'. OpTonHO3 M mapokcu3MaabHOE HAPAaCTaHME OJBIIIKU B
HOYHBIE Yachl YKa3bIBAE€T HA 3aCTOMHBIC SBJICHUS B MAJIOM Kpyre KpoBOOOpAIIeHHUs BCIEJICTBHE
HOpaXKEHHUs JIEBBIX OTIe0B cepaua [1,2]. ApTpanruu, KoXKHbIE MPOSIBICHUS, JINXOPAIKa U JPYTrHe
CUMITOMBI 3a00JIeBaHUI COEIMHUTEIBHON TKaHU YKa3bIBatoT Ha cBA3b ojbliku ¢ C3CT. Xpan u
HOYHOE aIfHOd, CBSI3b OJIBIIIKK C HapYIICHUSMH JIBIXaHHS BO BPEMsS CHa TpeOyeT MpOBEICHHS
MOJIMCOMHOIpaMueCcKOro NCCIIEAOBAHMS.

Cumnmomwt npozpeccupoeanusn 3aboneeanun. OTEKH HWKHHMX KOHEYHOCTEH, AaCLHT,
CHI)KEHHE alleTuTa, BhIpakeHHas c1abocTh cBUETEeNbCTBYIOT 0 nuchynkuuu DK, Hapactanumn
CTETICHU TPUKYCIHIAIBHOM HemocTaTouHoCTH [8].

Anamnecmuueckue ceéedeHus. YUUTbIBAasl YCTaHOBJIEHHBIN reHetnueckuil acnekt JIAT,
HEOOXOIMMO  HUCKIIOYUTh  HAIWYME  XapaKTepHOHW  KIMHUYECKOM  CHUMNTOMATUKUA Y
POJCTBEHHUKOB OoibHOro. CreayeT y4uThIBaTh NOTEHUUANbHBIA puck pa3BuTus JIADL mpu
NPUMEHEHUN JIEKApCTBEHHBIX MpEnaparoB, TOKCUHOB (aHOPEKTHKH, parcoBO€ Macjo),
xumuoTepanuu (1ukinodpocdan, Oneomunma u ap.) (raém. 3.2., 6.1.) [1,3]. Jduarno3 JIAT
BBICOKOBEPOATEH Y OOJBHBIX C KIMHUYECKMMU CUMIITOMaMH, Bo3HMKarommmu Ha ¢one C3CT,

nopranbHoi runeprensur, BUY-undexkunn, BIIC, BeHO3HBIX TpoMO030B. Y MHOTHX OOJIbHBIX
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XTOJI' mpocnexxuBaercsi CEeMEHHbIA aHAMHE3 BHE3AIHOW CMEPTH, CEPIICUHO-COCYIAUCTON

MaTOJIOTMHU ¥ MMOBBIIIEHHONW HAKJIOHHOCTH K TpoMOooOpa3oBanwuio [4,28,29].

K He3aBucumbiM ¢aktopam pucka paszputus XTOJIIT oTHOCATCS:

CILUICHAKTOMHUS,

HIepeHeCceHHas

BCHTPUKYJIO-BCHO3HBIC IOYHTBI JIA JICUCHUSA H/mpoue(bannu, YCTaHOBKa

LOCHTPAJIbHBIX BHYTPUBCHHBIX KaTCTCPOB MK OJJICKTPOAOB JJICKTPOKaApAHOCTUMYJIATOPOB,

3aMECTUTCIIbHAA TCpariusgd ropMOoHaMu H.IHTOBPII[HOﬁ KEJIE3bl, OHKOJOI'MYCCKUE U XPOHHUYECKUEC

BOCHIAJIUTENbHBIC 3a00eBanus [3,4].

6.2. ®U3UKAJBHBIA 0CMOTP.

[Tpu pusukansHOM ocMoTpe y nanueHToB ¢ JII' Hanbosee yacTo BBIABISAETCS aKPOLIMAHO3,

npu AJIUTCIbHOM TCUYCHHUH 0o0/Ie3HN — H3MEHEHHUS (banaHr NNaJibCeB I10 THUITY «6apa6aHHbe

MAJI0YCK» M HOTTCH B BUJE «9aCOBBIX cTekom» (Tadua. 6.1.) [1,8]. V¥ mamuenToB ¢ sMmpuzemoit

JIETKUX UMEETCSl U3MEHEHHE (POpPMBI IPYIHOM KJIEeTKH («00oukooOpa3Hasy rpyaHas kiuerka). [Ipu

Pa3BUTHH HpaBO)KeHy,HOQKOBOﬁ CGp,Z[C‘IHOﬁ HEJOCTAaTOYHOCTH OTMCYAIOTCA Ha6YXH_II/Ie IIeHHbIE

BCHBI, I'CIIaTOMCTalInA, nepn(bepﬂqe(:KHe OTCKHM, aCOUT. HpI/I AyCKYyJIbTallUnu C OONIBIIION I[O.]'I@ﬁ

BCPOATHOCTU MOXKXHO YCTAHOBUTH HAJIWYUC TIIaTOJIOrMM JICTKUX W CE€pAaua,

a TaKXeC

BbIpaxkeHHOCTh JII'. XapakTepHbIMH aycKylIbTaTUBHbIMU IpusHakamu JII' sBistorcs akueHt ||

TOHA HaJl JIETOYHOM apTepuei, NMAHCUCTOJIUYECKUN CHCTOJIMYECKUH IIyM TPUKYCHUIAIbHOU

HEeZ0CTaTOYHOCTH, yM ['paxema Ctwina [2,7].

Ta6auna 6.1. PexkoMengannu no nepBUYHON AUArHOCTUKE Y 00J1bHBIX ¢ JIT'

Pexomenpauuu Kuaace Yposennb
PEKOMEHAALNH | T0KA3ATEJbHOCTH

PexomMenyercs ocymiecTBIsATh COOp Kano0, MOIHBIX CBEICHHM I C

MEAMIMHCKOTO U CEMEMHOI0 aHaMHE3a Y BCEX MALIUEHTOB C

noao3penneM Ha Hanmumuue JIT' [1,7,29].

PexoMeHayeTcss HCKIIH0YaTh HaIN4ne KIMHUYECKON I C

cumntoMatuku JIAI' y poCTBEHHUKOB MallM€HTOB, YUUTHIBAs

BO3MOXKHBIN HacieayeMblii xapakTep 3abosieBanus [2,7,8].

PexoMenayeTcst yuuThIBaTh NOTEHUUANBHBIN PUCK pazButus JIAT I C

P IPUMEHEHHUHU JIEKaPCTBEHHBIX MTPENapaToB, TOKCUHOB

(aHOpPEKTHKH, paricoBOE Macjo), XUMHOTepanuu (1ukinodocda,

oneomunviH u 11p.) [1,7].

Pexomennyercss mpoBecTH (DU3HMKAIBHBIM OCMOTP (Hapy>KHBIN I C

OCMOTp OIICHKa POCTa M MAacChl Tella, YPOBHS (H3UYECKOro
pa3BHUTHUS) Y BCEX MAlMEHTOB C MOAO3peHHeM Ha Hammuue JII

3,8].

6.3. UHcTpyMeHTA/IbHBIE METO/IbI 00CJIeJ0BAHMNSI.

6.3.1. DnexkTpokapauorpadus.

BoisBnsitoress mpusHaku runeptpodun u neperpysku IDK, nunaranuum m runeprpodun

npaBoro npencepausi (IIT) (p-pulmonale), oTkioOHEHHE >IEKTPUUSCKON OCH Cepjlia BIPaBO
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(ra6a. 6.3.1.). Ilpusnaku runeprpodun DK BeisiBistorcs y 87% OOMbHBIX, OTKIOHECHHE
JJIEKTPUYECKOW ocu cepana BopaBo — y 79% OomeHbix ¢ W [8,24]. YuuthiBas, 4TO
4yBCTBUTEIBHOCTh diekTpokapauorpapuu (OKI) mpu JIAD cocraBuser smmb 55%, a
cneuuduynocts — 70%, OKI' He MoxkeT paccmaTpuBaTbes B KadecTBe MeTona ckpununra JIATL,
IIOCKOJIBKY Y OOJIBHBIX MOXeT 0OHapyxuBatbcs HensMmeneHnas DKI [1,30]. V mauuentos ¢ JII'
MOTYT Pa3BUBAThCS HAKEIYyJAOYKOBBIE HApYLICHHUS pUTMa, Yaile (GUOPUIUIALUS MPEACEPAUl.
UYacroTa pa3BUTHS MepLATeIbHOU apuTMuH aocTturaet 25% B 5 teuenwue yer [8,31]. Apurmus
npuBOAUT K cHmwkeHuto CB, ycyryOmssi remMoguHaMu4eckue HapymeHus. Y MalHeHTOB ¢

KajobaMu Ha cepiieOneHus, nepedbon B paboTe cepiia HeOOXOAUMO MPOBEACHUE CYTOYHOTO

OKI'-MoHUTOpUpOBaHUS.

Tadauua 6.3.1. PekoMeHgaunu 1o MHCTPYMEHTAJIbHOM JUATHOCTUHKE Y 001bHBIX ¢ JIT

Pexomenpanuun

Kaace
peKoMeHIaluu

YpoBeHb
JA0KAa3aTeJIbHOCTH

PekoMeHyercss TpoBeleHUE dIeKTpoKapauorpadum y Beex|
6onbabIX JII' [1,7,30].

C

Pexomenayercs npoBeeHHE CUHTE3UPOBAHHOM
BeKTOpKapauorpaduu y 601abHbBIX ¢ mogo3penrem Ha JII' [30,32].

Ia

C

Pexomengyercs mpoBeieHre PEHTTeHOTpauu OpraHoB rpyIHON
KJIeTKH Y Bcex 0onbHbIX JII [3,4,7].

Ia

Pexomennayercs [IPOBEJICHUE TPaHCTOPAKAIbHOU
sxokapauorpagpuu y Bcex OOJbHBIX ¢ Mojo3peHuem Ha JII'
[1,7,36].

PexomeHayeTcst TpoBeleHHE JIETOYHBIX (YHKIIMOHAIBHBIX
TECTOB Il BBISIBICHUS OOCTPYKTHUBHBIX WM PECTPUKTHUBHBIX
U3MEHEeHUH ¢ nenbto auddepeHmansHoi auarHoctuku JIIN u
YTOUHEHUS TSDKECTHU MOPayKeHUs JIeTKux [7,34].

PexomeHayeTcst mpoBeleHHE BEHTHIALMOHHO-TIEP(Y3nOHHOM
CHUHTUTpapuu JIETKUX Yy BCEX OOJBHBIX C IMOJ03PEHUEM Ha
nanmnune XTDJIT [2,4,40].

B CJIyda€ HCEBO3MOXHOCTH TIIPOBCACHHA BCHTHUIIIIHWOHHO-
neppy3MOHHOW CHUHTUTpAQUU PEKOMEHIYETCSl COYETaHHOE
uccienosanue nepdysznonHon cimarurpaduu u KT [4,8].

Ila

Pexomennyercs mposenenue KT-anruonmyneMoHorpaguu y
BceX O0NBbHBIX ¢ mogo3penuem Ha XTOJIT [4,7].

Pexomennyercs [IPOBEICHUE MarHUTHO-PE30HAHCHOU
tomorpaduu y 60nbHbIX ¢ JII' U1 OLEHKH MaTOJIOTUYECKUX U
(GYHKIIMOHAIBHBIX HM3MEHEHHH ceplla M JIETOYHBIX COCYIOB

[7,42].

lla

VY31 opraHoB OproIIHOM MOJOCTH PEKOMEHJYeTCs] OOJIBHBIM C
JIT' i MCKITIOYEHHs MATOJOTMU TICYCHH W/WIM TOPTaTbHON
runeprensuu [3,7].
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Ecnmu wusmenenus ©Ha OKI' BO3HMKAOT 0OpH HAIMYUMU JOCTATOYHO BBIPAKEHHOMU
runeprpopuu  WpaBbIX  OTAENOB  CepAana, TO C  IOMOIIBIO  CUHME3UPOBAHHOIL
eéexmopkapouozpagpuu (BKI') >TH W3MEHEHHS MOXXHO JUArHOCTHUPOBATH B 0oJiee paHHUX
cragusix. BKI  BeuBaser mnpusHaku runeptpoduum u  meperpy3ku IDK ¢ Oombieit
TUarHocTuuecko To4yHocThio, yeM OKI' (uyBctBuTensHOoCTh 70%, cnemudbudnocts 83%);
MO3BOJISIET OPUEHTHUPOBOYHO OIEHUBATh TspKecTh mneperpy3ku [DK, a Takke Moxer
UCIIOJIb30BATHCS KaK JOTIOJIHUTEIBHBIN MPETUKTOp Tporuo3a (Tad. 6.3.1.) [32,33].

6.3.2. Pentrenorpadgusi OpraHoB rpyJAHOM KJIETKH.

Meton mno3BosiseT yTo4HUTh NpuuuHy JII': BBISIBUTH MHTEpPCTHIHANIbHBIE 3a00JI€BaHUS
nerkux (rpymma III), mpuoOpeTeHHBIE M BpPOXKICHHBIC MMOPOKH CEPJIa; BEHO3HBIM 3acCTOW B
JIETKUX IPU NATOJOTUU JIEBbIX OTHENOB cepaua (rpymma II), a Ttakxe cyauts o Tspkectu JII.
W3meHenus mpu peHTreHorpaduu OpraHoB TPYIHOW KIETKM He 3aBUCAT OT crenenu JII,
M03TOMY HEW3MCHEHHAas KapTHHA He MckiovaeT Hamuuue JII' (Tadu. 6.3.1.) [1,8]. OcHoBHBIMU
pEHTTeHOJIOTHYeCKUMU npu3Hakamu JII' sBIstOTCS BRIOyXaHUE CTBOJIA U JICBOH BETBH JICTOYHOM
aprepun (JIA), koropbie hpopmupyroT B npsiMoit npoekuuu I ayry no jieBoMy KOHTYpy cep.ua,
pacuiMpeHre KOpHe JIeTKuX, B OoJiee Mo3/IHEeH CTaau — yBEJIHUYEHHUE MPaBbIX OTACIOB CEepAlla.
VY nauuentoB ¢ Tsokenoi JII' oOHapykuBaeTcs MeBpaabHbIA BBITIOT.

YV 6onpmuHcTBa 601bHBIX MJIIT oTMeuaeTcs gumaranus HeHTpalbHbIX JIA C MOBBIIIICHUEM
NPO3PaYyHOCTH JICTOYHBIX TOJICH Ha mepudepun 3a cyeT 00eTHEHHS JErOYHOro pucyHka [24,25].
VY OonbHbix ¢ XTOJII' MOXHO BBISIBUTH NMpPHU3HAKM, YKa3blBAIOLIME Ha HAJIU4YMEe TPOMOOB B
KpymHbIX BeTBAX JIA- pacmmpeHue CTBoJia W TJIaBHBIX BETBEH, cUMOTOM naedopmanuu u
yKopoueHus KopHs [4]. Cnenududeckium npu3HaKoM sBIsieTcsl 00eJHEHHE JISTOYHOTO PUCYHKA B

30HE€ HapyIIEHHOTO KPOBOCHAOKEHUSI.

6.3.3. HccaenoBanue (YHKUMH BHEIIHEro /AbIXaHMsl/ AaHAJM3 Ta30BOro COCTaBa
apTepuajbHON KPOBH

Ouenka QyHkimu BHeuHero apixanus (®BJ]) mo3BosiseT BBISBUTH BKIIAJI MOPaXKECHUI
JIBIXaTeNNbHBIX MyTeH WM MapeHXWMBI JIeTKuX B pazButue JII': BBIIBUTH OOCTPYKTHBHBIE WU
pectpukTuBHble M3MeHeHHs (rpymma III) ¢ mensio nuddepenumansuoit nuarnoctuku JIIN u
YTOYHEHUS TSDKECTH JIerouHo# maromoruu (Tadma. 6.3.1.) [1,7]. Tlockonsky y maruentoB ¢ JII
OObIYHO  OTMEuYaeTcsi yMEpEeHHas THUIIOKCEMHUS M3-32 HapylIeHWH  BEHTUISLHOHHO-
nep(y3uOHHOTO COOTHOIICHMS, aHAJIM3 Ta30B apTepHaAIbHOW KPOBU SBISETCA 00S3aTENbHBIM
tecToM. OleHKa THIIOKCEMUH 0COOCHHO BaxkHa [yt AuarHocTuku JII rpymmst 111

BrisiBnenne HeoOpaTrMoil 00CTPYKIIMU IbIXaTeNbHBIX MYyTEH B COUETAHUH C YBEIMYEHUEM

ocraroyHoro oovema u cHuxkeHueM DLCO ykaspiBaer Ha XOBJI B kauecTBe NpUYHHBI
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runokcudeckoit JII' [34]. Ilpu aHanm3e ra3oBOro cocraBa apTepHalbHOW KPOBU Yy OOIBHBIX
XOBJI BeisBasiercs cHmwkenne PaOz B coueTaHWu ¢ HOPMaIbHBIM WM MOBBIIEHHBIM PaCO;
[2,3].

CHmxeHHbIC JierouHble 00beMbl U yMeHblieHne DLCO moryt ykas3plBaTh Ha HAIUYHE
UHTEPCTHIHAILHOTO 3abosieBanus Jierkux [8]. B cimydasx coderanus jieroynoro ¢pubposa u
sMm¢puzemsl vaie pasBuBaetcs JII', ogHako cimpoMeTpuyeckre moKa3aTeiau MOTyT ObITh B HOpME
WIA HE3HAYUTEIbHO H3MEHEHbl. [lceBmoHOpManmu3amusi CBsA3aHA C BIMSHUEM Ha JIETOYHYIO
(GYHKIUIO JIETOYHOW AM(PHU3EMbI B BEPXHUX JICTOYHBIX MOJISAX U MHTEPCTUIIHAIBLHBIX TTOPAXKCHUN
B HMKHHMX JIETOYHBIX MOJIAX. B 3THX ciydasx Bcernaa 3HauuTeNbHO CHIbKeHa BennmunHa DLCO,
YTO yKa3bIBaeT Ha HEOOXOMMOCTh MPOBeIeH s KoMmibioTepHOi TomMorpadun (KT) nerkux [8].

VYV nanuentoB ¢ JIAI' cnupomerpuyeckue mnapameTpbl ((GopcupoBaHHAs >KU3HEHHAas
emkocTb Jierkux (OXKEJT) u 06beM ¢opcupoBanHOro Bboxa 3a oaHy cekynay (OdB1)) gacto
HaXOAATCSl B Tpelenax HOpManbHBIX 3HaueHuid. [lng OonbHbIX rpynnbel | XapakTepHO
ymenbineane DLCO (40-80% oT HOpMBI), HEOOIBIIOE MM YMEPEHHOE CHUKEHHE JIETOYHBIX
00BEMOB, HOPMAJIBHOE WJIM HE3HAYHUTEIbHO CHIKeHHoe PaO, m 0OBIYHO CHW)KEHHOE H3-3a
anbBeossipHoit  TumnepBeHTWIIIME PaCO2. B cimywasx JIBOb wmm JIAT-C3CT, JII' mpwm
MapeHXUMaTo3HbIX 3a0oneBaHusXx Jjerkux DLCO wuacto ObiBaeT Hus3kuM. [lpu Hamuuuum
cucteMHo-serounsix myHToB DLCO Bo3pacTaer, oTpakas yBeIMUeHHUE JIETOYHOTO KPOBOTOKA.

VY nmanuenTtoB ¢ JIAI" yacto BBISBISETCS HOUHAS TUIIOKCEMUS U IIeHTpanbHOe anHod (70-
80%) [35]. [IpoBeneHIe HOUHOM MYJILCOKCUMETPUH U TTOJUCOMHOTPAGUH MO3BOJIAET UCKITIOYHUTH

06CTPYKTI/IBHI)I€ HapylmcHWs BO BpEMA CHA U THIIOBCHTUIIALUIO.

6.3.4. TpancTropakajibHas IX0Kapauorpagus

Tpancropakanbnas OxoKI cumTaercss Hambonee IIEHHBIM HEWHBA3UBHBIM METOJIOM
quarHocTuku JII', mockonbKy mo3BoisieT He ToJbKO oueHuTh JJIA, HO M naeT BaxkHYIO
uHpopmanuo o mnpuunHax U Tsokectu JII. OxoKI' mo3BonseT HCKIIOYUTH MOPaKEHUS
KJIAITaHHOTO armnaparta, rnatojoruio muokapaa, BIIC (rada. 6.3.1.) [1,3,36]. ¥V namwmentos ¢ JII'
BoisBisierca gwiaramusa [T w IDK, yronmenue nepenneit crenku I[DK, mapagokcanbHOE
JBUKEHHE MEXOKEIYIOUKOBOM IEPEropoJIKM C €€ CMEIIEHHEeM B CHUCTOdy B cropoHy IDK.
[Tpoenenue DxoKI" pexomenayeTcs y Bcex OOJBHBIX ¢ 1ogo3peHueM Ha Hamuuue JII, a Takxke B
rpynnax ckpununra JIAT (Taéu. 6.3.2.) Onnako uis BepuduKaiyuu 1uar{o3a 1 BbIOOpa TaKTHKA
nederust Heooxoaumo nposeaeHue KITOC.

C/IJIA MOXHO OLIEHUTh DPACUETHBIM IyTEM 110 NMHKOBOW CKOPOCTH TPUKYCIUAAIBHOU
peryprutaiuu (TP) ¢ momomipio nonmiuepOxoKI™ mpu oTCyTCTBHM OOCTPYKIIMM BBIHOCSILETO
tpaxta IDK. Tlo MomudummpoBanHoMy ypaBHeHmio Beprymmm: AP= 4V? tme AP — rpaguent

JIABJICHUS Yepe3 TPEXCTBOPUATHIN KianaH, V — CKOPOCTh TPUKYCHHUIAIBHON peryprutaiuu B M/c
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[8,37]. dns monyuenust Benmuunbbl CJIJIA K MOJTy4eHHOMY TPaJUCHTY IOJKHO OBITH J00ABICHO
nasieHue B npaBoM mpencepauu (IIIT), koTopoe ompenensroT ¢ yd4eToM AuameTpa HUKHEH
nosoit Bensl (HIIB) u ee koinmabuposanus Ha Broxe [38].

UccnenoBanue HIIB no3Bomsier 00beKTUBU3UPOBATH 3aCTOWHBIC SIBICHUS B OOJIBIIOM KpyTe
KpOBOOOpAIIIEHHsI, a TaKK€ KOCBEHHO OLIEHUTh YPOBEHb CHUCTOJIMYECKOIrO JaBJICHUS B IPABOM
npelcepInu, TO eCcTh LeHTpaibHOro BeHo3Horo nasieHus (LIB/I). MccrnenoBanue mpoBoasT u3
CcyOKOCTaJIBHOTO JJOCTYMa, JaTYUK YCTAHABIMBAIOT 110/1 MEYEBUIAHBIM OTPOCTKOM U OPUEHTUPYIOT
B nosuiun anuHHOM ocu HIIB. Jlmamerp HIIB ymenbimaercs Ha TiyOOKOM BIIOXE, KOTJa
OTpULIATENIbHOE JIaBJIEHUE B TPYJHOM KJIETKe CIocoOCTBYeT yBenuueHuto HamosHeHus [DK u3
cucteMHbIX BeH. Jlnamerp HIIB u nmponeHT yMeHbLIEHHs JuaMeTpa Ha BJIOXE KOPPEIUPYIOT C
JIIIIL. B nopme I He mpeBbimaer 5 MM pr. cT., a guamerp HIIB <1,7 cM u ymeHbliaercsa Ha
Broxe Oonee yem Ha 50%. [lpu nammuum [1DK XCH, moBbilieHUHM KOHEYHO-AHACTOIUYECKOTO
nasienus B [DK u ITIIL, 3atpynusieTcs mpuTok KpoBHu K cepany. [loatomy xomnabuposanue HITB
BO BpEMs BJI0XA CYIIECTBEHHO YMEHbILAETCA, YTO SBJISIETCS MOKA3aTeNIeM 3aCTOMHBIX SIBICHUI B
00JBIIIOM KpyTe KpOBOOOpaIeHus: U cBuaeTenscTByeT o nossienuu JIIIT (LIB/).

Taomuma 6.3.2. BeposiTHOCTH JI€rOYHOI TUNEPTEH3WHM HA OCHOBAHMHU JTAHHBIX
IXOKapauorpadpumn

Cxopoctb Hanu4yue 10nm0JTHUTEIBHBIX BepositHocTs JII' mo
TPUKYCIHAAIBHOM IxoKI'-npusnakos AaHHbIM JxoKT
perypruramnum, M/Cex
<2,8 niau He H3MepseTCs HeT HU3Kas
<2,8 niau He U3MepsETCH a cpeaHsisi
2,9-3,4 HET cpeaHas

aa BBICOKAs

He TpeldyeTcsi BbICOKAasI

[Tpu nunaramuu HIIB >1,7cM u HopmaneHOM KosutabupoBanuun HIIB >50% Ha Broxe
npeanonaraercst ysenuuenue JIIIT 6-10 mm pT. ct. Eciiu pecniupaTtophsbiit kosutaric menee 50%,
nasnenue B IIIT cocraBmser or 10 mo 15 mm pt. cr. Hakonen, nunartamuss HIIB 6e3
KoJIJTaOMpoBaHMsT Ha BJOXE Ipeanojaraer 3HauuTenbHoe ypenuuenue /I >15 mm prt. crT.
Hanportus, ymensienue nuamerpa HIIB (<1,2 cM) co cnoHTaHHBIM KOJIJTaOMPOBAaHHEM 4YacTO
HaOJIIOaeTCs IPH YMEHBIIIEHUH 00beMa IIUPKYIUPYIOIIe KposH [7,8].

[Ipu ompeneneHun BOCHPOU3BOAMMOCTH ClieyeT oOpaTHTh BHMMAaHHE Ha JOCTaTOYHO
3HauuMmylo ommOKky npu pacuere C/JIA (4,9-8 MM pT. cT.) METOIOM OIpeNeeHHs] rpafueHTa
JIaBJICHUS] 4epe3 TPUKYCHHJIANbHBIA KiIamaH. DTO CBA3aHO C CyOBEKTHMBHOCTBIO CKOPOCTHBIX
m3mepennit u  Tem, uro yacto KIIOC wu DxoKI' mnpoBoaarcs HEOJIHOBPEMEHHO.
Bocnpoussoaumocts usmepenus CIIJIA yepe3 TpukycnuganbHbIN KianaH 3aBUCUT, B OCHOBHOM,
OT KauecTBa 3alMCH JOMIUIepoBCKOro cmektpa [36-38]. Cucronuueckoe nasienne B DK y

3I0pOBBIX JrOjied B Bo3pacte 1-89 ser cocraBiser 28+5 mm pt. c1. (15-57 MM pt. cr.) M
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YBEIIMYMBACTCSI C BO3pAaCTOM W YBEIMYCHHEM WHJIEKca Macchl Tena. TP ompenensercs y
OoonpmmHcTBa  O0MBbHBIX ¢ JII' (74%) B wucciaenoBaHusix yCTaHOBJIEHA JOCTOBEPHAs
KoppemsiiuonHas cBsa3b (0,57-0,93) mexny CHJIA no nanseiM gonmiepIxoKI™ n KIIOC [8,38].

B Ttaéumue 6.3.3. cymMmmupoBansl gononHuTeNnbHbIe pu3Haky JII' mo nanabiv OxoKT .

Tadauna 6.3.3. JlomosHHTebHBbIE JXOKapauorpadpuyeckue MNPU3HAKU JIErOYHO#

TMIEePTCH3NN
A: npaan"d KEJIYA0UECK B: 1erounas apTrepust C: HIZKHSA MoJIasi BeHA U
npaBoe npejacepane
ITK/JIK Gazanbublii auamerp >1.0 AT BTIDXK <105 m/s unu cpente HIIB>2,1 cMm (<50%)
CUCTOJIMYECKHUN MUK (<20% Ha CTIOKOIHOM JBIXaHUH)
ITapapokcansHoe aBmxenne MOXKII; CKOpOCTb paHHETO MHKa miouanp 11 B cuctomy
U3 JIX >1,1 B cucroiy n/unu JMACTOJIMYECKON peryprutauuu >18 cm?
TUACTOITY) >2.2 m/c
- Juamerp JIA >25 mm -

[Tpumeuanue: Beposmuocms JII' npu oyenke paznuunsix kamep u cocyoog cepoya (A/B/C): A:
1K — npasoco scenyoouka; B: JIA — necounas apmepus; C: HIIB — nuscusas nonas eéena u 1111 -
npagoe npeocepoue. M3 — unoexc sxcyenmpuunocmu, AT BTIDK — cucmonuueckoe @pems
VCKOpEeHUs NOMOKA 8 8bIXOOHOM MPAKmMe NPago2o HceayoouKd.

Cuuraercs, yto B mnepuon octpoir TOJIA MOXXHO 3amon03pUTh Hamuuue y OOJBHOTO
XTOJIT, ecnmu perucTpupyrOTcs 3HAUUTETHbHO ToBbIeHHBIE Mdpel CJIA >70-80 MM pT. CT.
[4].

Ecmu mpu OxoKI' BeisiBieHa Hu3Kas BeposTHOCTH JII', muarHo3 MokeT ObITh MCKIIIOYEH
(tadn. 6.3.2.). Tem He MeHee, B TakuX ciydasx pekomenayercs DxoKI' B nuHamuke, eciu y
6onpHOrO MMeerca C3CT unu nepenecénnas TOJIA. Eciau BepostHocTh JII' onieHnBaercs kak
cpenusis, Tpedyercs neranpHoe oOcnenoBanue npu Hamuuuu OP JIT, Brirowas KIIOC. Ecnu
BeposiTHOCTh JII' onenuBaerca kak Bbicokas, KIIOC pexkoMeHayeTcss Uisi MOATBEPKICHUS
nuarHosa [3,8].

Ecnu no manasiM Ox0KI' monmo3peBaercs Hanmune BIIC — cHCTEMHO-IErOYHOIO HIYHTA,
JUIs TIOATBEPXKACHUs auarHo3a Heobxomumo mnpoBeaeHne KT wuiam MarHUTHO-pe3oHaHCHas
tomorpadust (MPT) cepama, npu HeooxoaumocTH, nomxHa ObiTh BeimonHeHa KITOC. Ilpu JIT',
cBsa3aHHOM ¢ nuchynkuueit JOK, OxoKI ucnons3yercs /Ui OIEHKH AMACTOINYECKOW (PyHKIMU
JOK. B rakux caywasx KIIOC noka3aHa i1 yTOYHEHHsI JUarHo3a W OLEHKH
reMoauHamuyeckoro tumna JII'.

BuyTpuBeHHoe BBesieHHE (PU3NOTOTHUYECKOTO PACTBOPA MO3BOJIIET OMPEAETUTh OTKPHITOE

oBasibHOE OKHO, JIMIIII Tuma BeHo3HOro cunyca. Uil MOATBEPKIACHHUS HAJIMYMS OTKPBITOrO
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OBaJIbHOTO OKHA WK HeOombimoro JIMIIII, orieHkn ero TO4HOTO pa3mepa TpedyeTcsi MpoBeIeHNE

ypecnuieBoaHoi IxoKT'.

6.3.5. BeHTWIsIIHOHHO-TIEPY3UOHHASI CHUHTUTPADUS JTerKHX

Bentunsuuonno-nepdy3uonHas cuMHTUTpadus SBISETCS HEOOXOAUMBIM  METOJOM
TUArHOCTHKU sl yTouHeHus oStuojoruu JII. Meron paccMmarpuBaeTcss B KadecTBe
HEO0OXOUMOr0 CKpUHHUHIa /s MCKIo4YeHHs XpoHuueckoil TOJIA u ee BerBel, oriamvaercs
BBICOKOI 4yBCTBUTEIILHOCTBIO B cpaBHeHHMU ¢ KT-anrunonynemonorpadueii (Tadua. 6.3.1.) [3,4].
UyBCTBUTEIBHOCTh BEHTUJISUOHHO-TIEP(Y3UOHHOW CHUHTUTpaduu Jerkux coctabisger 90-
100%, a cneunduanocts — 94-100%. [4,8]. dedextsl nepdy3un 0OHAPYKUBAIOTCS B JIOJIEBBIX H
CeTMEHTApHBIX 30HaX NpPU OTCYTCTBUM BEHTWIIALMOHHBIX aedekToB. Bo MHOrMX INEHTpax B
Hacrosimee BpeMs nepdysuoHHas cuuHTATpadus pononssercs KT Jerkux BBICOKOTO
pa3peleHusl.

Y OGOJBHBIX C MHTEPCTHIMAIBHBIMU 3a00JICBAaHUSAMH JIETKUX MepQy3UOHHbIE ne(eKThI
COBMAAAalOT ¢ nedeKTaMH BEHTWIALWHU. [Ipy MpOBEACHHWH BEHTWISLMOHHO-TIEPPY3HOHHOMN
cuuHTUTpadun JeTkux y 00mbHBIX JIATT MOKHO 0OHAPY)XUTh KaK HEM3MEHEHHYIO KapTUHY, TaK U
HeOonbImne nepudepudeckue cyocermeHTapHblie naedexkTsl nepdysum  0e3  HapyuleHUi
BEHTUJIALIUKM, YTO OOYCIOBJIEHO HECOOTBETCTBHEM BeHTWIsInuu u mnepdysuu [39,40]. Takwue

nedexTbl MOTYT BhIsSIBIIATHCA Tipu JIBOB.

6.3.6. KomnblotepHnasi Tomorpagus
KT wurpaer BaxHyo ponb B auddepeHumansHoil auarHoctuke JII. JleranbHoe
U300paXeHHe JIETOYHOM MapeHXWMbl TIO3BOJISIET JIMAarHOCTUPOBATh  MHTEPCTUIUAJIBHbBIE
3aboneBanus u sMpuzemy serkux (Tadu. 6.3.1.) [1,2,7]. Ipu JIK XCH moxer oOHapyXKUBaTHCSA
(eHOMEH MaTOBOrO CTEKJIa M YTONIIEHHE MHTepiaoOyssipHbIX cenT. Auddysnoe apycropoHHee
YTOJIIEHUE HUHTEPIOOYISAPHBIX CENT, HAJIMYME MENKHX, IUI0XO OYEPUYEHHBIX OYaroBbIX TEHEW,
yBeIMUYCHUE TUM(ATHUSCKHUX Y3JI0B cpeaocTeHus ykaspiBaeT Ha JIBOB/JIKTA [41].

KT mno3BosisieT OLEHHUTH COCTOSIHUE JIETOYHBIX ITOJIEM, a TaKXke ceplaua U COCylIOB C
IIOMOILBI0 KOHTPACTUPOBAHUs IIOJIOCTEH CepAla M IPOCBETa COCYNOB IPU BHYTPUBEHHOM
BBeZieHnn 80-120 M1 koHTpacTHOTO BemiecTBa. OTMEYaeTCsl KOPPEsUs MEX/1y COOTHOLIEHUEM
nuamerpa JIA m aoptel m Tskecthro JII', mokazarenb MMeET NPOTHOCTHMYECKOE 3HAYEHUE Y
naruentoB ¢ XOBJI [7,8].

KT-xaptuna XTOJII' — nonnast okkimo3us JIA nnm ee BeTBel, HAIMYME HKCLEHTPUUECKUX
neeKToB BCIEACTBHE TPOMOO30B WIM peKaHaau3oBaHHble TpoMObl [4,8]. Ilpu BbIABIECHHH
npu3HakoB  xpoHuuyeckoil ~ TOJIA  OonbHBIM  NOKa3aHO  MPOBENEHUE  CEJIEKTUBHOM

anruonyiabMoHorpaduu B gomonaHeHue k KIIOC. KT-anrnonynsmonorpaduio pexoMeHIyeTCs
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MPOBOAMTH C MCIOJB30BaHHEM HE MeHee yeM 16 crnupaibHOro tomorpada, ¢ MUHUMAIbHBIM
mraroM (He >3 MM) U ToJImuHON cpe3a (He >1mm) [4,8]. s omeHkH pa3MepoB Kamep cepiia
HeoOxonumo ucnonb3oBanue ODKI-cuaxponmzaumu. J[lanasie KT-anruomymnbsmoHOrpaduu
CIIeTyeT 3alKChIBaTh HA DJICKTPOHHBIA HOCUTENb WM KOMIAKT-TUCK B BUae (aiimos DICOM
WM UX AHAJIOTOB JUISI BO3MOYKHOCTH JIMHAMHYHOI'O TIOCPE30BOr0 MPOCMOTpPA € UCIOJIb30BAHUEM
MEPCOHAIILHOTO KOMIIbIOTEpa. PekoMenayercss mpoBeieHre apTepuanbHOi (a3bl CKAaHUPOBAHUS
y Bcex OonpHBIX crapie 40 jer, 0coOeHHO MpU HAIMYMKA AaHAMHECTHYECKUX JAHHBIX B TOJb3Y

apTepuanbHbIX TpOMO030B [4].

6.3.7. MarHuTHO-pe30HAHCHAas1 TOMOrpadus

MPT ucnosnb3yeTcst 175 OLIEHKH N1aTOJIOTHYECKUX U (DYHKIIMOHAJIbHBIX U3MEHEHUH cepaua
u cocynoB y OonbHbix ¢ JII. I'maBHBIM NIpeuMyIIECTBOM METOAA SIBISETCS TPEXMEPHBIN
(0ObeMHBII) criocod monmyueHus: u3o0pakeHuit 6e3 apreakToB OT KOCTEH M JIETOYHBIX IOJIEH,
BBICOKO€ IIPOCTPAHCTBEHHOE pa3pelICHHE, OTCYTCTBUE JIy4€BOM HAarpy3kH, HEHMHBA3UBHOCTD,
€CTECTBEHHBII KOHTpAacT OT JABWXKYyIueiics kpoBu (tadm. 6.3.1.) [2,24]. Yame Bcero MPT
ucnosap3yercs npu obcnenoBanuu nauuentos ¢ WIIT, BIIC, npu JII' BenencTBue oOCTpyKUuu
JIETOYHBIX apTepui, B yacTHoCcTH X TIJIT .

MPT no3BosisieT OLeHUTh 00BEMBbI 000UX JKEITYA0UKOB cepa (KOHEUHO-ANACTOIMYECKUI
00beM, KOHEYHO-CUCTOJINYECKUH 00bEM), UTO MO3BOJIET PACCUUTATh yJIapHble 00beMbl, (hpaKuu
BeiOpoca TIDK/ JDK, CB, ouenuts xectkocth JIA [2,24]. DTu mapameTpbl BaKHBI JIsi OILICHKH
nporHo3a u 3G HeKTHBHOCTH MPOBOAUMON Tepanun [42]. Buszyanuszanus JIA u olieHKa J1ero4Horo

KkpoBoTok nipu MPT-anrunorpaduu u nepdysnonnoit MPT Baxusl B quarnoctuke XTOJIT [4].

6.3.8. Y3U opranoB OpONIHOI MOJ0OCTH

V3U opraHoB OPIOIIHOM TOJIOCTH MO3BOJISICT HAJISKHO UCKIFOUUTD [UPPO3 MEYCHU H/HH
HopTainbHy0 runepreHsuto (Tadua. 6.3.1.). Hcmomp3oBaHuMe I[BETOBOW Joruieporpaduu
no3Bojsier auddepeHnupoBaTh NaCCUBHYIO MOpTaibHYto runeprensuto Beaenctsue DK XCH
WIA BCIEJCTBHE BO3HHUKHOBEHHUS TPAHCIIEYCHOUYHOTO BEHO3HOTO TpagUeHTa NpU IHPPO3e
NICYEHH, OIIEHUTh KPOBOTOK HYepe3 JIEBYIO JKETYJIOYHYIO BEHy, MapayMOWINKAJIbHYIO BEHY WU
cruieHopeHambHbI  yHT [1,43]. Ilpu VY3UM OpromHOW MONOCTH MOXHO  OILICHUTH
MOp(OJIOTHUECKHe HW3MEHEHHs B TMedeHH (aTtpodust MpaBod JOJIM, KOMIIEHCATOpHas
runepTpodus IEeBOW TOTM M XBOCTATOHM JOJNM MEYEHW HEPOBHOCTH IMOBEPXHOCTH M Y3JIOBHIE
u3MeHeHns). B ciydasx OCoXHEHWH TMOPTalbHON THIIEPTEH3MU BBISABISETCS CILICHOMETAIHS,

XOpOIIO Pa3BUTHIE KOJUIaTepany u acuur [7,8].
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6.3.9. JlabopaTopHbIe TeCThI

Jnst oneHkyn npuyuHbl U TspKecTd JIIT y Bcex OOMBHBIX HEOOXOAUMO MPOBOJAUTH PyTHHHBIC
1abopaTOpHbIE TECThl: OMOXMMUYECKHH (OLeHKa (PYHKIIMH MOYEK M MEYEHH, CONepKaHHs Oerka,
JJIEKTPOJIUTOB) M OOIIMi (ypOBEHb TI'€MOIJIOOMHA, SPUTPOLUTOB, T'eMATOKPUTA, JICHKOIMTOB,
TPOMOOIIMTOB) aHAIM3bl KPOBH, HCCIIEAOBaTH Koaryiorpammy (ta6i. 6.3.4.) [1-3]. ¥V Bcex

o6ombubix ¢ JIAIT pexomenayercss mnpoBoauth TecT Ha BUY-undexuuio. Heobxonuma

oOs3aTenpHas OINEHKAa (PYHKIIMOHATBHOTO COCTOSIHHSI IIMTOBUIHOW JKEJNE3bl, YYHUTHIBas

BO3MOXKHYI0 accorranuio JII' ¢ aucdyHKIped muToBUIHOM sKese3sl [44].

Tadauua 6.3.4. PekomeHaanuu no j1adéopaTopHomy oocjieq0BaHuI0 60JabHbIX ¢ JII

Pexomennanun Kiacc YpoBeHb
PEKOMEHIalliY| J10Ka3aTeNIbHOCTH

PexoMenayercst mpoBoAUTH OOIIUIT aHATTU3 KPOBH Y BCEX I C

oosbHbIX ¢ JIT" [1,7].

Pexomenyercs npoBoAUTH OMOXUMHUYECKUM aHaIU3 KPOBU Y I C

Bcex OonpHbIX ¢ JIT [7,8].

Pexomennyercss olieHKa Koarysiorpammsl, omnpezaeneHue D- I C

mumepa, anturpomOuna |, mporenna C i ucCKIOYEHUS

TpoMOormiinn  y Bcex OompHBIX ¢ JIIT mpu mepBUYHON
nuarHocrtuke [2,4,7].

Pexomenpayercs nmpoBoauth TecT Ha BUU-undeknuio y Bcex I C
oosbHbIX ¢ JIT [7,8].

PexoMeHI0BaHO HCCIIEIOBaTh THTP AaHTUHYKIYKJICAPHBIX I C
aHTHTEN y BeexX 00ibHBIX ¢ JIAT crapiie 45 et [7,46].

PexomMeHyeTcs OlleHHMBAaTh TOPMOHATIBHYIO (DYHKIIHIO I C
IIMTOBHUIHOM jKeNe3bl, Y Bcex 0onbHbIX ¢ JIT [2,44].

PexkomeHIyeTcsi TeHETHUECKOE HCCICIOBAHNUE TS UCKITIOUCHHS I C
HACJICJICTBEHHONH TPOMOO(GWINK TIPU TMEPBUYHOW JIUATHOCTHKE

XTOJIIT [2,4].

Pexomenayercs HCCIIEIOBAHKE BOJTYAaHOYHOTO I C

AQHTHKOATYJISHTA W THUTPA AHTUTEN K KapJHOJHIIUHY TIpU
nepBuyHOi nuarnoctuke XTOJIT [4].

Pe3ynbraThl aHAJIM30B 4aCTO B HOPME B HAYAIbHOM cTaauu 3a00J€BaHU; IPH TUCHYHKIUU
IDK u npusnakax XCH noBblaeTcs ypoBeHb MO3rOBOro HaTpuityperndeckoro nentunaa (BNP),
N-konneBoro ¢parmentra BNP (NT-proBNP) u MoueBoi KHCIOTBI, HOSIBISIOTCS OTKJIOHEHHUS
MEYCHOYHBIX (PEpMEHTOB, TOBBIMICHHE KpeaTuHuHa [7,45]. Y mManueHToB ¢ HapYIICHUSIMH
neixanua ¥ nauueHToB ¢ JII' Benencreue BIIC moxker BozHukarh nmonuuuremus. [Ipu moproJIl’
HE00XO0/IMMO OIIEHWBATh (PYHKIUIO IEYEHU M YUCIO TPOMOOIIUTOB. AHAIN3bI KPOBU HEOOXOAUMBI
JUIS BBISIBJICHUSI NMOOOYHBIX PEaKLUil psiia MpernaparoB, HAIPUMEp, MOBBIICHUE TPAaHCAMHHA3 U

AHEMHUH TP MPUMECHCHUN aHTAarOHUCTOB PELCIITOPOB SHAOTCINHA.
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PexomeH0BaHO HCCIeNOBaTh TUTP AHTHHYKJICAPHBIX aHTUTEN Yy Bcex OonbHBIX ¢ JIAT
crapuie 45 ner [46]. bonpHbie JIAI' ¢ CylIeCTBEHHO MOBBIICHHBIM TUTPOM AHTUTEN WIIU
nono3penreM Ha Hanuuue C3CT HyknaroTcss B KOHCyJbTanuu pemarosiora [1,7]. Ilpumepno
TpeTh 60bHBIX MJII' MMEIOT MOBBIIEHHBIN TUTP aHTHHYKJICapHbIX aHTUTEN (MeHee 1:80) [24].

s uckimodenust TpoMOoduianu u nogo3pennn Ha XTIJIIT cnemyeTr oreHMBaTh MapKepbl
cucteMbl cBepThiBaHusi — D-mgumep, antutpomOuH |ll, mporenn C wumu S, ompenensiTe TUTP

aHTuTeN K pocdosmmnuaam (BoIMaHOYHBI aHTUKOATYJISIHT, aHTUTENa K KapIuoinununy) [4].

6.3.10. Ouenka (pyHKIIHOHAJBLHOTO CTAaTyCa

OObeKTHBHAS OILIEHKa (YHKIHMOHAIBHOW CIocoOHOCTH OoJbHBIX ¢ JII' HeoOxomauma st
OLICHKM TSDKECTH HApYIICHWH W TUHAMUKHA KIMHHYECKOTO COCTOSHHS Ha (POHE MPOBOAMMOMA
Tepanuu. llpm uU3ydyeHHH TOJNEPAHTHOCTH K (PHU3MUECKUM HArpy3kaMm HaumOojee YacTo
UCIIOJNIB3YeTCs TecT 6-MUHYTHOU X0160b1 (TOMX) 1 Kap IOy IbMOHATBHBINA HATPY30UYHBINA TECT C
OLIEHKO#1 razooomMena (Tadu. 6.3.5.).

Tecm 6-munymmnoit x00b061 — TPOCTOW, JOCTYNHBIA HMHCTPYMEHT [UIsl OLIEHKH
(YHKIIMOHAJIBHOTO CTaTyca, UMEIOIIMI nporHoctuueckoe 3Hauenue [1,7]. ducranuus B TOMX
(A6MX) obpatno xoppenupyer ¢ @K (BO3). Tect 0oObIYHO IOMONHSETCS OLIEHKOW HHAEKCA
ompimik 1o bopry u mnynbcokcumerpuein [47]. CHuXKeHHE HACBIIIEHUS KHCIOPOJIOM
aprepuaibHOil KpoBu Oosee yeM Ha 10% Bo Bpemss TOMX yka3piBaeT Ha MOBBIIICHHBIH PUCK

netanbHOCTU. JIOMX siBisieTcs mepBUYHON KOHEYHON TOYKOM B OOJBIIMHCTBE MHOTOIIEHTPOBBIX

PKU y 6ompubix ¢ JIAT u XTOJIT [48].

Tab6auua 6.3.5. Pekomenaanuu no oneHke pyHKIMOHAJBHOIO cTaTyca y 60abHbIX ¢ JIT

Pexomenpanuu Kuace Yposennb

PEKOMECHAANUHN | TOKA3aTCJIbHOCTH

¢yHkunoHanbHbl  kiacc  (PK) B cooTBeTcTBUM  C

Bcex OombHbIX ¢ JII' pekomeHayercs OLIEHUBATh I C

byHkHoHaIBHON Kinaccudukamnmein BO3 [1,7].

Pexomennyercs mnpoBeneHHe Tecta O-MHHYTHOH XOABOBI I C
(T6oMX) y Bcex 6onbhbIx ¢ JIT' [1,7].
[IpoBeneHue KapauOMyJIbMOHAIBHOIO HArpy304HOr0 TecTa I C

pexoMeHayeTcss 'y Bcex OompHBIX ¢ JIADL mmsa ompeneneHus
pHCKa JIETaIbHOCTH, PELIeHUs BOIpPOca O BBIOOPE/ KOPPEKIHH
crieluprUeCKO Tepanuu, OleHKH ee dbpekTuBHOCTH [2,7].

Kapouonynemonanonulii nazpy30unslii mecm 12€T BO3MOXKHOCTb OLEHUTh BEHTHIIALIUIO

¥ ra3000MeH BO BpeMs JO03MPOBAaHHOW (U3NYECKOW Harpy3Kku (MHIEKC MUKOBOTO MOTPEOIeHUS
KHCJIOpO/a, aHa’poOHbIi mopor) (Tadua. 6.3.10.) [3,8]. YV GonbHbIX ¢ JIAT cHuXEHa BenmUYMHA

aHadpoOHOro Mmopora M NHKOBOE MoTpedieHne kucnopoaa [49]. KapaunomynbMoHambHBIN
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Harpy304HbIi TECT paHee MCHOJIb30BAICS B MHOTOHeHTpoBbIX PKU, HO He moka3zan oueBUIHBIX
npeumyiecTB mnepen TOMX, Tak Kak TEXHHYECKH Oo0Jiee CIIOKEH, HE TMO3BOJISIET OILICHUBATh
3¢ (HEeKTUBHOCTh TEpamuH, a IMOJyYeHHBIC pPE3yJIbTaThl 3aBUCAT OT ONBITA MEIUIIUHCKOTO
nepcoHala.

6.3.11. Ouenka reMoOAMHAMHUKH

KIIOC nomkHa MPOBOJUTHCS B AKCIEPTHBIX IEHTPAX C LETbI0 MOATBEPKIACHUS Yy
OosbHbIX Auarno3a JIAT, olleHKH TSHKeCTH TeMOJMHAMUYECKUX HapyIIeHUH, PelIeHus BOIIPoca O
BHIOOpE MATOTCHETHYECKON Tepanmuu M OLECHKH e APPEKTUBHOCTH. {151 KOMIUIEKCHOW OLEHKH
reMOJIMHAMUKHA HEOO0XOJUMO OILICHMBaTh cienyromue mnapametpsl: cpeanee JIIII, JIJIA
(cucronmmyeckoe, nuacronndeckoe, cpennee), JA3JIA, CB (oneHka METOI0M TEPMOIMIIIONUN HIIH
no duky B ciayyasx HaJIMYUS CHCTEMHO-JIErouHbIX mmyHToB), CU, serounoe um cucreMHOe
COCYJIUCTOE COIPOTHUBJICHUE, HACBHIIICHHE KHUCIOPOJIOM apTEepPUAIbHOM W BEHO3HON KpOBH, a
Tak)Ke KPOBU M3 BEpPXHEW MOJION BEHBI U MCKIIOYEHUS CUCTEMHO-JIETOYHBIX HIYHTOB (Ta0JI.
6.3.6., 6.3.8.) [7,8].

JIAT ompenensiercsa nipu cp.JJJIA >25 mMm pt. ct., A3JIA <15 mm pt. ct., JICC >240 mm.
pt. cr./n/muH (3 EJl. Byna) npu manomeTpuu B mokoe [7]. Karerepu3zamus neBbIX OTIEIOB CepALa
HeoOXouMa B PEIIKHUX CiIydasx, koraa usmepenue [[3JIA 3arpyaneHo. Y 60JIbHBIX C MPU3HAKAMH
cuctoianueckod u/ wium auacronuyeckor nuchynkuumu JDK mo pgamaeim  OxoKI, mpu
KaTeTepu3alliy JEeBBIX OTIIEIOB Cepilla M3MepseTcss KOHEeYHO-Auactonnueckoe Aasinenue B JDK

JUISL KCKJTIOUCHHS JUArHOCTHICCKHUX OO0k [50].

Tabauna 6.3.6. UuBasuBHOe 1000cae0BaHNe 00NbHBIX B 3aBHCMMOCTH OT BEPOSTHOCTH
JIETOYHOH THMIEpPTeH3MH MO0 [JaHHbIM JXOKapAuorpauu, HAJIUYUS WJIM OTCYTCTBHUSA

(pakTOpOoB  pHCKAa  JIrOYHOH  AapPTEepPHAJIBHOH  TIHIEPTEH3MH H  XPOHHYECKOH
TPOMO03MO0/INYECKOH JIerOYHOM rMIepTeH3nU
Beposataocts JII|  IIpu orcyrcTBHM Kiace [Ipu Hanuuuu daxTopos Kitace
10 JaHHBIM (bakTOpOB pUCKa pexomenpauuu/ | pucka JIAT/XTOJII' | pexomennauuu/
OxoKI’ JIAT/XTOJr YPOBEHB YPOBEHb
JI0Ka3aTeIbHOCTH JI0Ka3aTeIbHOCTH
Huskas Paccmorpers la-C Paccmotpers Ox0oKT - la-C
JIbTEPHATUBHBIN KOHTPOJIb
JIMarHo3
Cpenusis Paccmotpets la-C JlooGcnenoBanue, lla-B
aIbTEPHATUBHBIN Biiroyas KIIOC
nuaruo3 u OxoKI -
KOHTPOITh
Paccmotpets I1b-C lla-B
000CIIe0BaHNE
Bricokas JlooOcnemoBanue, I-C JlooOcnenoBanue, I-C
Brutouast KITOC BKuroyas KIIOC
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TmarenbHass kanuOpoBKa JaT4MKa JaBJIEHUS: KaMepa [JaBJeHHUS JIOJDKHA ObITh
pacnoyiokeHa Ha YpOBHE CpeAHEH MOAMBIINIEYHON JIMHUM, 4YTO COOTBETCTBYET YPOBHIO
npencepaus. HempaBuiabHas MOArOTOBKA JaTYMKA MOXKET MPUBECTH K omuoOke n3mepenus [1JIA.

Taéauua 6.3.7. Octpble papmakosoruyeckue Npoodbl JJIsi OLEHKH Ba30PeaKTHBHOCTH Y

0ouabHbIX MIT', HaceayemMoi MM HHAYIHMPOBAHHOM JekapcTBaMu/ TokcuHamu JIAT
[Tpemapar [TyTh BBenEHUS T1/2 CraptoBas JleueOHas no3a | JMUTENBHOCTH
71032
II" E1 BHYTPHBECHHBIH 3 MUH. 5 HI/Kr/MUH. 1o 30 30-40 muH.
HI/KI/MHH.
OKcHJ a30Ta | mHraysmuoHHbd | 15-30 cex.| 10 ppm 20-40 ppm 5 MuH.
UJIOMPOCT UHTaNsAuuoHHbIN | 30 cek. 20 MKr 20 MKr 5 MUH.

pPpPM — yacTUI Ha MUJUIMOH B Ia30BOM CMECH

I'eMognHaMuyecKkue mapaMeTpbl MO3BOJIAIOT MPOTHO3UPOBATh KIMHUYECKHE MCXOAbL. Tak,
noseiieHHoe cpeanee JIIII, wuskuit CB/CU u caTtypamusi BEHO3HOM KPOBH KHCIOPOJIOM
CBUJICTEILCTBYIOT O BHICOKOM PHUCKE HACTYIUICHHs (PaTaJbHOrO MCXO0Jla B TEUCHHE ONMKalIIero
roja u Xyjamem mporuose y 6osnpubix JIAI (Tada. 6.3.10.).

[Ipu KIIOC y mnamuentoB c¢ WJII, nacinemyeMol Wi HHAYUUPOBAHHON MPUEMOM
nexapcTs/ TokcuHOB JIAT™ MpoBOAATCS TECTHI HA Ba3opeakTUBHOCTH (Tab.1. 6.3.7., 6.3.9.) [8,51].
C nomompo ODII MOXKHO OleHHBATh MOTEHIUATbHYIO 3(dekTuBHOCTh JedeHus bKK. Jlns
nposeaeHuss O®DII ucnonb3yoTcs KOPOTKOJACHCTBYIONIME Ba30IUIATATOPhI, BO3IACHCTBYIONINE
Ha Majblii KpPyr KpOBOOOpAIeHUs: WHTAJISIMOHHBIM OKCHJ a30Ta WJIM HJIONPOCT,

npocrarinanaud E1 (IIFE1) [2, 7].

[TonoxxurensHass O®II ompenensercss npu cHmwxenun cp./JJJIA >10 MM pr. cr. ¢
JOCTH)KEHUEM aOCotoTHOW BenMuuHbI <40 MM pT. CT. B COYETAaHMU C YBEJIWYEHHUEM WU
orcyrctBueM nuHamuku CB [1,7]. 5-15% Oonpabix UJIT umetor monoxwurenbuyto O®II, uto
YKa3bIBaeT Ha JOJTOCpouHyr0 3¢ dextuBHOCTh Jeuennss BKK B MakcuManbHO MepeHOCHMBIX
no3ax [1]. Tonoxurensras ODIT nmpu HacmeayeMoi WM WHIYLHPOBAHHON MPUEMOM JIEKapCTB/
TokcuHOB JIAI onpenensercs pexe. 13-3a BO3MOKHBIX CEpbE3HBIX HEXKENATEIBHBIX SBJICHUN HE
cnenyet HazHayaTh BKK smnupuuecku, 6e3 nposenenust ODII.

VY 6onbnHbIx ¢ BIIC, XTOJII" npoBenenne OPII moxer yka3arb Ha OOpaTUMYIO CTaJHIO
00JIe3HM U BO3MOXXHOCTb NMpPUMEHEHHs cHelr(UUecKoil Teparnuu C LeNblo MpeaornepalnoHHON
noarotoBku. OgHako Bompoc o Bo3MoxkHOCcTH npumeHeHuss bKK y aToil kareropum nanueHToB
IPEJCTaBISETCS AUCKYTaOCIbHBIM.

VYV nanuentoB ¢ JIAI' pekomennyercs nmoBropHO npoBoauth KIIOC miga moarBep:kaeHus
KIMHUYECKOTO0  yXyALIEHUST M  pelieHus Bompoca O  HEOOXOJMMOCTH  Ha3Ha4YeHHS

KOMOWHUPOBaHHOM Tepamnuu.
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[Ipy npoBenEeHUM WHBAa3UBHOW JUArHOCTUKM B OKCHEPTHBIX LEHTpaX, HAJIUYUHU

BBICOKOCIEIIUAIU3UPOBAHHOTO TEpCOHAIa M TPUMEHEHUU COBPEMEHHBIX KOHTPACTOB PHCK

ocnoxuennit KIIOC mnpencraBnsiercs MUHUMaIbHBIM. OIHAKO CIEAyeT NPOSIBIATH OCOOYIO

octopoxkHOcTh y manueHToB ¢ DK IV. Hoeper M. u coaBT. cooOmumu o 76 TKEIBIX

ocnoxknenusix, cesizanubix ¢ KIIOC (1,1%) npu Bemonnenun 7218 KIIOC, B ToM uucne 29

HEXENaTeNbHBIX SIBJICHUN OBUIM CBSI3aHBI C MyHKIUEH BEeHbI, 22 coObITus ¢ mponenypoit KITOC,

15 HexenaTenbHBIX SBICHHUIA C COCYAMCTON peakimeil 1 6 - ¢ KOHTPACTHBIM UCCcie0BaHHeM [52].

N3 4 cnyuaeB cmeptu (0,055%) nBa OpUTH HEMTOCPEICTBEHHO CBsi3aHbl ¢ npoueaypoit KITOC.

Ta6auna 6.3.8. PekomMeHga1uu 10 MHBa3UBHOM JHATHOCTHKE Y 00JbHBIX ¢ JIT

PexomMenpannun

Kiaace
peKOMeH AU

YpoBeHb
JA0KAa3aTeJIbHOCTH

[TpoBenenue karerepusanuu npasbix otnaenoB cepaua (KIIOC)
PEKOMEHAYEeTCd B DJKCHEPTHBIX LEHTpax Uil HUCKIIOYEHUS
BO3MOKHBIX [IPUYUH JIT, U3MEpEHHUs KJIFOUEBBIX
FEeMOJAMHAMUYECKUX I1apaMETPOB, ONPEIEISIIOIIMX IIPOrHO3
6oapHBIX, poseaeuus ODII [1,4,7].

B

KIIOC pexkomenayercs y Bcex OompHBIX ¢ JIADL s
TOATBEPKICHUS JMAarHO3a, OLEHKH TSHKECTH, PEIICHUS BOIIPOca
0 BBIOOpE MMATOTCHETHYECKOW TEepamuud W  OICHKH €e
3P PEKTUBHOCTH, TOATBEPKICHUS KUHUYECKOTO YXYIIICHHS,
pElIeHHs BOTPOCa O HAa3HAYCHWH KOMOWHHPOBAHHOW TEparuu

[2,7].

IIpu KIIOC pexkoMeHayeTcs  ONpENeNsTh  CIEIYyHOIINE
IapaMeTpsl: JaBICHHE B IPAaBOM IPEICEPIUH, AABICHUE B
JIETOYHON  apTepu  (CUCTOJIMYECKOE,  JUACTOJIMYECKOE,
cpenHee), J3JIA, CEpACYHBI BbIOpOC (MeTo0M
TEPMOWIIONMKM WK MeTonoM @Puka B CiydasxX HaIu4dus
CHUCTEMHO-JIETOYHBIX  ULIYHTOB), JIETOYHOE U CHCTEMHOE
COCYJIMCTOE  CONPOTHUBIICHHE,  HACBIIMIEHHE  KHCIOPOJIOM
apTepuanbHOl U BEHO3HOM KPOBU (KPOBU U3 BEpXHEW MOJION
BEHBI IIPU CHCTEMHO-JIETOYHBIX 1yHTaX) [8].

[Tposenenune KIIOC pexomennyercst y 6onbHbix ¢ BIIC mus
peleHus Bonpoca 06 onepabdenpHocTH [7,22].

ITposenenne KIIOC pexomennyercs y OonbHbix ¢ JII
BCJIEZICTBUE TATOJOTMU JIEBBIX OT/AEIOB CEpAlla WM JIETKHUX,
€CJIM PeIIaeTcsi BOIPOC O TpaHCIUIaHTanuu [7].

[Tposenenne KIIOC  pexkomennmyercs y  OONBHBIX €
nogo3perreM Ha Hanmuuue JII' mpu marojorum JeBBIX OTIENIOB
cepAlla WM JErKuX g AuddepeHnnanbHoil THarHOCTUKY U
pEelIeHUs BOMPOca O TAKTUKE JieueHust [7].

[Tpoenenue KIIOC pekomenayercs y 60ibpHbIX ¢ XTOJI s
NOATBEPXKICHHUS  JHMarHo3a ¥ peIIeHWs  Bompoca 00
omnepabenbHoCTH [4].

IIpoBenenue CEJIEKTUBHOU aHTUOMYJIbMOHOTpaguu
pexomeHayeTcs y Bcex OombHBIX ¢ XTOJII ans ompeneneHus
ornepabenbHOCTH U TEXHUYECKOW BO3MOXKHOCTH IPOBEIEHUS
0aJUIOHHOW aHTHOIUIACTHKH JICTOUHBIX apTepuid [4,7].

Ia
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[Ipu nynkiuu BHyTpeHHEW sipeMHOM BeHbl BO BpeMsi KIIOC HexenatenbHbIE SBICHUS
ocnoxkHeHus: omucansl B 1,7 % (6 u3z 349 KIIOC) cayuaeB — y 3 OGompHbeix ¢ JII' u3-3a
OCIIO)KHEHUW TMpU MYHKIUU COHHOW apTepuu, y 2-X OOJBHBIX OTMEYAIaCh CHHYCOBAs
OpaauKkapaus, B OTHOM CITy4dae pa3BHIIACh TIOJHAS aTPUOBCHTPUKYIIsIpHAs Oiokana [52,53].

VY mamuenToB ¢ mogo3peHueM Ha XTOJI[ misi quarHOCTUKU IUCTaIbHBIX OOCTPYKITUI
neroyHoro  cocyaucroro pycma  KIIOC  memecoobpa3HO — JIONMOJHUTH  CEJIEKTUBHOM
aHTHONYyJbMOHOTpaduell mMpaBoi U JIEBOKH OCHOBHBIX BETBEU JIETOYHOW apTepUH U aHAIU30M B

MHOXCCTBCHHBIX NPOCKHOUAX I ONPCACICHUA IMOKa3aHMii/ HpOTI/IBOHOKa?;aHI/Iﬁ K MMPOBCACHHUIO

nerounoit TOO [4].

6.3.12. buoncus Jierkux.

[IpoBenenue Kak OTKPBITOW, TaK U TOPAKOCKOIMMYECKON OMOINCHUU JIETKUX COIPSDKEHO C

CYLLIECTBEHHBIM PHUCKOM OCJIOXHEHHM, B TOM 4uciie U (aTalbHbIX. B pyTMHHON KIIMHUYECKOU

IMPAKTHUKEC 3TOT MCTO OOBIYHO HE HCIIOJIB3YCTCA.

He PCKOMCHAYCTCA MPOBCACHUC OTKpBITOfI nu TOpaKOCKOHI/I‘IeCKOﬁ OHOIICHU JIETKHX y

oosbHbIX ¢ JIT'. Kitace pexomennanuu/ YpoBenb aokazareiabHoctu: 11 - C [2,3].

Tabauua 6.3.9. PekomeHaanuu no oueHKe Ba3opeakKTHBHOCTH Y 00bHBIX ¢ JIAT

Pexomenpannun

Kunace
peKoOMeH AU

YpoBeHnnb
A0KAa3aTeJIbHOCTH

VY nanueHToB ¢ uauonatuueckoi/Hacnenyemoit JIAT, JIAT
BCIIEJICTBUE TpUeMa JeKapcTB/TOKCHHOB BO Bpemsi KITOC
pEKOMEH/IyeTCs MPOBEIEHUE OCTPBIX (PapMaKOJIOTHUECKUX
nmpo6 (ODII) gns  oIeHKM  Ba30PEaKTUBHOCTH U
oTpeieNIeHus] NOTeHIMATbHON 3(PPEKTUBHOCTH OJIOKATOPOB
KaJIbIIMEBBIX KaHAJOB [2,7].

C

O®II pexomenayercs nposoauts npu KIIOC B sxcniepTHOM
nieaTpe 1o npodaeme JII' [2,7].

[TonoxkurenpHass O®II omnpenensiercs MNpu  CHUXKEHUU
cp.JJJIA >10 MM pT. CT. ¢ AOCTHXKEHHEM aOCOJIOTHOU
BenMUMHbl <40 MM pT. CT. TpPH OTCYTCTBHHM CHIKEHUS
cepaeyHoro BeiOpoca [7].

Jna nposenenus O®PII pekoMeHayeTcs HCHOJIB30BAThH
WMHTAIIIMOHHBIN OKcHy aszoTa [1,2,7].

B kauectBe Bazomunararopa i nposeneHus O®II
PEKOMEHIYEeTCsl MPHUMEHATh WHTAIALAOHHBIA  HIOIPOCT

[2,7].

b

Hnsa  mposegenuss O®DII  pexkoMeHayeTcsi TNPUMEHSTH
npocrarnanauH E1 [1,2].

b
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6.3.13. Ouenka pucka y 00jabHbIX ¢ JIAT

JI1si KOMIUIEKCHOM OlleHKH cTaTyca nauueHTtoB ¢ JIAIT MCXOQHO U B AMHAMHUKE BAaXKHO
paccMaTpuBaTh KJIMHMYECKHE JAaHHBIE, PE3YyJbTaThl KapAHOIYJIbMOHAIBHOIO Harpy304HOro
TecTa, OMOXUMUYECKHE MapKepbl, reMoauHamudeckne u DxoKI-nokazaremu u t.1. [3,7,8]. B
tabauue 6.3.10. mpucraBieHbl GaKTOPhI, yYKa3bIBAIOUIUE HA CTAaTYyC HU3KOTO, MMPOMEKYTOYHOTO
WIN BBICOKOTO pucka y OonbHBIX ¢ JIAL, 4TO COOTBETCTBYET TOAMYHOMN JeTanbHOCTH <5%; 5-
10% u >10% cooTBeTcTBeHHO. Ba)kHO OTMETHTBH, YTO y KOHKPETHOTO OOJILHOTO IMOKAa3aTeln
KJIMHUKO-(YHKLIMOHAIBHOTO, I'€MOAMHAMHUYECKOr0 cTaTyca, jJa0OpaTOpPHBIX TECTOB, JAHHBIX
OxoKI/MPT ® T.1. MOTYT OTHOCHTBCS K pPa3HBIM KaTeropusm pucka. Ilpum Hanmumm naxe
€IMHCTBEHHOTO (haKTOpa, YKa3bIBAIOIIEro Ha Ooyiee BBHICOKUN PHCK JIETAILHOCTH, UCXOTHBIN U
JOCTUTHYTBHIM pUCK Yy 00ibHBIX ¢ JIAD' oTsromiaercs, 4To AOKHO YUYMTHIBATHCS MpU BbIOOpE
TAKTUKH JICYCHUS.

JUis OLIEHKM HpOrHo3a HaumOojee 3HAUYMMBIMH T'€MOJAMHAMHYECKMMH MOKa3aTeIsIMU
apistores CB, JIIII, a Taxke HachlEHHE KHUCIOPOJOM BEHO3HOW KPOBH, TO €CTh MapaMeTphbl,
KoTopbie oTpaxarT ¢yHkiuio DK [54,56]. Ciaexyer oOpatuTh BHUMaHUE HA TO, YTO 3HAYCHUS
CIJIA wmm cp./IJTA He paccMaTpuBarOTCs B KadyeCTBE 3HAYMMBIX, C TOUKH 3PEHHUS IIPOTHO3a,
reMo/IMHaMUUYecKuX Moka3zarenei. CHukeHue cokpatutenabHoi ciocooHoctu 10K, kak npasuio,
IPUBOJUT K OTHOCUTEIbHOMY CHIKEeHMIO cp.JUUIA; ymydnieHue KIMHHYECKOTO COCTOSIHUS
oosbHBIX ¢ JIAT compoBomaercs Juiib HEOOJBIIMM CHHXKEHHeM Ha 3-7 MM prt. cT. [7,8].
HckmroueHre cocTaBisiOT MauueHTsl ¢ nojoxutenbHoil OPIL, y kotopeix Tepanust bKK moxer
IIPUBECTH K 3HAUYNUTEIBHOMY CHIKEHHIO M HopMmanu3auuu cp.JJIA [3,24].

Cpenu nabopaTOpHBIX MapKepoB MPOTrHO3a HauOoJIbIIee 3HAUYCHHE COXPAHSIET MO3TOBOM
HAaTpUHYPETUYECKUI TMENTU, YPOBHHM KOTOPOTO HAJEKHO KOPPEIUPYIOT C IOKa3aTelsIMU
(YHKIIMOHAJIBHOTO M TE€MOJAMHAMHUYECKOTO CTaTyca, a TaKXKe CTPYKTYpPHO-(YHKIHMOHAJIBLHOTO
cocrosuaus 11K [3,7,45].

B skcneprHbIX neHTpax pexkomeHnayercsa nposeaenne KIIOC nHa perynspHOil OCHOBe, HE
MEHee OJHOro paza B roa. B psane neueOHBIX YUpexAeHHH TreMoJWHaMUYecKas OLIEHKa
NPOBOIUTCS Kaxable 3-6 Mec. Tocie M3MEHEHHs peXHMa CIeNU(pUIECKON Tepamuu C IEIbIO

JOCTHIXCHUA HCOGXOI[I/IMOFO YPOBHA TCMOJUHAMUYCCKUX ITAPpaMETPOB.

6.3.14. /Ilunamuyeckoe Hab0aeHue 32 00JbHBIMU ¢ JIAT

B tadaune 6.3.11. npexacraBieH nepedeHb 00s3aTeIbHOrO 00CIEOBaHUS MAIlMEHTOB C
JIAT npu ycTaHOBIIEHHH MArHo3a, a TakkKe MpHU JMHAMUUYECKOM HaOoieHun yepe3 3-6 u 6-12
Mec., CJenyeT OOpaTHTh BHHMAaHHE, YTO TpPU IOJO3PCHHMU HAa KIMHHYECKOE YXYIIICHHE Y

nanuenToB ¢ JIAIT crmemyer mOBTOPUTH BeCh TMEPBUYHBIA KOMIUIEKC HCCICIOBAHUH,
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HaIpaBJICHHBIN Ha JIETATbHYIO OIEHKY (YHKIIMOHAIHHOTO U TeMOAMHAMUYECKOTO craryca [3,7].

K ocHOBHbIM 1abOpaTopHBIM TECTaM OTHOCSTCS OOIIMH aHalu3 KpOBH,

orpeiesieHue

KpeaTuHuHa, HaTpusi, Kanus, Omnmupyounna u BNP/NT-proBNP, a takxke MHO (y manueHToB,

nonyvaromux aHtaroHuctel ButamuHa K) m ACT/AJIT (y maumenToB, momyuarommx APD).

I[OHOJ'IHI/ITGJ'IBHBIG J'Ia60paT0pHHe TCCTbl BKIIOYAKOT OIIPCACICHHUC THUPCOTPOIIHOIO0 I'OPMOHA,

TPOIIOHMHA, MOYEBOM KHCIOTBHI, OLIEHKY HapylleHHid oOmeHa xene3a (kene3o, (eppuTHH,

TpaHncdeppun) u ap. [3,7].

Ta6auua 6.3.10. Onenka pucka Npu JIEroYHoi aprepuaJbHOll THNEPTEeH3UH

@DakTopbl MPOruo3a *

Huskmnii puck <5 %

IIpoMexKyTOUHBIH PpUCK
5-10%

Knunugeckue npuszHaku

MIPaBOXKEITYIOUKOBOM ceplieuHOM OTCYyTCTBYIOT OTCYTCTBYIOT
HEJI0CTAaTOYHOCTHU
[IporpeccupoBanue KIMHAYECKUX

porpeccnp Her Mexanennoe
CHUMIITOMOB
CuHKoOIE Her Penxue °
OyHKIMoHANEHBIN Ki1ace (BO3) 1, 1l 1

NCTAHIOHUA B TECTC 6-MI/IH THOﬁ
A ! y >440 m 165-440 M

XOIBbOBI

KapauonynsmonanbHbIH

VOgnuk. >15 Mir/MUH/KT

VOgnuk.11-15 Mir/Mun/Kr

HATDV3OUHLL TeCT (>65% nporro3up.) (35-65% mporuo3up.)

Py (VE/VCO; slope <36 VE/VCO; slope 36-44.9
Yposuu BNP/ BNP<50 ur/x ﬁ$? ?gé?lj\(l)g Hr/n300_1400
NT-proBNP B rrasme kpoBi NT-proBNP<300 nr/x o /Hp

Hanueie 9xoKI'/ MPT cepana

2
SIITI<18 cm

IlepukapananbHbIi
BBINIOT OTCYTCTBYET

SIIIT 18-26 cm”
IlepukapananbHbIi
BBIIIOT OTCYTCTBYET WUJIH
MHUHHMAaJIbHBIN

reMOHHHaMH‘IeCKI/Ie napaMeTpbl

JIIIT 8 MM pT. CT.

CH1>2.5 n/mun/ M2
SvO; >65%

JATIIIT 8-14 mm pT. CT.

Cn20-24 JI/MI/IH/M2
SvO, 60-65%

Ilpumeuanue:. *

— YKa3pIBalOT Ha TPEIIoJIaraeMylo JIETAIBHOCTh B TedeHwe roma; SvO2 -

caTypanusi CMEIIaHHOW BeHO3HOH kpoBH; VO2nHMK. — MUKOBOE MOTpeOiIeHne KHCIOpOAa;
VE/VCO: slope — Bentmmsimonnsiii sxBuBanent; SIIIT — miomiaas npaBoro npeacepaus; NT-
proBNP — N-tepMuHanbHbI MO3roBoil Harpuilypernueckuii mnentua;, BNP — wmosrosoit

HaTpUNYpPETUYECKHUN MTETITH]I.

YHamuume penkux CHMHKOME BO BpeMs TKeIod (U3MUECKOW HArpy3KM HIIH PEIKHX

OpPTOCTATUYCCKHUX CHUHKOIIC,

‘TIoBTOpHBIE SMHU30/IbI CHHKOIIE, ITPU HEOOJIBIION UK 0ObIYHON (PU3NYECKOI aKTHBHOCTH.
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Tadauna 6.3.11. Heo0xogumble ucciaenoBanusi y 60jbHbIX ¢ JIAT

Uepes 3-4
[Ipu
Uccnenosanue Kaxnrie Kaxnpie MEC. IIOCIIe
Hcxomno KJIIMHAYECKOM
3-6 mec. 6-12 Mec. | U3MeHEHHS
YXyIIICHUN
Tepanuu
Kmuaunueckoe
o0clie0BaHmeE C v v v v v
onenkoit ®K (BO3)
JKIC v v v v v
Tect 6-MUHYTHOI
XOIABOBI c OLICHKOM v v v v v
HHAEKCA ONBIIIKH IO
bopry
Kap):[HonyJH%WOHaJILHHH v v v
Harpy304HbIN TECT
Oxokapauorpadus v v v v
OcHOBHBIE v v v v v
J1a00paTOPHBIC TECTHI
JononHuTenbHbIE v v v
J1a00paTOPHBIC TECTHI
["a30BbIii COCTaB KPOBU v 4 v v
Karerepuzanus mpaBbIxX v v v v
OTJIEJIOB Cep/Iia

7. Jleuenue

Jns Bcex OonbHbix c JII' akTyanbHbl 0OIME PEKOMEHIAIMH, COOIIOJCHHUE KOTOPBIX
MO3BOJIICT YMEHBIIMTh PHCK BO3MOXKHOTO YXYALICHUS TedeHus 3aboneBanus [1,2,7,8].
AHTHUKOAryJsiHTBI, JUYPETHUKH, CEPJCYHBbIC TJIMKO3U[bI, OKCHUTEHOTEparus, HECMOTps Ha
otcytctBue PKH, coCTaBisAOT CTaHAAPTHYIO TEPANUIO U HIMPOKO MPUMEHSIOTCS y MAIUEHTOB C
JIT'. B neuenuun JIAI' Ha MpOTSHKEHUH MHOTHX ACCSITUIICTHI HaOMIOAancs KpailHe MeIeHHbII
nporpecc. Cutyanusi CynecTBeHHO U3MEHMIIAch 3a mocienuue 10-15 ner, Oiaromapst MOsIBICHHUIO

cnenupuyeckod Tepanuu — HOBBIX KJIACCOB JIEKAPCTBEHHBIX IpenaparoB, 3PQEKTUBHOCTb U

0e30MmacHOCTh KOTOPBIX Joka3aHa B PKU [8,57].

7.1. O0uue peKkoMeH AU

HemenukameHTO3HbIE MEPONIPUATHS UTPAIOT BAXHEWIIYIO POJib B BelieHUH 0oJbHbBIX ¢ JII.
Yacto auarHo3 CTAaHOBUTCA TPUYMHOM COLMAIBHOW H30JALMM, II0OTOMY KpailHe Ba)KHa
MOTHUBHPOBaTh OOJIbHBIX TPUHUMATh YydacTHE B CoOOIIEecTBaXx OOJBHBIX IJIs OOIIeHus,

IMMOBBIIICHUA YBEPCHHOCTHU B 0666, yJIydmieHUud HAaCTPOCHUA U O6H_ICFO COCTOsSIHHA.
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Tadauna 7.1.1. Pekomenganuu no pu3nyeckoil aAKTHBHOCTH

Pexomenganmnu Kaace YpoBennb
PeKOMEHIANH| 10KA3aTeIbHOCTH
bonpHBIM JIAT PEKOMEHIyI0TCS €XKCTHEBHBIC Ila B

JO3UPOBAHHBIC M PErylHpyeMble (U3HYSCKUE HArpy3KH,
HE BBI3bIBAIOIIUE yCyryOseHusi cumnroMaTuki [7,58]

bonbnbiM ¢ JIAT, monyyaromum ajeKBaTHYIO TepaIuio, Ila B
PEKOMEHI0BAaHO MPOBEICHUE peadMIINTALUU AJIs
yiaydiieHus: U3NYECKOro cTaTryca B paMKax ClieluaIbHbIX
[porpamMM MoJi TOCTOSSHHBIM KOHTPOJIEM MEIUIIMHCKOTO
nepconana [7,58]

BbonbubiM ¢ JIAI' He peKOMEHIYIOTCSl Upe3MEPHbIE Il C
busnyeckre Harpy3Kku [7]
BonbubiM JIAT He pekoMeHayI0TCS (PU3HYECKHe HAarpys3KH, Il C

COTPOBOX/IAFOLINECS MOSBICHUEM BBIPAKEHHOH OJIBIIIKOH,
cHHKoIe, 0o B rpyau [2,7]

BonbubiM JIAIT HEe pekoMeHAYIOTCS (PU3UYECKUE HArpy3KU Il C
nociae eapl, IOpuU HEOJArompusITHOM TeMIepaTypHOM
pexume [2,7].

7.1.1. ®u3nyeckass aKTUBHOCTH. boJbHBIE TOMKHBI BHIOIHATH HATPY3KU B IIPEEIax TOU
($U3MYECKON aKTUBHOCTH, KOTOpask BO3MOXKHA, UCXOAS M3 KIMHMYECKOW cumnToMmartuku [1]. B
MOBCEIHEBHOM >kM3HU manueHTsl ¢ JII' 7omKHbI n30eraTh BOZHUKHOBEHUS TaKUX MOTCHIIMAILHO
OMACHBIX CUMIOTOMOB, KakK BBIp@XCHHAsl OJbIIIKA, CHUHKONE, OOMM B TPYIHOWU KIETKE.
3anpemaroTcess PU3NYSCKUE HArpy3Kd TIOCHE €/bl, MPU HEOJAronpHsITHOM TeMIEPaTypHOM
pexume. B To ke Bpemsi 6ompHBIM ¢ JI[T crieayeT BBITIOMHSTH €XKEIHEBHBIC JO3UPOBAHHBIE U
perynupyeMble (U3MUYECKHE HArpy3KH, HE BBI3BIBAIOIIME BBIIICYKA3aHHBIX CHMIITOMOB, YTO
CIOCOOCTBYET YIYYIIEHHUIO KadecTBa XU3HU M KIMHUYECKOW cuMmToMaTuku. [lokazaHa poib
CHEIUAIBHBIX MPOTPaMM IO PeadWIIMTAIMK OOJILHBIX B YIYUIICHHH TOKa3aTeliell (pu3nIecKoro
cTaTyca M KayecTBa JKW3HH. HeoOXOAMMBIM YCIOBHEM SBJISETCS ITOCTOSHHBIA KOHTPOJb
MEAMIIMHCKOTO MepCOHaa 3a MPOBeIEHuEM KoMILIekca peadunuranuu [1,58].

7.1.2. IlyremecTBus.

Jlo HacToAmero BPEeMEHHW HE NPOBOJMINCH HWCCIEAOBAHUS IO MOJICIUPOBAHUIO
aBuarepeneTa C IMeJIbl0 M3yYeHHsS BOMPOCAa O HEOOXOJMMOCTH OKCHUTCHOTEpAIlMd BO BpeMs
JUITMTENIbHBIX ToJieToB y maruentoB ¢ JIAIT [1,2]. M3BecTHO, YTO THIOKCUS YCYTryOJseT
Ba3oKoHCTpuknuio mpu JII, modToMy MOXHO Tpenanojiaratb, 4YTO JOTOJHHUTEIbHAsS
KHCIIOPOJIOTEpANHsi BO BpeMs aBUAIEpesieToB 1enecoodpaszna y 6onpHbIX ¢ OK III-IV (BO3)
npu mapruanbHoM jaaBienuu Oz B aprepuanbHOil kpoBu Menee 8 klla (60 mwm pt. ct.) [7,8].
CkopocTh 2 J/MHMH. JA0CTaTOYHA JJisi TIOBBIICHUS MJaBJICHUS KHCIOpOJa O YPOBHH,
COOTBETCTBYIOIIETO YPOBHIO MOps. Takum oOpa3oM, OONBHBIM CleayeT M30eraTh npeObIBaHUS

Ha BbIcoTe Oonee 1500-2000m Oe3 oxcureHorepanuu. Bcem mnanmeHTaM, COBEpILAIONIUM
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NyTEIECTBUSI B JPYyrHe CTpaHbl, BaXHO HMETb IMpU cebe MEAUIMHCKHE JOKYMEHTHI,

nH(}pOpMaIHIO 0 MECTOHAXOXKACHUH OJyKaiIero reaTpa no npobdiaeme JII' 1 KoHTaKTax.

Tab6auua 7.1.2. PekoMeHaanmMu no 001MM MepONpUSITHAM

PexoMenganuu Kuaacce YpoBeHb
PEKOMEHIANNH| 10KA3aTEeJIbHOCTH

Pexomennyercs BaknuHanus 60ipHBIX ¢ JIAD oT rpunma u | C

THEBMOKOKKOBO# nH(pekuuu [2,7]

[Mammentam ¢ JIATT pexoMeHaoOBaHa MOMOUIb TCHXOJIOTa/ I C

ncuxuarpa [7]

Haznauenne Oz BO BpeMs aBHUaIEpeseTOB I10KA3aHO Ila C

o6ompubM JIATT ¢ ®K IlI-1V (BO3) npu mnapruaisHOM
nasiennn Oz B aprepuanbHoil kpoBu MeHee 8 KIIA (60 MM
pr. ct.) [7,8]

IIpy nmpoBeaeHMM XUPYPIHMUECKMX BMELIATENIBCTB Yy Ila C
6onbHbIX ¢ JIAD snunypanbHas aHecTe3Hsl peKOMEHIYeTCs
B Ka4yecTBe mepBoro Boidopa [3,7]

7.1.3. bBepemennoctn/ poabl; 3aMeCTHTEJbHAs TOPMOHAJIbHASI Tepanusi B
NOCTMEHOoIaYy3e.
VY nanuentok ¢ JIAT' 6epeMeHHOCTh U POJIbI CBSA3AHBI C MOBBIIIEHHBIM PUCKOM CMEPTHOCTHU

[1-3,59]. TlosBustoTcst COOOIIEHUST O OJArOMOMYYHBIX MCXOAaX OEPEeMEHHOCTH, B YaCTHOCTH Y
60bpHBIX WJII' ¢ MOIOKUTENFHBIM TECTOM Ha Ba30PEAaKTUBHOCTH U MOTYYaoNX 3P PeKTHBHYIO
tepanuto. Onnako 3a 10 et Habmoaenus B CLIA neranpHOCTh y Oepemennbix ¢ JIAT (n=18)
cocraBmia 17%, a B 13 EBpomneickux IeHTpax B TE€UeHHE 3-JIETHEro Mepuoja HaOMIOJCHUS Y
nanueHTok ¢ JIAT (n=26) ormeuanacs netaipHocTh 12% [7,60].

B coorBerctBun ¢ mHenuem skcneptoB BO3, ESC/ ERS 1o Hacrosmiero BpeMeHH
OCpEeMEHHOCTh CUYUTAETCS MPOTHUBOINOKa3zaHHOW OonbHBEIM ¢ JIAI. Bcem mnanmeHTkam
PENpOOYKTUBHOTO  BO3pacTa JIOJDKHBI  ObITh  PEKOMEHJOBaHbl  3(P(QEKTUBHbIE  METOJBI
koHTpauenuuu [3,7]. Hanbonee mnpeamoyYTUTETBHO HCIOIB30BAHUE ACTPOTCH-HECOACPKAIINX
KOHTPAIICTITUBOB,  OapbhepHBIX  METOJOB  KOHTpAIENIWH, MPOBEJACHUE  XHPYpPrHYECKOU
crepum3anuu  [8,61]. Bapwephblie MeTOoabl 0O€30HacHBI, HO HE OO0CCIIEYMBAIOT HAIEKHOTO
KoHTpanentuBHoro s¢¢ekra. Ilpemaparsl mnporecrepoHa (MEIPOKCHIPOTreCTEpOHA aleTar,
sToHOrecTpen) 3(dexkTuBHB M 0e30macHbl B CBSI3U C OTCYTCTBUEM MOTEHIIMAJIBHOIO pPHCKa,
CBSI3aHHOTO C MIPUMEHEHUEM JCTPOTeHOB. bo3eHTaH MOXKET CHMXATh 3(PPEKTHBHOCTh OPATBHBIX
KOHTPAIENITUBOB, TTOATOMY I TOCTMOKCHHS HaASKHOTO d(deKTa 1meaecoodpa3Ho couerarb aBa
MeTofa  KoHTpauenuuu. OddekTuBHA KOHTpalenuuss ¢ OMOLIBI  BHYTPUMATOYHOU
JICBOHOPTE€CTPEI-PUIIM3UHT  CUCTEMBI, MpPHU TNPUMEHEHUH KOTOPOH pEelKO OTMEYaroTcs
Ba3oBarajbHbIC PeakIni. Bo3MOXHO Takke MPUMEHEHNE HHTPAaBarHHAJIBHBIX IIPENapaToB.

B cnyuae OepemenHocTH OosibHAsh JOJKHA OBITH NPENYNpeXIeHAa O BBICOKOM PHCKE

OEepeMEHHOCTH M HEOOXOJIMMOCTH €€ INpepbiBaHusA. B ciaydae BpIOOpa MAlMEHTKH COXPaHUTh
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OEpEeMEHHOCTh ClIeIyeT PEKOMEHJIOBaTh HEOOXOAMMYIO TEpamvio B TMOJHOM 00BEME, a TakkKe
MJIAHOBOE POAOpA3pENICHUE MPU TECHOM B3aMMOJICHCTBUU aKyIIEpOB M Kapauoioros [1,3,7,62].
Bo3moxHBIMU Ui OepeMEHHBIX IpenapaTaMu SBISIFOTCS CUIZCHApUI U wmionpoct (kjace/
ypoBeHb Joka3ateabHocTH 11b-C).

3aMecTHTeNIbHAS TOPMOHAJbHAS Tepamus I0Ka3aHa TOJNbKO TeM marnueHtkam JIIT B
MIOCTMEHONay3€, KOTOPbIE HCIBITHIBAIOT BBIPAKCHHBIC KIMMAaKTEPHUECKHUE CHMIITOMBI TPH
YCJIOBUH TOJI00pa aJeKBaTHON aHTHKOATyJISTHTHOW Tepanuu [2,7].

Tabauua 7.1.3. OOmue pexkoMeHaauuu: OepeMeHHOCTh/ POIAbI; 3aMeCTUTeJbHasl
TOPMOHAJIbHAA Tepanus B IOCTMEHOIay3e

Pexomenganmnu Kuace YpoBennb
PEKOMEHIALNH | J0KA3ATEIbHOCTH

[Manmentkam ¢ JIAI'  pexkomeHayeTcsi  HaJeKHOE I C

npeaoxpaHeHue ot bepementoctu [2,7,60]

[Taunentkam ¢ JIAI' pekomeHmyeTcs  UCHOJIB30BaHUE I C

JCTPOr€H-HECOAEPKAIIUX  KOHTPALECNTUBOB, OapbepHBIX

METOJIOB  KOHTpAIICHIIUK,  MPOBEJCHUE  XUPYPrHYCCKOU
crepwinsanuu [7,61]

[Tanmentkam ¢ JIAD mis gocTkeHus HajaexkHoro s dexra I C
PEKOMEHIyETCsl COUETaTh JIBa METO/1a KOHTpaleniuu [7]
3aMecTuTeNbHAs TOPMOHAJbHAs Tepamus PEKOMEHIYeTCs lla B

nanpeHtkam  JII' B mocTMeHomlay3e IIpM  BBIPaKEHHBIX
KJIMMAaKTepUUYECKUX CHUMITOMAax Ha (oOHEe aJeKBaTHOMH
AHTUKOATYJIIHTHOM Tepanuu [2,7]

7.1.4. IlpodpnnakTuka nHGEeKUMOHHBIX 3200/ 1eBaHNI

Bo3nukHoBeHne mnHeBMOHMM ycyryOmiser Teuenue JII', Bcerma tpeOyeT HpoBEACHUS
OBICTPOI TMarHOCTHKU M HEMeAJIeHHOTO Havana 3¢ dexTuBHoro jeueHus. Y 7% Oonbubix ¢ JII'
ITHEBMOHMHU SIBISIFOTCSL MpUYMHOI  QartanpHbix ucxomoB [1,3]. Cnemyer pekoMmeHIOBaTh
HalMeHTaM peryJsipHOe BaKIMHUPOBAHUE OT TPHUIINA U MTHEBMOKOKKOBON MHpekuuu, xots PKU

HE MPOBOAMIHCH [2,4].

7.1.5. Xupypruueckasi NoMoub

[IpoBenenne XuUpyprudeckux BMEMIATEeIbCTB y O0nbHBIX JIADT coOmpspkeHO ¢ BBICOKUM
pHCKOM OCIOXHEeHUH. [IpenoYTHTebHBIM BHIOM aHECTE3MOJIOTHYECKOTO IMOCOOUS SIBISIETCS
SMHIypaIbHAS AHECTE3Ws, KOTOpas IMEPEHOCHTCS OONBHBIMHU Jydllle B CpaBHEHHH C OOIIen
anecresueit [1,8,63]. HeoOXoaumMo OCYIIECTBIATh BPEMEHHBIH IMEPEBOA OOJBHBIX C JICYCHHUS
NepopaTbHBIMH MpenapaTaMyd Ha BHYTPUBEHHYIO WJIM HWHTAIALIUOHHYIO TEpalHio JO MOMEHTA,
MOKa OHH CMOTYT TPUHUMATh TaONeTKu. XUPYpPrHUeCKHe BMEIATENbCTBA CBS3aHBI C
MOBBIIEHHBIM pucKoM Yy 60sbHBIX ¢ JIAT, ocobenno mpu @K 1V, a Takke B cirydae TopaKaJIbHOU

Wi abJOMHUHAIBHOM omepanuu. Tepanuio aHTUKOAryJjasHTaMH CJleayeT IpeKpauiarb Ha
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MaKCHUMaJIbHO KOpPOTKOe BpeMs. B mocneomnepanmonnom nepuoae OonpHBIM ¢ JIIT 00s3aTennbHO

POBOIUTCS MPOPUITAKTHKA TPOMOO30B ITyOOKHX BEH rojeneii [2,3].

7.1.6. KoHTpO.1b YPOBHS reMorio0nHa

Bbonbabie ¢ JII' BRICOKOUYBCTBUTEIBHBI K CHIDKEHHIO YPOBHSI T'€MOTJIO0OMHA B KPOBH,
[IO9TOMY JIaXKe JIeTKast aneMust TpeOyet OpicTporo addexruHoro neuenus [3,7]. YV 6onpubix JII
C BBIPAXCHHON TUIOKCHEH, Hampumep, Ha (OHE JeroYHO-CUCTEMHBIX IIYHTOB, BO3HHKAET
BTOpUYHBIA 3purpounrto3. Ilpu ypoBHe remarokpura >65% W HaIMUUU CHUMIITOMOB,
YKa3bIBAIOIUX HA MOBBIIICHHYIO BSI3KOCTh KPOBH (TOJIOBHBIE OOJIM, HApyIIEHHE KOHLEHTPALUU
BHHUMaHUs), TOKa3aHbl KpoBomyckaHus c Bo3memenueM OLIK u Bo3BparoMm mia3mbl, 4TO

CJIeZlyeT TPOBOIUTH C OCTOPOKHOCTHIO, YUHUTBIBAas pPa3BUTHE BO3MOXKHOTO JePHUIMTA >Keie3a

[2,8].

7.1.7. Ilcuxoaornyeckas moMoIlb.

JIT'" oka3bIBaeT CYIIECTBEHHOE BIMSHHUE HA (PM3UYECKOE, IICUXOJIOTHYECKOE, COLHATBHOE,
B TOM 4uclie (PUMHAHCOBOE, IMOIMOHATIBHOE COCTOsIHUE 00JbHBIX [1,7]. BosibHBIE MCIBITHIBAIOT
CYIIECTBEHHbIC OIPAaHMYCHUS B (PU3NYECKOM aKTUBHOCTH IO CPABHEHHIO C TEM 00pa3oM JKU3HH,
K KOTOPOMY OHH TIPUBBIKIIM J0 BOSHUKHOBeHHs Ooie3nu. MHdopmanus o Tsbkectu 3abosieBanus,
NOJTy4eHHas: OOJIHBIMH W3 HEMEJUIMHCKHX HCTOYHHUKOB, NMPHBOAUT K TIOBBIIIEHHOH TpeBOTre
WIN JIENPECCUH, YTO CYIIECTBEHHO CHIKAET KauyecTBO JKM3HU. [y amanrTaluy NalnueHTOB B
KHM3HU M 00IIECTBE, MIOHUMAHHUS CBOCH OOJIE3HU MMOKa3aHa MOMOIIb IICUXO0JIOTa WK TICUXUATpPa, a

TAKXKE NOAACPKKA APYTUX MANUCHTOB U UX ceMeﬁ, ITAITMEHTCKUX opraHmauHﬁ.

7.2. JlekapcTBeHHAasl Tepanus

Y oGoneubix ¢ JII' mpoBomuTcs moaaep:KUBaOmiasi (OpaibHBIC AHTUKOATYJISIHTHI U
Jie3arperanTbl, JAUYPETUKH, CEpJCYHble TJIUKO3U[bl, OKCUICHOTEpanus) U cHeuupuyeckas
Tepanusi, Brmovaomas bKK, aHTaronuctel peunentopoB  SHIAOTENMHA, HMHTHOUTOPHI
docdoaurcrepasbl THIA 5, CTUMYJISITOPBI pacTBOpUMOi TyaHunatiukiassl (pI'1l), mpocranoumsl,
arOHMCTHI perentopoB npoctanukiura [1,2,7]. U3-3a cnoxxknoctu tepanuu JIAT U BO3MOXKHOTO
M3MEHEHHUs peXHMMa IpHeMa IpernapaTtoB HEOOXOIUMO KOHTPOJIUPOBATh MPUBEPKEHHOCTh

MNalMCHTOB K JICYCHHUIO.
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7.2.1. llopnep:xuBaoIIas Tepanusi
7.2.1.1. AHTHKOAryJSIHTBI U Jie3arperaHThbl

VY nanueHToB ¢ pa3nuuHbiMu Gopmamu JIIT oTMedaeTcst BRICOKas 9acTOTa TPOMOOTHIECKUX
NOPAXEHUM JIETOYHBIX COCYZOB, YTO CBS3aHO C IOBPEXKIEHUEM 3HJIOTENUs IPU IOBBIILICHUU
JJIA, rumepkoaryisuueid M CHIKCHHEM (GHOPHHOJIMTHYECKOro IOTEHIMada Kposu [2,21].
IToxazanus st HazHaueHUs OpaibHBIX aHTHKOAryIssHTOB (OAK) y Gonpubix JII' cBsizaHbl C
TPaOUIMOHHBIME  (paKTOpaMH pHCKAa BEHO3HBIX TpoMOosMOoimii, Takumu Kak XCH,
MAaJIOTIOABIDKHBIA 00pa3 >KU3HM, MPEAPACIIONIOKEHHOCTHI0 K TPOMOOTHUECKUM H3MEHEHHSM B
MUKPOLIMPKYJISITOPDHOM PYCJ€ M 3JAaCTHYECKUX JIETOYHBIX aprepusix. OCHOBHBIMH 3aJadyaMu
AHTUKOAryJsHTHOM Ttepanuu npu JII' saBnsrorcs mnpoduiaktuka TpoMmOO30B 1n situ u
TpoMO0IMOOIIHIA B CHUCTEMY JierouHoi aptepuu [1,7].

D¢ (heKTHBHOCT, CHHTETHYECKOTO aHTaroHumcra BUTamumHa K BapdapunHa mokasaHa B
OJIHOIICHTPOBBIX PETPOCHEKTUBHBIX HccienoBanusx y OompHbix ¢ W u JIAT BcnenctBue
npuema aHopekTukoB [8,24]. YV 78 Gombhbix IIJII, MIMTETBHO NPUHUMAIOIIUX HEMPSIMBbIC
AQHTHKOATYJISIHTBI, B YacTHOCTH, BapdapuH, HAOIIOAATIOCH YIyYIICHHE BBDKHBAEMOCTH I1O
CpaBHEHHUIO ¢ rpymmoi u3 37 OONbHBIX 0€3 aHTHKOAryJsHTHOW Tepanuu [64]. Bapdapun
MPAKTUYECKH YABauUBal 3-JIETHIOI BbDKHBAaeMOCTh OonbHbIX ¢ [T, mpuyem ymyuiieHue
NpOrHO3a O0TMEYanoch He3aBucumo OT 6a3zoBoil Tepamuu BKK [24]. B perucrpe COMPERA

npuem OAK siBUjICS HE3aBUCHMBIM IPEAUKTOPOM MPOrHo3a y 6osbHbIx ¢ WIIT [65].

Tab6auua 7.2.1. AuTUTpOMOOTHYECKAS Tepanus y 00JbHBIX ¢ JIT'

Pexomennanuun Knacc YpoBeHb

PEKOMCHOAIIMKN | JOKA3aTCJIIbHOCTHU

OAK wmorytr ObITh pexoMeHJoBaHbl OombHbIM C  WIJII,
Hacnenyemoit JIAI, JIAT' BcienctBue mnpuema aHOPEKTHKOB

[2,3,7]

b

C

[Ipu accouunpoBanHbix Gopmax JIAI pemieHne o Ha3HAUEHUU
OAK npuHMMaThCsl MHAWBHUIYalIbHO Ha OCHOBAaHUM OILIEHKU
cooTtHoteHust puck/ 3pdexkTuBHOCTD [7]

Ila

B kauectBe anprepHaTuBbl Bappapuny nauuentam JII" c
MOBBIIIEHHBIM PUCKOM KPOBOTEUEHHM UIITU HE
IIEPEHOCUMOCTBIO IIpenapaTa, pEKOMEHAYETCSl HA3HAaYCHHE
HU3KOMOJICKYJISIPHBIX TenaprHoB [2,3]

Ila

Ha3znaueHne HOBBIX OpaJIbHBIX AHTHKOATYJISTHTOB HE
pekomenayetcs naiuerTam ¢ JIAT [3]

Ha3naueHre HOBBIX OpAJIbHBIX AHTUKOATYJISTHTOB MOYKET
paccmarpuBarbes y nauueHToB X TOJII npu HEBO3MOXKHOCTH
HasHaueHwus .Baphapuna/ HMI [3,5]

b

Haznauenue nesarperantoB pekomennyercs 6omnbHbiM JIAT ¢
MOJIOKUTETIBHONW MPOOOi Ha Ba30pEaKTUBHOCTb, a TAKXKE IpPH
HenepeHocumocT OAK [2]

lla
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OAK wmoryr ObITh pexkoMeHmoBanbl OompHBIM WJIT', Hacmemyemoit JIAIL, a taxxe JIAT
BCJIEZICTBHE TTpUEMa aHOPEKTUKOB (TadJa. 7.2.1.) [3,7,8]. CraproBas mo3a BapdapuHa cocTaBiseT
2,5-5 mr. IlonHas no3a mpemnaparta Ha3HA4aeTCsl OJUH pa3 B CYyTKH IOCIE BEYEPHETO NpHeMa
numy. JlanpHeHmuii pexkuM 103MPOBAaHUS YCTAHABIMBAETCS MHAMBHUAYAIBHO I10J] KOHTPOJIEM
MEXIyHapoaHoro HopMmaim3oBaHHoro otHomeHus (MHO). IleneBoit ypoens mnpu JIAT
cocrasiser 1,5-2,5, mpu XTDJII — 2,5-3,5. [2,3]. HaubGonee yactbiM moGounbiM 3 dHeKkTom
Bap(dapuHa SBISETCS KPOBOTOYMBOCTH, PEIKO — JAMApEs, NOBHIIIEHNE aKTUBHOCTU (EPMEHTOB
[I€YEHHU, IK3EMA, BACKYJIUTHI, aJIONELHs.

B kagectBe anprepHaTuBBl BaphapuHy y psAa HAIEHTOB C IOBBIIIEHHBIM PHCKOM

KPOBOTEUYECHHI WIH HENEePEHOCUMOCTHIO npernapara clenyer paccMaTpuBaTh
HU3KOMOJIEKYJISIpHBIE TeapyuHbl — SHOKcAanapuH | Mr/kr 2 pas3a B CyTKd u HajapomnapuH 86 ME/
KT 2 pa3a B cyTku [1,2].
B crpanax EBpasmiickoro compyxectBa 3apeructpupoBanbl HoBble OAK— paGurarpas,
puBapokcabaH, anmukcadaH, KOTOpble UMEIOT HU3KHUM PUCK TeMOpparndeckKux OCIOKHEHHUN U He
TpeOytoT koHTposiss MHO. OgHako B HacTosInee BpeMs TOKa3aTeNbHOW 0a3bl B TOJB3Yy HX
s dexkruBHOCTH M Oe30macHocTH 1ipu JII' He umeeTcs [5,8].

IIpn accoummpoBanusix (opmax JIAI' Bapdapun cnegyeT Ha3HauaThb TOJIBKO MPH

Hanmuuuu nokazaHuit — XCH, ¢ubpuwuisiuuu npencepauid, HaTu4uu TPOMOO30B, a TakKke
OTCYTCTBUHM NPOTHBOINOKA3aHMM, TAaKMX KaK IPO3UBHBIC MOPAXKEHUS >KEITYyIOYHO—KHILIEYHOTO
TpakTa, 3a00JIeBaHUsI IEYEHH, HapYLIEHUs CBEPThIBaIOIIEH CUCTEMBI KpoBH [3,7].
Hekoropbie manueHTs! MOJABEPKEHBI MOBBIILIEHHOMY PHUCKY KPOBOTEUYEHUMH, HANpuMmep, IMpH
C3CT, BIIC u 3aboneBanusix nedeHu [2]. Y OonbHbIX ¢ mopToJII' mMeercs BBICOKHM pHCK
pasBUTHsI KPOBOTEUEHMsI U3 pacIiMpeHHbIX BeH nuuieBoga. Ilpu JII' Ha ¢done cepnoBugHO—
kietouyHoi anemuu OAK npoTHBONOKa3aHbl U3-3a PUCKa BHYTPUMO3TOBBIX KPOBOTEUEHHUH [8].

Haznauenue nesarperantoB BO3MOXKHO y 00ibHBIX JIAD, MMEMOIINX MOJIOXKUTEIbHYIO
O®II [1,2]. TlpuMeHeHue aneTUICATUIUIOBON KUCIOTHI 75-150 Mr/cyTKu, HE CONpPSIKEHO C
HE00XO0IMMOCTBIO J1a00paTopHOro KOHTpousid. [IpeanodTuTebHO UCIOMB30BAHNE CHEMATbHBIX

¢dbopM ¢ MUHMMAaIIbHBIM PUCKOM YJIbIIEPOT€HHOTO 3P deKTa.

7.2.1.2. InypeTuxku
JIMypeTHKy TIO3BOJSIOT YIYUYIIUTh KIMHUYECKOE cocTosiHue OombHBIX ¢ JIIT wm
PEKOMEHIYIOTCSI BO BCEX ciiydasx pa3Butus aekommnencaruu [1K [1,7,66]. 3axepkka »KHUIKOCTH
HaOmomaercss 'y OonpHBIX ¢ JIIT B pasBepHyTOi cTamum 3a0oJieBaHMs, OCOOCHHO TIpH
COMYTCTBYIOIIEH MATOJIOTMH JIEBBIX OTAENOB cepaua. OTeUHbIil CHHIPOM BO3HUKAET BCIEACTBUE
cHmkeHusa CB, Bkiaj CHOCHUT MOBBIIIEHHE MPOIYKIIMH albJA0CTEPOHA, BBI3BIBAIOILIETO 3a/IEPKKY

HaTpus B Moukax. BeIpaOoTka MpencepiHOr0 W MO3TOBOTO HATPUHYpPETHUECKHUX IENTUIOB B

48



JTUIATHPOBAHHOM Cep/lle, KOTOpble OKa3bIBAIOT HATPHUIlypeTHYecKOe M Ba3oJWjIaTHpYIOIIee
JICWCTBHE HA JICTOYHBIC COCY/IbI, SIBJICTCS HEJOCTATOYHOM /IS TOAAepKaHust romeocTasa [3,8].

IIpn 3anmepxkke xuakocTH nasiieHHe HanojaHeHus B IDK Bospacraer, u BO3HHKaeT
KJIMHUYECKasi KapTUHA ero JIEKOMIICHCAIlMH — NepudepruuecKkue OTeKH, TernaToMeraius, aciur,
pacuiMpeHue meHslX BeH. [Ipu HapacTaHWM OTEYHOrO CHHApPOMA COCTOSIHHUE OOJBHBIX PE3KO
YXYALIAETCs, HapacTaeT OJBIIIKA, COMPOBOXKIAIONIAS BbIPAXXKEHHBIA OTEUHBINH CHHAPOM BILIOTH
no aHacapkd. OTeK CTEHKM KHUIIEYHHKA BBI3BIBAET AHOPEKCHIO, MallbaOCoOpOIHIo,
TUIIONPOTENHEMHIO, YTO CIIOCOOCTBYET JOMOJIHUTENBHOM 3aJepikke >Kuaxoctu. HazHaueHue
JUYPETUKOB 3HAYUTEIHHO O0JIerdyaeT COCTOSIHHE OOJBHBIX U YJIydyllaeT UX (PYHKIMOHAIBbHYIO
AKTUBHOCTD.

Jnst koppekiuun oO0bemMHOM meperpy3ku 'y OonpHbIX JIIT mpu ngexkommnencanmu [DK
IPEIIOYTUTENBHO IPUMEHATD METIEBbIE TUYPETUKH, KOTOPHIE OKa3bIBAIOT OBICTPBIM, MOIIHBIN
sbdpexr (Ttada. 7.2.2.) [1,3]. Takeno IEeKOMIIEHCHPOBAHHBIC  OONBHBIE  JOJKHBI
TOCMUTAIM3UPOBATECS B CTAllMOHAPHI U MOJy4YaTh MapeHTEpalbHOE JICUCHUE IUYPETUKAMH,
IIOCKOJIBKY OTEK CIIM3HUCTBIX 000JIOUEK KEeIyJAOYHO-KHILIEYHOI'O0 TPaKTa HapyllaeT BCAChIBAHUE
NepopajbHbIX IpenapaToB. B mepuoj rocnutanu3auuyd OOJIbHBIM BHYTPUBEHHBIE HWHBEKLIUU
METJIEBBIX JAUYPETUKOB HAa3HA4YarOTCs B BUJAE Ooitoca wiu MH(Y3uH. BHyTpuBeHHbIE UHDY3UU
MPEIMOYTUTENbHBI Al OONbHBIX C HapyLICHHEM MMOYEeYHOM (PYHKIMU, TOCKOJIBKY MO3BOJSIOT
MNPEeIOTBPATUTh THUIOTOHHIO BCJEICTBUE PE3KOIO CHIDKEHUS BHYTPUCOCYIHCTOTO 0ObeMa.
bonbubiM ¢ pedpaxteproit XCH uHOrzma mpoBOAWTCS NapaleHTe3 MPHU HAIPSDKEHHOM acLuTe
WJIM TOPAKOIICHTE3 TIPU pedpakTepHOoM TuieBpaiibHOM BbINoTe [3]. [Ipn Huskom CB uHOTpOIHBIE
npenapatsl — 100yTaMUH WM MUJIPUHOH MOTYT YCHJIMTh MOYETOHHBIN OTBeT. Y OonbHBIX ¢ JII'
BenencTBue JekommneHcanuu JOK MoxHO moctuub 3¢¢exra OT Ha3HauYeHHs HECHPHUTHA,
koTopbiii cHkaer JIJTA u mossiraetr CB [3,8]. B MeHee TsDKENbIX CHTYyaIusAX, BO3MOXKHO,
IPOBOAMTH JIEYEHHE OONbHBIX aMOyJIaTOPHO C Ha3HAUYE€HUEM MEpPOPAIbHBIX METIEBBIX
JNYPETUKOB.

OtcyrcrBue PKU octaBnsieT 3a KIMHULUMCTAMU MPaBO BbIOOpa KOHKPETHOTO Ipernapara.
J103bl AMYPETUKOB JOJIKHBI aKKYpPaTHO TUTPOBAThCS BO M30€KaHUE PE3KOr0 CHUKEHHUS o0bema
[IUPKYJUPYIONIEH KPOBH M apTepraibHOro aaBieHus [3,8]. [Ipu coxpanHOW modedHor GyHKIMN
HayaJlbHbIE J103bl AUYPETUKOB COCTABIAIOT st pypocemuna 20-40 mr, ans Oymeranuna 10 mr,
i Topacemuaa 10-20 mr, i stakpuHoBoi kucaoTsl 50 mr. ITpu modeyHoil He1OCTaTOYHOCTH
WIM B ciyyae, ecid OOJIbHble paHee MOoy4ald JAUYPETUYECKYI0 Tepamnuio, HeoO0XOAHMO
Ha3zHayeHHe OoJiee BHICOKUX J03. LlenecoobpazHo mpucoeMHEHe aHTarOHUCTOB aJIbJJ0CTEPOHA!
BepowmnupoH 25-200 mr, smieperoH 25-50 mr. Bo Bcex cimyuasx Ha3zHaueHUsS! JUYpPETHKOB
HEO0XO/IMMO TIHIATEIbHO KOHTPOJIMPOBATH YPOBHM 3JIEKTPOJIUTOB KPOBH, a TAKKE COCTOSIHHUE

GyHKIMH TOYEK
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7.2.1.3. OxkcureHoTepanusi.

Huskas carypauust O2 BeHO3HOH KpoBH y OonbHBIX JIAI' cBs3ana ¢ Huzkum CB mpu
HE3HAUUTEIIbHOM HAapYIIEHUU BEHTHISIMOHHO-TIEP(Y3MOHHOTO COOTHOIICHUS. BONBIIMHCTBO
naureHToB JIAT' MMEIOT HE3HAUUTENBHYIO ApTEPUAIBHYIO THIIOKCEMHUIO B TIOKoe. Mckimouennem
sisitorcst naneHTol ¢ JIAIT Ha ¢one BIIC, y KOTOpBIX BCIIEICTBHE IIYHTUPOBAHHUS KPOBH
CIpaBa-HAJIEBO PA3BUBAETCS pedpakTepHas K KUCIOPOJOTEepanuu rurnokcemus. [IpumeneHue
OKCHTC€HOTEpAaliil MOXKET OOJEer4uTh COCTOSHUE OONBHBIX, YJIYYIIUTh IEPEHOCHUMOCThH
Gu3MYECKUX HArpy30K, HO HE CHOCOOHO YJIy4IIWTh JIETOYHYHO reMoauHaMuky [3,8].
JlononHuTenpHas OKCUIE€HOTEpAanusi HE OKAa3blBAaeT BIUSHHUS Ha TEYEHUE CHUHIPOMA
Diizenmenrepa [67].

OxcureHorepanusi Ha MPOTSKEHUU HE MeHee 15 4acoB B CyTKH PEKOMEHIyeTCsl OOIbHBIM
¢ JIT" na ¢pone XOBJI ¢ nenpro AOCTHKEHUS MapiuansHoro nasieHus Oz B apTepraibHOM KPOBU
6onee 8 kITA. Baxxno mocTosHHO nojaepxuBaTh carypauuto Oz Ha ypoBHe 90% U BbIlIe TpU
nocTossHHOM MoHuTOpHupoBanuu PCO2 apTepranbHON WM BEHO3HOW KPOBH JUIsA MPO(UIAKTHKH
runepkaniuu [8,68].

B aMOynaTopHBIX YCIOBHSIX OKCUT€HOTepamus HeoOXoauma Jjis  YIy4IIeHUS
KJIMHUYECKON CUMIITOMATHKH, KOPPEKIMH JecaTypaluu npu Gusnudeckoi Harpyske [8].

I'unokcemuss B HovHble uackl HaGmomaercss npu COAC [1]. YV Gompubix ¢ JIT,
OOyCIIOBJICHHON TUIIOBEHTWIALIMOHHBIM  CHHIPOMOM  (AepopManuu TpyJHOW  KIIETKH,
HEHUPOMBIILIEYHbIE HApYIIEHUs) HOPMAadu3allus BEHTWIALMU C TOMOIIBI0 HEWHBAa3UBHOMN
BEHTHJISILIUY JIETKUX crocoOcTByeT perpeccy JII' 6e3 nononHuTenbHOM okcureHorepanuu [8].

[Tonnep>xaHue HEOOXOAMMOTO YPOBHSI OKCUTeHalu >89% wuHOrna SBISETCS CIOXKHON
3a/1a4eif, 0COOEHHO MpHU HAJTUYKU IIYHTOB. OOBIYHBIN PEKUM OKCUTC€HOTEPANUU COCTaBIIsIeT 2—4
J/MUH., B psfe ciiydaeB Tpedyercs 20 J/MUH ¢ TIOMOIIBIO CUCTEM JIJIsl IOMAIITHETO MTPUMEHEHUS
[8]. Menukamenrto3nast Tepanus JII' He oOecrmedynBaeT KIMHUYECKOTO YIYYIICHUS MPH
COXpaHEHMM TuNoKceMuHu. HekoTopwle BHIBI JIeUEHHs MOTYT yXyaALIaTh ra3oBbli OOMEH U
yCyryOIsITh HapyILIEHUsS] Ta30BOT'0 COCTaBa KPOBH — apTepUaIbHYIO0 THIIOKCEMHUIO.

[Tocrosinupiii moTtok Oz HeoOXoauM OOJNBHBIM C HEKOPPEKTUPYEMOH THUIIOKCEMUEH.
Ha3nauenue tpancrpaxeanbHoro Oz B KauecTBE albTEPHATUBHOIO IOAXO0JAA, NPU KOTOPOM
ocyuiecTBisieTcss goctaBka Oz uyepe3 MOAKOXKHBIA MHTpaTpaxealbHbI KaTETEP CO CKOPOCTHIO

12 n/mun, sBisiercst 6onee 3(h(HEKTUBHBIM MO CPAaBHEHHUIO C HEMHBA3UBHBIMH cUCTeMaMH [3].

7.2.1.4. CepeyHble INTMKO3M/Ibl 1 HHOTPOIIHbIE NPenapaThl
CHuxenue cokpartutenbHol crnocoOHoct IDK  sBnsercs oIHUM M3  BaKHEHIIMX

mexanu3mMoB nporpeccupoBanus XCH y 6onpubix ¢ JII' [1,8,24]. unaramuio TDK u cHimkenue
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€ro COKpaTHTEIbHON CIIOCOOHOCTH MOYKHO BBIIBUTH ¢ moMoInbio DXxoKI™ [3]. TTossimenne AIT1
CBUJICTEIBCTBYET O HapyuieHuu cokpatumoctn IDK, ogHako oTmewaeTcss 3HAYMTENbHAsA
WHAWBUAyaIbHAs BapuaOelbHOCTh, OOYCJIOBIEHHAs CKOPOCTBhIO TmporpeccupoBanus JII.
dakTopsl, onpeaenstomue crnocodHocts DK momnepkuBate MHOTPONHYIO CHOCOOHOCTH B
YCJIOBHSIX MOBBIIIEHHOTO KOHEYHO-AHACTOJMYECKOIO AABJIEHHUS, TOYHO HE YCTAHOBJICHBI. Y
HEKOTOPBIX OOJIbHBIX TMpPU HE3HAUUTENbHOM moBbimieHUH JIJIA wumeeTcss BbIpakeHHas
runeprpodus u munatammsa [DK. YV psina nanueHToB, HECMOTPS Ha 3HAYUTEIHHOE MOBBIIICHHE
JUIA, mpeBbllIaioliee CUCTEMHOE apTEpUAIbHOE JAABIICHUE, IJIUTEIBHO COXPAHSIOTCA IOYTU
HOpMaJibHbBIE pa3Mepsl U GyHKIMOHANBHOE cocTosiHue [DK.

Haubonee rdpdextuBabiM criocobom mopaepkanus Gynkiuu DK sBisercs cHkeHHE
noctHarpy3ku 3a cuér cHuwxkenus JJIA. Opgnako 3Ty 3amauy TpyAHO peanus3oBath. [lpu
BelpakeHHOH auchynkmum [DK  gns  moBeimmeHust  cokpatutenbHOM  QyHkumumm DK
paccMaTpuBalOT cepacuHble TIMKO3uabl [3, 7]. KpaTkoBpeMeHHOE BHYTPHBEHHOE HA3HAUCHUE

JAUTOKCHUHA Y 60npHBIX WJII' BeI3BIBAET HCKOTOPOC IMOBLIIICHUC CB, a TaKXXC COIIPOBOXKIACTCA

CYIIECTBEHHBIM CHIDKEHHEM YPOBHS HOpapeHaInHa B KpoBu [69].

Taoauna 7.2.2. [lonnep:kuBalomias Tepanusi

Pexomennanun

Knacc

PEKOMEH JAallHi

YpoBeHb

J0Ka3aTCJIbHOCTHU

bonbabiM JII' ¢ sSBIEHUSIMU NPaBOKETYIOYKOBOW CEPACHYHOU
HEJOCTAaTOYHOCTH M 3aJEPKKU IKUIAKOCTH PEKOMEHIYETCs
Ha3Ha4YeHHE AUYPETUKOB [2,7]

C

JlnutenbHast mocTosiHHas Tepanus O2 pekoMeH1yeTcsi 00JIbHBIM
JIAT" npu napuuansHoM nasiaeHud Oz B apTepHaIbHOM KPOBH
menee 8 klla (60 mm pr. ct.) [7]

Jleuenue anemun/ AeUINTA KKele3a PEKOMEHYETCsl OONbHBIM
c JIT' [7]

b

Hasnauenwe paurokcuHa pekoMmeHmyercss OombHbiM JII' ¢
HAQ/DKETYIOUYKOBBIMH ~ TaXHAPUTMUAMH UL YPEKEHHS
KEJTyI0YKOBOrO puT™a [2,7,]

b

Ha3znaueHne  WMHrHOWTOPOB  AHTOTEH3MH-NIPEBPALIAIOIIETO
¢depmeHTa, OIIOKaTopoB  pPELENTOPOB  aHTMOTEH3WHa, [-
aJpeHO0JIOKaTOPOB, MBAOpaMHA HE PEKOMEHYETCSI OOTBHBIM C
JIAI'  npu  OTCYTCTBMM  COIyTCTBYIOLIEH  IaTOJOTHH-
apTepHabHOM TUIIEPTOHUM HIIeMUYecKoW OOJIe3HH cepala,
JICBOYKEITYJIOYKOBOH CepAeUHOM HeocTarouHocTH [3,7]

JluroxkcuH moBblaeT cokpartutenbHyto (ynkuuio DK y Oonbubix ¢ JII' BcnmeactBue

[aToJIOTUH JIerkuX u 6uBeHTpukyssipHor XCH. IlpenapaT mo3BosisseT KOHTPOJIMPOBATH YACTOTY

cepaeunbix cokpamieHuii (HCC) y OOJbHBIX C HaKETyJOYKOBBIMU apUTMHUSMHU, KOTOPBIE
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accormuupyrotcs ¢ auchynkuueit [1DK. Jlanable 0 pe3ynbrarax ATUTEIBLHOTO JEYCHUS OONBHBIX C
JII" cepedHbIMM TIIMKO3UIAMH TTOKA OTCYTCTBYIOT.

AprepuanbHasi THIOKCEMHUS MPUBOAUT K PA3BUTHIO CTOMKOM TaXWKapIuu, TPYIHO
MOMJAIONICH JEHCTBUIO TIUKO3UIOB, YTO OCIOXKHSET aJCKBAaTHYIO OICHKY 3(hdexTuBHOCTH
[IpPernapaToB U MOBBIIIAET PUCK PA3BUTHS IIIMKO3UAHON MHTOKCUKAIMK. B Hacrosimiee Bpems
HazHayeHue AurokcuHa 0,25 Mr/cyTku MoOXKeT ObITh PEKOMEHAOBAHO I YPEKEHUs
KEIYAOYKOBOTO PHUTMA MPH HAPKETyIOYKOBBIX TaxwapuTmusx (Tadua. 7.2.2.) [3,8]. Ilpum
COMYTCTBYIOIIEH MOYEYHOW HEJOCTATOYHOCTH J103a JUTOKCHMHA JOJKHA OBITh CHUXEHA J10
0,125 mr.

Jna ynyumenuss CB npuUMeHSIOTCST HHOTPOIHBIE MpenapaThl (400yTaMUH, MUJIPUHOH,
JICBOCUMEHJAaH) W, TpPH HEOOXOMUMOCTH, JUIS TMOJJICPKAaHUS apTePUAIBHOTO JaBIICHUS
(vopanmaedpun) [1,7]. WuoTpomHas mnoaiepKkka B psjae CIy4aeB IO3BOJIICT JOCTHYb

CcTa0MIIM3alUu COCTOSHUS 00abHEIX ¢ JIT.

7.2.1.5. Jleuenne apuTMHii.

VY 6onpubix JII' mo cpaBHenuto ¢ nanuentamu XCH BcnenctBue nexomnencaruu JIK
37I0KQYE€CTBEHHbIE HApYILICHHUS pUTMa, TaKH€ KaK >KEIyJIOYKOBas Taxwukapaus, GuOpMiIIAius
KEIYyA0UKOB, oTMeuatoTcst peako. M3 132 6onbubix JIAIT Tonsko y 8% octaHoBka cep/ia Oblia
BbI3BaHa (pUOpHILIAIMEH jxeny10ukoB [7]. B 6-netnem nabmoaenuu y 231 6onbHbIx ¢ JIAT win
XTOJII' omucan TONMbkO 1 ciyyall 3JI0KQYeCTBEHHOM IKEIYyJOUYKOBOM aputmuu [3].
HamxenynoukoBsie aputmun Bo3uukatoT rpu JII' ¢ wacroroii 2,8% B rox [7,31].

UacTtora pa3BUTHSl TpeNeTaHUs WM MEpLAaHus Ipeacepauil MPUMEPHO CONOCTABUMA,
GbubpuIAMUg TPUBOAUT K KIMHUYECKOMY YXYIIIeHHIO W pa3Butuio ssieHuid XCH mo
OoJIbIIIOMY KPYTYy KpoBooOpatienus. Jleuenue tpenetanus npeacepauit 6onee 3pPpekTuBHO, yeM
JeYeHue MeplarelnbHOH apuTMHU. BoccTaHOBIeHHE CHHYCOBOro putma y OombHbIX ¢ JII
OPUBOJMIO K YIYYIIEHHIO BBDKMBAEMOCTH 1O CPaBHEHHIO C OONBHBIMHM, WMEBIIUMHU
MOCTOSTHHYIO (hopMy MepraTenbHoil aputmun, 80% M3 KOTOPHIX yMHpain B Tedenue 2 jet [8].
Hecmotps Ha otcytctBue PKU mnm mpocnekTHBHBIX HaAOIO/IEHUH, 1I€NbI0 Tepanuu JOHKHO
OBITH ynep)kaHHe CTaOWIIBHOTO CHUHYCOBOro putma y Bcex OonpHBIX c JII. Ilpu BBIOOpE
AHTHAPUTMUYECKUX TPErapaToB MPeANOoYTeHHEe OTAAETCS aMHOJapOHY, KOTOPBIM HEe obiagaer

OTPHIIATEIbHBIM HHOTPOIHBIM JieiicTBreM [1,7].

7.2.1.6. Jleuenue nporpeccupyomuieii NpaBoKeJTyI04KOBOI cepAedHO0ii HeTOCTATOYHOCTH
Jleuenne B 0s10ke MHTeHCUBHOW Tepamum. [lammentam c JII' Moxer morpeboBarbes
ngeyeHne B Onoke uHTeHCHBHON Tepanuu (BUT) mo mpuumHEe comyTCTBYIOLIEH NaToJIOTUy,

HalpuMep, XHUPYpPruuyeckoe BMEUIaTeNbCTBO WM JEKOMIIEHCAMM KpPOBOOOpAIIeHHs IO
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OonbiioMy Kpyry. B cepuu ciydaeB B uccieqoBaHuM, MpoBeaeHHOM Bo DpaHIuK, CMEPTHOCTh
nanrentoB ¢ JIAT, moctymuBmmx B peanuMaruio, gocturana 41% [70]. CnemoBarenbHo,
nauuentsl ¢ JIAL, nyxnatomuecs B neuenun B BUT, mo Bo3MOKHOCTH, JOKHBI HAIIPABISATHCA
CHeUaIn3UpOBaHHbIE IEHTPhl. ba3oBblli MOHMUTOPUHI BKJIIOUAET KOHTPOJIb KU3HEHHO Ba)KHBIX
npusnakoB (HCC, aprepuanbHOe IaBjieHHE, TemIeparypa Tena u carypamus O2), aumypes,
LEHTPAJIbHOE BEHO3HOE JABJICHHME, LIEHTpajbHOE HachllleHHne O2 BEHO3HOW KpPOBH, YPOBEHb
naktaTa B KpoBu). CoueTaHne HU3KOrO HachlleHus BeHO3HOH KpoBu O2 (60%) ¢ MOBBIICHHEM
YPOBHSl JlaKTaTa, CHWKEHHAas NPOAYKLIMS MOYM WIM aHypus YKa3blBalOT Ha TSKEIYIO
npaBokenynoukoByro XCH [7]. B psne cioyugaeB TtpeOyercs karerepusamus DK s
MIPOBEICHUS TIIATEIBHOIO FEMOIMHAMUYECKOTO MOHUTOPUHTA.

OcHosuble npuHuunbl BeaeHus B BUT mnanumentoB JII' 1 XCH Brimouaror nedeHue
TPUTTEPHBIX (HAaKTOPOB (aHEMHS, ApUTMUH, HH(EKIUH, IPYTHE COMYTCTBYIOIINE 3a00IeBaHus),
KOHTPOJIb OanaHca KHUAKOCTH (BHYTPUBEHHBIC IMYPETHKH), CHIDKeHUE mocTtHarpy3ku I[DK
(JIAT -cneruduyeckoe mpemapatsl), yiydimienne CB ¢ momomipi0o MHOTPOIHON MOAAEPKKU
(1oOyTamuH sBisieTCsl mpenaparaM BblOOpa ans JedeHus JexkomneHcauuu IDK) wu, mpu
HEOOXOIMMOCTH, TOJICP)KaHKE apTePUAIbHOTO JaBjieHus (Basomnpeccopsl) [71]. V nmamueHToB ¢
IDK XCH cnemyer wu3beraTh WHTYOAalMy, TaK Kak 4YacTO MPHUBOJUT K HECTaOWUIHLHOCTHU
reMOJIMHAMHUKHU U KOJUIAICY.

Bcenomorarenbnoe kposooOpamenue npu JII' u Tsoxenon IDK-XCH npencraBineno
BEHO-apTEepUaATIBLHON SKCTpaKkopriopaibHOW MeMOpanHou okcureHaredt (OIKMO) npu runokcuu
WIM HapyUIEeHUSIX TeMOAMHAMUKH, BeHO-BeHO3HOH DKMO mnpu runepkanHuy Wik TMIIOKCEMUU,
a TaKKe apTEPUOBCHO3HOW JIErOYHOW MOACPIKKON ¢ moMoInesio ycrpoiictBa Novalung. Dtot
METO/ JIeueHHs] HEOOXOAMM IpHU TSKEJIOM HapyLIIeHUMHM TI'eMOJAMHAMHKH, KOrja MporHo3 0e3
TpaHCIUIAaHTAllUM ceplla KpailHe HeOmaronpusaTHbeIA. BcnomorarenbHoe KpoBooOpalleHue
TI03BOJISICT MOJICPKATh J)KU3Hb OOJBHOTO B 0XKHIAHUH TPAHCIIAHTAIMY cepua [72].

OKMO — wMeroa »KCTPaKoOpHOpaIbHOTO KPOBOOOpAIIEHUs, MpPU KOTOPOM KpOBb
3a0upaeTcss IEHTPOOEKHBIM HACOCOM U IMOCTYNaeT B MEMOpaHHBIH OKCUT€HATOp, TJe
NPOMCXOIUT OOMEH YIJIeKucioro rasa Ha kuciopon [5,8]. Ilpu Benoaprepuanbhoit DKMO
KpOBb 3a0upaeTcsi u3 OeIpeHHON BEHBI U BO3BPAIIACTCS B OCIPEHHYIO apTepUI0. DTOT METOJ
MO3BOJIIET HACBIIATh KPOBb KUCIOPOAOM IIPH BBIPA)KEHHOM JbIXAaTEIbHONW HEJOCTaTOYHOCTU U
OCYLIECTBIIATh TEMOAMHAMUUECKYIO0 pa3rpy3ky 1DK.

[Tpu OKMO HeoOxonuMMa cHCTEMHas aHTHKOAryJsiHTHas Tepamusi, KpOMe TOro, MOTYT
3HAYUTENIbHO MOBPEXIAThCsl KOMIOHEHTH! kpoBU. DKMO npumeHsieTcs, IJiaBHBIM 00pa3zoM, y
MHTYOMPOBAHHBIX OOJBHBIX, HO TaKXe MPU OTCYTCTBUM HMHTYOAnMu y OOJBHBIX, OXKHIAIOIIUM
tpaHcmianTauuio [73]. Beno-senosnas OKMO MoXeT YCHEUIHO MPUMEHSThCS y OOJBHBIX C

octpoit nexkommeHcanuel [DK ¢ momompro karerepa, MO3BOJSIONIETO HCIOJIb30BaTh OIHY
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JIOKaNM3aLuio Ut KaHtonuposanus [7]. [loxgnepixuBaromas Tepanus OCHOBaHA Ha MPUMEHEHUH
0€3HACOCHOTO OKCHUI€HATOPa, OCYIIECTBILIOIICTO MYJIbCUpYIOnii KpoBoToK [/4]. KpoBb
3abupaerca u3 JIA u nocne Hacoimenus Oz BO3BpalaeTcs B JIEBOE MPEACEPAUE, UTO YMEHbLIAET
noctHarpy3ky [DK. Ilocne mpouemypsl 00s3aTenbHO IIPOBEICHNUE T'elIapUHOTEpanuu, OOJIbHbBIE
HaOI0ar0TCsl aMOYIIaTOPHO B OXKUAAHUM TPAaHCIUIaHTaUWy. [ JTaBHBIA HETOCTATOK 3TOTO METOIa
3aKIIF0YaeTCsl B MOTPEOHOCTH MPOBEICHHS CTEPHOTOMHH ISl LIEHTPAIBHOTO KAHIOJIMPOBAHMS,
YTO YacTO HECET PHCK KPOBOTEYEHHUs, TPOMOOIMOOIMK W MHGEKIMOHHBIX OCIOKHEHHH. Bce

nmpoucaypbl OCYIECTBIIAOTCA TOJIBKO B BEHICOKOCIICHHUATIU3UPOBAHHBIX HEHTPAX.

7.2.2. Cneuupuyeckasi Tepanus
COBpeMeHHaﬂ CHGHI/I(I)I/I‘IGCKB.H TCparusa BOSﬂeﬁCTByeT Ha TPpH MMaTOICHCTUYCCKUC MHUIIICHU,

BOBJICUEHHBIE B pa3BUTUE U IporpeccupoBanue JIAIT — 3T0 akTUBalnMs CUCTEMbI SHIOTEINHA-1
(OT-1); nmedbuuuT SHAOTEHHBIX  BA30AWIATATOPOB €  AHTHNPOIH(EPATUBHBIMH U
POTHBOBOCHIAIMTEIBbHBIMU CBOMCcTBaMK — nipocTanukinHa (IT1) u okcnaa azora (NO) [1,3,7,8].
B pesynbrare mnposenenus Oonee 40 PKM B KiIMHHMYECKYIO NpPAaKTUKY BHEIAPEHBI
CJIEAYIOLIHE KIIAacChl JIEKapCTBEHHBIX MIPENapaToB:
1. anTaroHUCTHI perentopoB dHA0TeNUHA (APD) GiokupytoT HeratuBHbIe d3P et IT-1

(6o3eHTaH, aMOpHU3CHTAH, MAIIUTCHTAH );

2. anamorum IIIl — mnpoctaHOMIBl BOCHONHAIOT €ro AepUUUT (MHraISUOHHBIN
WJIOIPOCT);
3. aronuctel peuentopoB IIIl — cenexcunar mnonoOHo IIIl BeICOKOCETEKTHBHO

aktuBupyer IP-penentopsr;

4. uaruburops! pochoaudcrepassl Tuna 5 (MDDS) yBenuuuBarOT CUHTE3 BTOPUUHOTO
Mmeccenkepa s3H1oreHHoro NO— ul'M® (cunnenadun);

5. CTUMYJNATOpPHl pacTBOPUMOM TyaHWJIATIMKIA3bl 3a cueT akTuBauuu plll u
ceHcutuzaiu Qgepmenta k sHaoreHHomy NO 3HaunTensHO yBenmnumBaoT cuHTE3 Il MO

(puorturyar) [1,7,9,75-77].

7.2.2.1. bBiokaTopsl KaJlbIHEBbIX KAHAJIOB

BaszokoHcTpukTuBHas teopus mnartoreHeza JII' Gasupyercs Ha HanmuyuM runeptpoduu
MEAMM B JIETOYHBIX apTepusx U aprepuoiiax, a Takke cHwkeHuu JICC mnpu HazHaYeHHUH
BazoaunaratopoB [1,24]. OueBHAHO, TOJBKO Yy HEKOTOpbIX OonbHBIX JII' mpu HazHaueHUU
BazoawiaraTopoB, B yacTHocTh BKK, BO3MOXHO NOCTHYB KJIMHHUYECKH 3HAYMMOIO CHUKEHHS

JUIA.
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Tadauna 7.2.3. PekoMeHIaUMU M0 HA3HAYEHUIO 0JI0KATOPOB KAJIbIIHEBHIX KAHAJIOB

Pexomenmanuu

Knacc

PEKOMEHJALHI

YpoBeHb

J0Ka3aTCJIbHOCTHU

BKK B MakcumanbHO MEPEeHOCUMBIX 033X PEKOMEHIYIOTCS IS
JeyeHuss OONBHBIX € HAaUonaruyeckoit/ Hacmemyemoit JIAT,

JIAT" BciencTBue nmpuemMa JieKapcTB Ipu nosiokuTeasHorn ODII
[3.7]

C

bonpHubIM ¢ wmawomarnueckoit/ Hacienyemoiu JIAIL, JIAT
BCJICJICTBUE MpHEMa JieKapcTB, noiyvaromum bKK B BbICOKHX
no3ax, TpeOyercs TINATENbHBIM JWHAMUYECKUN KOHTPOIb C
IIPOBEJCHUEM IIOBTOPHOIO BH3MTa depe3 3-4 Mec. Imocie
WHHUIHAIMHY Tepanui [3,7]

IIponomxenue nedenuss bKK B BBICOKMX 103aX PEKOMEHYETCs
O0onpbHBIM ¢ wuAHomnaruueckoit/ Hacnenyemoit JIAIL, JIAT
BCJIC/ICTBUE MPUEMA JIEKAPCTB MIPHU TOCTUKEHUH HU3KOTO pUCKa
0/ THIATEILHBIM KOHTPOJIEM Kaxabie 6-12 mec. [3,7]

bonbHbIM ¢ waumomarmdeckoi/ Haciemyemon JIAL, JIAT
BCJIC/ICTBUE npuema JICKapCTB npu COXpaHCHUU
POMEXYTOYHOro/ BBICOKOrO pucka Ha (one yeueHus BKK B
BBICOKMX JI03aX PEKOMCHIIyeTCS JCKalalus Tepamnuud ¢
npucoeaurenuem jp. JIAI- cnenndudeckoro mpemnapara [3,7]

Hasnauennie BKK B BBICOKMX J03aX HE PEKOMEHIyeTCs
O6onbHbIM ¢ JIAI' 0Ge3 mpoBeaeHHMsT WM OTCYTCTBUM
Ba30PEAKTUBHOCTH, 338 UCKIIIOUCHHEM KIMHUYECKUX CHTYAI[HiA,
KOTZla HA3HAYCHUE CTAHIAPTHBIX JI03 MPEraparoB 00yCIOBICHO
JPYTUMH MoKazaHusiMu [3,7]

bnaronpusitHble kauHMYeckue U mnporHoctudeckue >@dextsl BKK, npumensemsix B

BBICOKMX J103aX, MOKa3aHbl y OonbHbIX JIAIT ¢ monoxurensHoit O®II B 0OIHOIEHTPOBBIX
HEKOHTPOJINPYEMBIX HccienoBanuax [7,78]. K duciy peKOMEHIOBaHHBIX B HACTOSILEE BPEMs
IpenapaToB OTHOCATCA HUGEIUIUH U AunTHazeM. Beibop onpenensercs ucxoanoit YCC B mokoe.
Hudenunun B npononrupoBanHbIX (opmax, a Taxke BKK mguruaponupupunosoro psga |l
HIOKOJICHHsI ciieayeT pekomenaoBarh manuentam ¢ YCC B mokoe meHee 80 ymaapos/muH. [2,3].
AmnonunuH sBiserca npenapaToM BblOopa s namueHtoB JIIT ¢ asnenusmu [DK-XCH.
CyTouHble J03bl IpenaparoB, JAo0Ka3aBlIMe 3(P(GEKTUBHOCTb, IOCTATOYHO BBICOKUE: JUIS
aupenunuaa — 120-240 mr, ais amnogunuHa — 10 10-15 mr. [Ipu oTHOCHTETBHOW TaXHKapIUU
(UCC B mokoe 6onee 80 ynapoB B MHHYTY) CJI€IYET OTAATh MPEANOYTCHUE NUITHA3EMY B J03€
240-720 wmr. Twutpamust J03bl Ipernapara JJ0JDKHA MPOBOJUTHCS IOCTENIEHHO B TEUYCHHE
HECKOJIbKUX HENEeNb O MAKCUMAaJIbHO NEpPEHOCUMBIX. MIHOrga CHUCTEMHasl TMIIOTOHHMS, OTEKU
TOJIEHEH U CTOI MPEMSTCTBYIOT YBEIIMYSHHIO J103bI.

Tepanus BKK nomkHa HaYMHATHCS MO CTPOrMM FEMOJMHAMUYECKUM KOHTPOJIEM TOJIBKO
6onbabiM ¢ WUJIT, HJIAT, JIAT' npu mpueme aHOPEKTHKOB, OTBEYAIOIIUM Ha MpPUMEHEHHE

BA30/IMJIaTaTOPOB B OCTpoi mpobde. Y OosbHBIX ¢ accounnpoBaHHbIMU Gpopmamu JIAI TecTsl Ha
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Ba30pPEaKTUBHOCTh YaCTO HE MO3BOJIAIOT YCTAHOBUTH BO3MOXKHYIO 3(DPEKTUBHOCTD ATUTEIHHON
tepanuu BKK, a BeICcOKHE 103bI MOCTEHUX TIII0XO MEPEHOCATCS.

Tepanus bKK nokaszana nanuentam ¢ UJII', HIIAT, JIAT npu npueMe aHOPEKTUKOB IpU
CHU 6omnee 2,1 n/mun/m? n/unn catypamuu O, BeHO3HOI kpoBu 6onee 63% u/umm I meree 10
MM pT. cT. ripu nostoxuTenbHo ODIT Bo Bpemst KITOC [2,3]. [1anueHTsl, HAaWIy4dIuM 00pa3om
pearupytomue Ha HazHadeHue bKK, kak mpasuiio, nemonctpupyrot cauxkenue [JIA u JICC no
50% OT NCX0QHOr0, 4YacTO 10 HOPMAJIbHBIX 3HAYEHUH.

V narmenros ¢ CU 6onee 2,1 n/mun/M? u/umn catyparueii O, BeHO3HOI KpoBu 6onee 63%
u/uma [IIIT menee 10mm.pt. cr. npu orpunarensbHoit ODII naznauenne BKK moker BbI3BaTh
cepbesnble mobounbie >hdexter [8]. IIpu CU menee 2,1 n/mun/M? w/mmm caryparmu O
BeHO3HOW KpoBu MeHee 63% w/mmm I Gomee 10 mm pr. cr. BKK abGconrotHO
IPOTUBONOKA3aHbI.

Tonbko 5-15% 6onbubIX ¢ JIAIT umerot nonoxutenbHyto O®DII U coXpaHSIIOT KIMHUKO-
remMoauHamMu4eckuid dpdext npu mourenpbHoM HazHadyeHnd BKK [3,79]. ¥V OGompHBIX C
nosnoxutenbHot O®II criycTst 3-4 Mecsiia MOCTOSTHHOM Tepaliui PeKOMEHIyeTCsl 00513aTeNIbHOE
NPOBEJICHUE 00CIIeI0BaHMS ISl OLCHKH d(PPEeKTUBHOCTH U Oe3omacHocTH (Tadm. 7.2.3.). Ilpu
COXPAaHEHUU MPOMEKYTOUYHOTO WUIIM BBICOKOTO pHucka — He noctwkenuu | wim |1 OK (BO3),
OTCYTCTBUM YIYYIICHUS TE€MOAMHAMHYECKUX M (PYHKIIMOHAIBHBIX [OKa3aTele JOJKHA
00CYyXJaThCSl KOPPEKIHs Tepaluy C MPUCOEIMHEHUEM IPYTHX IMPEenaparoB crenuduyecKoit
tepanuu. Haznauenue BKK 6e3 nposenenus O®DII wiu npu otpunarensaorn ODII conpsikeHo

C PUCKOM Pa3BUTHA TAKECIBIX MOOOYHBIX 3(1)(1)€KTOB — THIIOTOHHH, CHUHKOIIC, ACKOMIICHCAIIUN

ITXK [3,7].

7.2.2.2. AHTaroHMcThI pelenTopPoOB IHAOTETUHA

AKTHBanps CUCTEMbl HHAOTeNMHa Yy mnanueHToB JIAIT mokasana npum u3ydeHUH
KoHIeHTpanuih OT-1 B mmasme kpoBu u IneroyHod tkanu [2,7,80]. OT-1 — mentun
SHJIOTEIMATIBHOIO  TPOUCXOXKJEHHs,  oOnamaer  HaumbOoyiee  MOIIHBIM  JUIMTEJIbHBIM
Ba30KOHCTPUKTUBHBIM 3 (deKToM, BbI3bIBaeT mpoiudepanuio 1 IupdepeHIHpPOBKY KIIETOK,
MPOIYKIMIO (PAaKTOPOB POCTa, IMMUTOKWMHOB, OMOJOTHYECKH aKTHBHBIX BemmecTB [3]. Lupoxwmii
CHEKTp maroyiorndyeckux 3(p(dekToB mo3BosisseT paccMarpuBaTh JT-1 B KauecTBe OCHOBHOIO
naToreHeTuueckoro meauaropa JIAIT M MNOTEHIMAJBHOM MUILEHU I TEparneBTHYECKOTO
BO3eiicTBus [8].

OT-1 peanusyeTr NEHCTBHE 3a CYET CBS3BIBAHUSA C JBYMs THUIIAMU PELENTOPOB- THIA A
(OTA) ¢ nokanu3aiueit Ha riagkomblednbix kietkax (MK) u tuna B (9TB) B sHpoTenuu u
I'MK. AxtuBanus OTA- u OTB-penentopos 'MK npuBoaUT K Ba30KOHCTPUKLMU U OKa3bIBAET

muToreHHbI 3¢ dexr. Crumysiuus ITB-penentopos crnocoOcTByeT kinpeHcy OT-1 B nerkux,
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yBenmuueHuto npoaykuud NO u IIL. [lo HacTosiero BpeMeHU HE yCTaHOBJIECHO, SBIISETCS JIU
MOBBIIICHHAS €ro NPOAYKUUS NpUYMHON unu cueactesueM JIAD, npu 3ToM cuuTaercs
o0ocHOBaHHBIM mpuMeHeHne APD, Omnokupyromux peuentopsl THna A (OTA) wm
0JTHOBpeMeHHO 00a Tuna perentopoB — OTA u DTB [3,8]. [To xuMuyeckoi CTpyKType Kiacc
APD npexacrapnen cynb(pOHaMUIHBIMUA TPOU3BOAHBIMU-003€HTAHOM U MAIIUTEHTAHOM, a TAKXKe
HeCyJIb(OHAMHUIHBIM  TPOU3BOJAHBIM — amOpuszeHtanoMm. Ilpemaparsl 3TOro  Kiacca
NPEJICTaBJICHbI B aJI(paBUTHOM IOPSIIKE.

AMOpu3enTan — HecylbpoHamMuaHbE APD, TpoOW3BOAHOE NPOMAHOEBON KHUCIOTHI,
ceneKTUBHbBIM aHTaroHuct JTA-penentopos. [Ipenapat uccienoBaiics B nmuiioTHOM U 1ByX PKI
ARIES-1 u ARIES-2 [7,81]. ¥V oGomsubix ¢ WIII, JIAT-C3CT wu JIAI-BUY mnokasan
3 PEKTUBHOCTH B BHJIE YIYUIICHUS KIMHHYECKOW CUMIITOMATHKH, TOJICPAHTHOCTH K Harpy3Kam,
reMOJMHAMUYECKUX TapaMEeTPOB, YBEIUUYEHUS BPEMEHU 10 Pa3BUTHS KIIMHUYECKOTO YXYAILICHUS
[82]. Yka3auubie 3 deKThl COXpaHSIIMCh, 0 MEHbBIICH Mepe, B TeueHHe | roja MOoCTOSHHOU
Tepanui [7].

B P® u Kazaxcrane amOpuseHTtan nokasas i jiedenust 6oapHbIx JIAD ¢ @K II-1IT (BO3)
JUISL  YIYYIIEHUs TNEPEHOCHUMOCTH (U3UYECKOM Harpys3Kd, 3aMeUIEHHs [POTrpecCUpPOBaHUS
knmuHudecknx cumntomoB. B PKUM sddexTuBHOCTS ycTaHOBIEHA MPEUMYIIECTBEHHO Y
nanupenroB W /wacnenyemoit  JIAI, JIAT-C3CT mpu @K -l (ta6a. 7.2.4.).
PexomennoBanHas n03a coctaBisgeT SMr 1 pa3 B cyTku ¢ TuTpanuei no3sl g0 10mr. Yacrora
HapyuieHuil (yHkuuu nedeHu coctasisier 0,8- 3%, uro TpebyeT exeMecsYHOro KOHTPOJIS
neyeHouHbIX (epmeHToB [83]. Ha ¢one Tepanmuu amOpu3eHTaHOM dYalle MO CPAaBHEHHIO C
npyrumu APD Bo3HUKaIOT nepudepuieckue OTeKH.

Bo3enTan — nepBblif npenapar kiacca, APD HecelekTUBHOrO JeHCTBHs, OJIOKUpYeT 06a
TUna peuenTopoB. DddekTuBHOCTH O03eHTaHa mokazaHa y OonpHbix ¢ WJII, JIAT-C3CT,
cunapome Diizeamenrepa B 6 PKU (mtotHoe nccnenosanue 351, BREATHE-1, BREATHE-2,
BREATHE-5, EARLY, COMPASS-2) [1,3,8,84]. V 6onbhbix ¢ JIAT nedeHre MPUBOIMIO K
YIYUYIIEHUIO MEePeHOCUMOCTH ¢u3ndeckux Harpy3ok, ®K, remonmnammueckux u 3IxoKI -
NapaMeTpoB, YBEJINYEHUIO BPEMEHU 10 Pa3BUTHS KIIMHUYECKOIO yXyAmeHus [7].

B P®, Pecnybnuke benapych, Kazaxcrane O003€HTaH pPEKOMEHJOBaH ISl JICUCHHS
narenToB JIAI ¢ @K II-IV (BO3) c¢ uenpio ymydileHus TOJEPAHTHOCTH K (U3UUECKUM
Harpy3kaM U KIMHHYECKUX CUMIITOMOB, 3aME€JJIEHHUS TEMIIOB IIPOTrPECCUPOBaHMS 3a00JI€BaHUS Y
B3pocabix U jgereit ogHoro roma (MJIT/macnemyemas; JIAT BeneactBue CCJl mpu OTCyTCTBHA
3HaYMMOI0 HHTepcTULHaibHOro mnopaxkeHus nerkux; JIAI' mpu BIIC, B wacTHOCTH, mpu
cuaapome Ditzenmenrepa [2]. Ha ocnoBanuun PKM EARLY y manmentoB ¢ @K Il (BO3) u

BREATHE-5 Go3eHTaH peKOMEHI0BaH JIJIs JieueHus yka3aHHbIx kateropuii JIAT [85,86].
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HauanpHast mo3a 0o3eHTaHa coctaBiser 62,5 mr 2 pasa B cyTku. Criycts 4 Henenu J103a
JOJKHa OBITH yBenMueHa A0 125Mr aBa pasza Moj THIATENbHBIM €KEMECSYHBIM KOHTPOJIEM
dbepmenToB neueHu. [loBbIIeHNEe yPOBHS TpaHCAMHUHA3 OTMeYaeTcs mpuMepHo y 10% OONMbHBIX,
YTO SIBJISICTCS JI0303aBHCHMBIM W YacTO OOPATUMBIM IOCIIE YMEHBIICHHS J03bl WM OTMEHBI
npenapata. Haunbonee BepoSTHBIM MEXaHH3MOM TaKOro JAeWcTBUS OO3€HTaHA SBIIAETCS
J0303aBUCUMAasl KOHKYPEHLIMSI C JKEJIYHBIMU COJSIMH, YTO MPUBOAMT K HX 3a/IePKKE B
rernaTrouuTax, 4YTO OKa3blBaeT IMTOTOKCHYHBIA 3(pdekr. Pexomenmyercss exeMecsSuHbINA
KOHTPOJIb YPOBHSI TPAHCAMUHA3 B KPOBH.

bozeHTan MOXeT BBI3BIBATH pAa3BUTHE aHEMHH, 4YTO TpeOyeT KOHTPOJsSl ypOBHEH
reMoryioOMHa ¥ TeMaTOKpuUTa KpPOBH, a TakkKe 3aJCepKKy IKUAKOCTH C MOSIBICHHUEM
nepudeprudeckux oTekoB [7,8]. V KeHIUH, TPUHUMAIOIUX 003CHTaH, HeOOX0IMMa aJeKBaTHAs
KOHTPAIICTIIIUS C YYETOM BO3MOXKHOTO T€paToreHHoro 3¢ dexra.

ManutenTan — ABoWHOM APD oOmamaeT TKaHEBOW CHeU(UYHOCTBIO 3a CYET
ONTUMU3UPOBAHHBIX (PU3UKO-XUMUYECKHX CBOMCTB, ObUI CO3/1aH AJSl TOCTHXKEHHUS HAWITYUIIero
npoduns 3ddexTuBHOCTH U TIepeHocumocTy Jyiedenus [7]. B pamkax PKU y Gonbrbix ¢ JIAT
MalUTEHTaH BIIEPBbIE II0Ka3ajd JIOCTOBEPHOE BIMSHHE Ha TBEPAYIO KOHEYHYIO TOUYKY
(mporpeccupoBanue 3abosicBaHus/ CMEPTh) B PEXKHME MOHOTEPAIIUM W KOMOMHHPOBAHHOMN
tepanuu. B xpynnom PKU SERAPHIN B kauecTBe nepBUYHOM KOHEYHON TOYKHU BIIEPBBIE OBLIO
OmpezieNieH0 BpeMsi OT Hayala JICYeHHUs [0 pPa3BUTUS KIMHUYECKOTO YXYIUICHHUS (CMEpTh,
NOTPEOHOCTh B TPOBEACHUU MPEJCEPIHON CENTOCTOMUM WJIM TPAHCIUIAHTAIUU JIETKHX,
Ha3HAUEHHUS TApEHTEPATbHBIX TPOCTAHOWAOB WM KiIMHUYecKoe yxyamenwe JIAL). V 742
nauueHtoB ¢ JIAI' mMauureHtan usywancs B go3ax 3 wiau 10 Mr OogHOKpaTHO B CYTKH IO
CpaBHEHHIO C Tuanebo, B cpeaHeM, Ha npotsukeHnn 100 vemens [87]. [puMmeneHre MaliuTeHTaHA
B no3e 3 mr (OP 0,70 (97,5% U, 0,52-0,96; p=0,01) u 10 mr (OP 0,55 (97,5% AU, 0,39-0,76;
p=0,001) B cpaBHeHuu c muanedo CHocoOCTBOBAJIO CHI)KEHHIO PHUCKA IPOrpEeCCHPOBAHUA
3aboneBanus/cMeptu nanueHToB ¢ JIAT Ha 30% u 45%, coorBercTBeHHO [87]. Dddekt Tepanun
HE 3aBUCEN OT TOTO0, MOJy4alu NI OOJbHBIE MCXOAHO comyTcTByrolyro JIAT -crenupuyeckyro
Tepanuto. MaruTeHTaH JOCTOBEPHO CHIDKAJI PUCK HACTYIUICHUS TIEPBUYHOW KOHEYHOW TOUKHU —
MporpeccupoBanmsl 3a0oyeBaHus/cMepTd mamnueHToB ¢ JIAD, ymy4man mepeHOCUMOCTh
bu3MYECKUX HArpy30K KaK y MalMeHTOB, paHee He MOTYYaBIINX JCUEHHUs, TaK U Y TIPUHUMABIIUX
MpeIIIecTBYIONy0 crerupuyeckyro tepanuo D[S, nepopalbHBIMU WU WHTATSIUOHHBIMU
npoctaHonamMu. YacTora MOBBIIICHUST YPOBHS TpaHCAMUHA3 HE OTJIMYajiach OT 1uiane6o; y 4,3%
MaUEeHToB, noayyaBmux 10 Mr ManuTeHTaHa, ObUIO MOKAa3aHO CHIKEHUE reMOorio0nHa B KPOBHU
<8 r/n [3].

B P® manurentan nokaszan amns jymmrenbHoro nedeHus namnueHToB JIAD ¢ OK II-111 — npu

WJIT /macnenyemoii JIAT; JIAT ¢ xomnencupoBanHbiM HeocnoxHeHHBIM BIIC; JIAT-C3CT mns
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npenoTBpamieHus: nporpeccupoBanus JIAIT (cMepTh, MOTPEOHOCTh B HA3HAYCHUHW B/B WIH II/K
MIPOCTaHOMIOB, KiuHUYeckoe yxyamenue JIAIT (ymenbmenue auctaniuu B TOMX, yxyamienue
KJIMHUYECKON CUMIITOMATHKH, TOTPEOHOCTh B onoaHUTeNbHOM JIA -cienuduyeckoii Tepamnum)

B BUJIC MOHOTEPAITMHU WK B KoMOMHaIuu (Tadua. 7.2.3., 7.2.4.).

7.2.2.3. NUarudurtopsl pochoamicrepassl Tuna S

Oxcup a30Ta — MOIIHBIA 3HJOTEHHBIA Ba30AMIaTaTOp, CEJIEKTUBHO BO3JEHCTBYIOLIUN Ha
cocyasl mayioro kpyra kpoBooOpameHus. NO obOpasyercs w3 L-apruHuHa Npu TTOMOIIA
kanpiuii-3aBucuMord  NO-cunTazel. JIuddyaaupys uepe3 anbBeosisipHylo MemoOpany, NO
NOMAAeT B TJIaJKOMBIIICYHbIC KJICTKH apTepHil U apTepuod, NoBbias yposeHb ul M® [3,8].
ITocnenHuii 3amycKaeT Kackaj peakiuuil, IPUBOAAIINX, B KOHEUHOM CUETe, K CHM)KCHHMIO TOHYyCa
raakod Myckyinatypel cocynoB. 3areM NO mocTymaer B CHUCTEMHBIH KpOBOTOK, T[e
MHAKTUBHUPYETCS IIyTE€M CBSA3bIBAHMUS C OKCUTEMOITIOOMHOM ¢ 00pa30BaHWEM METreMoryioOnHa u
HUTPATOB.

[MIpu JII' mapymaercs cunte3 NO. B knerkax suporenust OompHbix ¢ WJII mpm
MMMYHOTMCTOXMMHMUYECKUX HMCCIEAOBAHUAX IOKAa3aHO CHIKEHHME SKCIIPECCUHM 3HIOTEIUAIbHON
NO-cuntazpl. Ha oOpa3oBaHue okcuza a3oTa BIMSAIOT MHOTOYHMCICHHbIE (aKTOpbl. ITO
skcnpeccuss reHa  NO-cuHTassl, aktuBHOCTE  NO-cuHTazsl U docdoamdcTepassbl,
obecrieunBarOMX peryysanuo npoaykiuun 1l M®, mnocrcuHTeTHYEeCKOe OKHCIeHHE. Takum
00pa3om, JIst JIeYeHHUs TTAIMEHTOB BO3MOYKHO MCTOJIK30BaTh MHTASIIMOHHEIN NO, cyOcTpar mis
ero cuHTe3a — L-aprunuH, a Takke npenaparsl, Bo3aeicTBytomye Ha yposeHs il MO [7,88].

Nuransunonssiii NO ucnonb3yercs ¢ uenbto nposeaeHuss ODII u BbisiBiIeHUS OOJIBHBIX C
MOTEHIMATBHBIM 3 exToM Bazoamnatatopos [2]. i aauTenbHON Tepanmuu WHTATSIIMOHHBIA
NO He npUMEHSIeTCS B CBSI3U C MOSBICHUEM MOIIHOMN MEPOPATLHON TepaIiii, BO3ICHCTBYOIICH
Ha 3TOT CUTHAJIBHBIH 1Ty Th.

Cuapnenadui — cenektuBHblii nHrnouTOp I M®- 3aBUCHMOl pochonudcTepassl TUIA 5
npenorBpamiaer jerpaganuio I’ M®, uro BeBbIBaeT cHmkeHue JICC u meperpysku IDK,
obnamaer antunposudepatuBHeIM dhdexTom. 10 enuHcTBeHHBIM WDJ[D5, 0100peHHBIN MO
nokazanuio JIAI'. MakcumyMm neiicTBus cuinaeHaduia qocruraercs yepes 60 muH. [8,76].

K HacTosmemMy BpEMEHM HAaKOIUIEHBl JaHHbBIE, JEMOHCTPHUPYIOIIME €ro XOPOIIYIO
nepeHocuMocTh W d(PGeKTUBHOCT, y OompHBIX ¢ JII' pasnuyHOi sTHONOTHMH. B
HEKOHTPOJIUPYEMBIX KIMHUYECKUX HCCIeNoBaHMsIX cuiaeHadun npumensuics npu WL, JIAT,
accounnposanHoi ¢ C3CT, BIIC, nmpu XTOJII' B pa3oBbix go3ax 25-75Mr 2-3 pas3a B CyTKH U
BBI3BIBAJ YJIYYIICHWE TE€MOJMHAMHKH, TOJEPAHTHOCTH K (u3MueckuM Harpyskam [3,8].
Ornucanbl peakue noOouHble 3(@exTsl npenapara- TojOBHasg 00Jib, 3aJI0)KEHHOCTh HOCA,

NpWiINBGI, HapymeHus 3penws, aucnerncus. B PKM SUPER-1y 278 6ompubix ¢ JIAT,
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noy4aBmux cuigeHaduna murpar B gozax 20, 40, 80mr 3 paza B CyTKH, OTMEYaJIOCh
yIIydllleHHEe KJIMHUYECKOW CHUMIITOMATHUKH, T€MOIMHAMHKH, TOJIEPAHTHOCTH K (PU3NYECKUM
Harpyskam, corocraBumbiii pupoct J16MX [7,76,89].

B P®, Pecny6nuke benapycs, Kazaxcrane, Keipreiscrane ams sedenust 60ibpHbIX ¢ JIAT
omobpen cuneHadui. PekomengoBanHas g03a cocrasisier 20 mr 3 pasa B cyTku (Tadua. 7.2.4.).
B xnmHMYecKoM mpakThke y psaga 00nbHBIX TpeOyeTcs mosbimieHue a03bl 10 40-80 mr 3 pasa B

cyTku [2,3].

7.2.2.4. CTUMYJASITOPbI PACTBOPUMOM I'yaHWJIATIUKJIIA3bI

B orimmune ot UDJIDS5, koTOophie OKa3bIBalOT BIMSHUE HAa CUTHAIBHBIN myThb NO-pI'Ll-
ul'M® 3a cuer BimsHUA Ha Aerpagaiuio ul M®, crumynstopsl pl'Ll moBbIIAIOT TPOIYKIUIO
[ M® [3,90]. [JoxiIMHUYECKHE WCCIICIOBAHUS HA PA3IUYHBIX JKHBOTHBIX MOJEISAX JIOKa3alld
aHTUnpoiardepaTuBHbBIE H aHTHpeMojenupyomme 3pdextsl crumynstopo plll [3,8].
Puonuryar umeeTr NBOMHONW MeXaHU3M ACHCTBUSA: CEHCHOMTU3UPYET (PEPMEHT K SHIOTEHHOMY
NO nytem crabmmmzamuu cBsi3u NO-pI'Ll, a Takke HampsIMyr0 CTUMYJIUPYET TOCISIHUNA Yepes3
Jpyroi y4acTok cBsi3u, He3aBucumo ot NO [3].

PuoumryaTt — eIMHCTBEHHBIN Ipenapar Kiacca, 0J0OpEHHBIN /IS ICUeHUsI MAIlIEHTOB C
JIAT'; a Taxxke HeomepabenbHOH, pesuayanbHoi Gopmamu XTIJII. B PKU PATENT-1 6sb1a
noka3aHa 3 ¢eKTUBHOCTh U Oe30macHOCTh puonuryara y 443 6onbubix ¢ JIAD [90,91]. Ilpu
Ha3Ha4YeHUH B J103€ 710 2,5MT 3 pas3a B CyTKHU Mpenapar yiaydliajd KIMHUYECKYI0 CUMITOMATHUKY,
TOJIEPAaHTHOCTh K Harpy3kam, reMoiuHamuueckue mnapamerpbl, ®PK, yBenuuuBan Bpems 0
pasBuTHs KJIMHHYecKoro yxyamrenus. IIpupoct JI6MX (mepBuuHas KOHe4YHas To4ka) K 12
HeJleNe JIeYeHus cocTaBwil B cpeaHeM 30M B TpyIIe pUOLUIyaTa C MaKCUMaJIbHOW /10300
7,5mr/cytkn (-6 M B rpynme miane6o) (p<0,001), mocturancs u y OOJBHBIX, MOTYYaBIIHX
npeamectByomyto JIAl-cnenuduyeckyro Ttepanuio (44% u 6% MaMEHTOB MOIyYalld
npeaiecTByomyo tepanuio APD wiu npocranouaamu) [3,8]. Hanbonee yacThiM cepbe3HbIM
HE)KeJIaTeNbHBIM SIBJIEHUEM B Ipymnax Ianedo u puonuryara 2,5mr Oblu cukorne (4% u 1%,
COOTBETCTBEHHO).

KomOunammst puonuryara u MUDJID5 mnpormBomokazaHa BCIIEICTBUE THUIIOTOHUH |
Opyrux moOouHbIX 3(h(heKTOB, yCTaHOBIEHHBIX B OTKpBITOH (haze PKU [7].

Puoruryar crtan mepBbIM JeKapcTBeHHBIM npenapatoMm JIAT -cnemuduueckoil Tepanuw,
JIOKa3aBIUM CBOIO 3(pdexTuBHOCTh He TObKO mpu JIAL, Ho m mpu XTIJII [3,5,8]. B PKU
CHEST o6puio  BiiroueHo 261 OonpHBIX ¢ HeomepabempHoit XTOJII  (72%) wm
nepcuctupytomeit/pesuayansaoit JII' mocne TOD (28%). [Ipu u3yueHnn nepBUYHON KOHEUHOMN
TOYKH B TPYIINE PUOIUTYaTa Tae00-KoppurupoBanHeiii mpupoct JJ6MX cocTtaBuil B cpeiHEM

+46Mm (p<0,0001), B moarpynmne HeonepadenbHbIX 00JIbHBIX +54 M, ipH pesuayansHoit JII' +27 m
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[91]. TIpu aHanM3e BTOPHUYHBIX KOHEYHBIX TOYEK HAOJIOMANIOCH CTATHCTHYCCKH JTOCTOBEPHOE
ynyuatienue JICC, cp. JIJTIA u CH (p<0,0001), uaaexca mo bopry (p=0,0035), kauecTBa »H3HH I10
onpocHuky EQ-5D (p<0,0001), ypoast NT-proBNP (p<0,0001) u ®K (p=0,0026). ['onuunas
BBDKMBAaeMOCTh Ha ¢oHe Tepanuu puoruryarom B PKM CHEST-2 cocraBuna 97%, y 87%
OO0JIBHBIX HE OBLJIO OTMEUEHO MIPHU3HAKOB KJIMHUYECKOro yXyamerus [92].

Puonuryar omob6pen B P® u Kaszaxcrane mius nedeHust 6onpHbIX ¢ JIAIT ¢ menbro
VIIYYIIEHUS! TIEPEHOCHUMOCTH (PU3UYECKHX HArpy30K W TPEJOTBPAIICHUS MPOTPECCUPOBAHUS
(WIT', wnacnenyemass JIAIL, JIAI-C3CT). Hns OombHeix ¢ XTOJII' (pesuayanbHas u
HeornepabenbHble (OpPMBI) MpemapaT MOKa3aH Ui YIy4IEeHUs MEePEeHOCUMOCTH (PU3UUECKUX

Harpys3oK.

7.2.2.5. IIpocTanonabl

IIpocrarnmanaun  [12  (mpoctauukiuH) W npoctarmanaud  El,  mpoxyuupyemsie
IIPEUMYILECTBEHHO JHAOTEINAIBHBIMA KIIETKAMM, OKa3bIBAIOT MOIIHOE Ba30AWIATHPYIOLIEE
JIIICTBHE BO BCEX COCYIUCTBIX OacceilHax, sIBJISIFOTCS MOLIHBIMU 3HJIOT€HHBIMH MHTHOUTOpaMu
arperay TpoMOOLIUTOB, OKa3bIBAIOT LIUTONPOTEKTUBHBIN U aHTUIPOJIU(EpaTUBHBIN 3((HEKTHI.
OT0T cHekTp 3PPEKTOB BHI3BIBAECT PErpecc WM MPeloTBpPAIlaeT Pa3BUTHE PEMOICIUPOBAHUS
JIETOYHBIX COCYJIOB U MPEMATCTBYET TpoMOooOpa3oBanwuio [3,7,75].

C 90-x ronoB XX Beka npoctarnanausbl (IITI) u ananoru IIL[ — mpoctaHouasl cranu
Ba)XHEHIIEH cocTaBisone cnenuduueckoid Tepanuu y mnanueHToB ¢ JIAI, kKoTopsIM He
noka3anbl BKK win npuMeHeHne mocieIHNX He MPUBENo K cTabuIbHOMY yinyulnenuto [1,8].

I[II'E1 — nepsoiit 11T, xoTopsiii nokazan 3¢ dekTuBHOCTh Npu JeyeHun OonbHbIX JII. B
HACTOSIIIIEE BpeMs TMpernapaT Ha3HA4YaeTCsl BHYTPMBEHHO KamelbHO CO CKopocThio 5-30
HI/KI/MHH. HCKITIOYMTENbHO 171t poBenerus ODIT [1,2].

VY GonbHbIX ¢ JII' pa3auyHON 3THOJOTHM J0Ka3aHO HapyuieHue nponykimu IIL, o yem
CBHJICTEIILCTBYET CHMJKEHHE OJKCIPECCUM MPOCTAUMKIMHCHHTA3bl B JIETOYHBIX apTEPHsX,
yMeHbllleHne 3kckpeuuu merabonutoB [ ¢ Mouoil. OTo sBiIseTcs 0OOCHOBAHUEM Uil €O
UCIIOJIB30BAaHUs M €r0 aHAJIOTOB A JIedyeHus nauueHToB JII', X0Ts 10 CUX IOp HE YCTaHOBIIEHO,
ABJISIETCS JIM HapylieHue npoaykuuu L[ npuunnon wnu cnencreueM JII'.

B nocnennue roapl npumenenue Il B KIMHUYECKOW MPAKTUKE PACIIMPHUIOCH 34 CUET
CO3/IaHUSI €T0 CTAOMJIBHBIX aHAJIOTOB — MPOCTAHOUIOB C Pa3INYHBIMU (DapMaKOKUHETHYECKHUMHU
0COOEHHOCTSIMH, HO KAYECTBEHHO CXOJHBIMH (hapMaKoIMHAMUYECKUMU cBoMcTBamu [7,8,75].

B nacrosmee Bpems B PO u Kazaxcrane amns nedenus 6ombHbIX ¢ JIAT 3apeructpupoBan
€MHCTBEHHBIH Mpenapar u3 Kjiacca MPOCTAHOUA0B — MHTASIIMOHHBINA WiionpocT [3].

Haonpoct — xumuuecku crabunbHbii ananor 1L, koTopeiit mpuMeHseTcs B a3p030JIbHON

q)opMe JJIA I/IHF&J’ISIHI/IfI, obecrieunBas CEJEKTHBHOCTD npernapara B OTHOIICHHUU JIETOYHOM
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MUPKYJISAIUU. PekoMeHayeTcst MIs JIeUeHUs CpEeAHeTsDKeNon W Tsokenmoit ¢gopm JII: MIITY
nacinexyemort JIAL, JIAI'-C3CT, JIAI' na ¢oHe mnpueMa JEKapCTBEHHBIX TIPEMapaToB,
HeonepabenbHbIX popm XTIJII [7].

OddextuBHocth wmimonpocta oneHuBaiack B PKUW AIR-1 'y Oombabix JIAIT u
HeonepabdensHort XTOJII™ [3,77]. [ToBTOpHBIE MHTANAIIAN TIO 2,5-5 MKT MPOBOAMIUCH 6-9 pa3 B
neHb (B cpenHeM 10 30 Mmkr B cyTku). Ilpu ucnonb3oBaHMM OOBIMHBIX HeOylal3epoB
JUINTENIbHOCTh MHTAIALUU COCTaBIseT 15 MuHYT, nmpuMeHeHue Y 3-HeOylaii3epoB MO3BOJISET
YMEHBIIIUTh BPEMsI HHTASIIAKA 0 SMUH. WompocT ymydiman KIMHHYECKYI0 CHUMIITOMATHKY,
TOJICPAHTHOCTH K (u3udeckuM Harpyskam, cHmwkaia JICC 1 4acToTy KIMHMYECKUX cOObITUI. B
uccienoBann STEP y 60 GonpHBIX, TpUHUMAaBIIUX 0O03€HTaH, MPUCOSIUHEHHE HIIONPOCTA
npuBowio K yeenmwdeHuro JI6MX (p<0,051) mo cpaBHeHuto c¢ rmiare6o [3,7]. Mmompoct
OTJIIMYAETCA XOpoIIel nmepeHocuMocThio. Hanbonee wacteiMu mobGouHbME 3 dexkramu ObuTr

IMPUJIINBLI U 0O0JIH B YEJIIOCTH.

7.2.2.6. ATOHUCTBI peleNTOPOB MPOCTANMKJINHA

Cenexcunar — nepBblil cenekTuBHBIN aronuct peuentopos IIL] (IP) ans nepopanbHOro
Ha3Ha4YeHHUsA. XOTS CeJeKCUIar M ero MetadonuThl BO3AcHcTByloT Ha [P-pementopsl, mo
XUMHYECKOMY CTPOEHHUIO U (hapMaKOJIOTHUYECKOMY JIEHCTBUIO OHH OTIMYAIOTCS OT HHJAOT€HHOTO
[TLT [93]. IIpu ouenke kiuHUYecKuX ucxonoB y 1156 maumento c¢ JIAI' B PKM GRIPHON
CeJICKCHUIIar B KaueCTBE MOHOTEepanuu uiu B koMOuHanuu ¢ APD u/ wiu UDIDS5 cHmxan puck
HACTYIUIEHHs IEPBUYHOM KOHEUHOM TOUKU (CMEPTh OT BCEX MPUUYUH, TOCIUTAIN3ALINS B CBA3H C
yxynuenueMm JIAI, moTpeOHOCTh B NpPOBEIEHUM TPAHCIIAHTALMM JIETKUX WM MpeacepIHON
CENTOCTOMMHM, IApEHTEPAJIbHOM TEpaluu IPOCTAHOWJAMU WIM TOCTOSHHOM O2-Tepanuu,
kuanyeckoe yxyamenue JIAT) ma 40% (OP 0,60; p=0,0001) [7,93]. B wuccrienoBanuu
GRIPHON 56% cocraBunu 6onbnbie ¢ WIT, 28,9% — ¢ JIAI' mHa ¢pone C3CT, u3 xoropsix
OomnpimHCcTBO nanueHToB uMmenu CC. 23% manuenToB monyyanu HuU3kue 10361, 30%- cpenHue
J103bl, a OOJIBIIMHCTBO MALMEHTOB — BHICOKHE JI03bI CEJIeKCUIIara, KOTopble BappupoBanu ot 1200
10 1600 MKr 1Ba pasa B CyTKH.

B P® cenexcumnar pekomenayetcs mis sedenus nanueHtoB JIATL ¢ @K II-111 (BO3) mis
npenoTBpamienus nporpeccupoBanus JIAIT (cMepTh, MOTPeOHOCTh B HA3HAYEHMM B/B WIM TI/K
IPOCTaHOMI0B, KIMHUYeckoe yxyamenue JIADL (ymensiienue JJ6MX, yxy/ieHre KIMHAYECKON
CHUMITTOMATHKH, TOTPEOHOCTh B gomojHuTenbHOM JIAI- cnenupuueckoir Tepamuu) B BHIC
MOHOTEpAIUHU WM B KOMOMHAIIUH.

Havanenas no3a cocraBiser 200 MKr 2 pa3a B CyTKM C JajbHEHIIEW TUTpaLuel 1o

makcumanbHoi 1600 mkr 2 pasa B cytku [93]. IloGounbie >ddexTs (rosnoBHas OO0,
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TOJIOBOKpY>KEHUE, Iucrencus) Bo3HUKau y 14% OonbHBIX B cpaBHEHUU ¢ 7% B rpyImme

iane0o.

Taouauna 7.2.4. PekoMeHIalMU 10 HAYAJIbHOM cnienuduyeckoii Tepanun y 600abHbIX ¢ JIAT

YpoBeHnb y0equTeIbHOCTH peKOMEHAanuii/ ypoBeHb
I'pynnel npenapatos J0CTOBEPHOCTH 10KA3aTEIbCTB
OK 11 OK 111 DK IV
BnokaTops! kKanbIHUEBBIX KaHAJIOB * | C | C - -
AmMOpusenTan I A | A b C
AHTaroHUCTBI
OHHC Bosenran | A | A b C
PELEeNTOPOB YHIOTEIMHA
ManureHTaHn | B | B 11b C
n
HTHGHTODEL Cunnenaduin I A | A b C
(dbochonudcTepasbl 5 Thna
Crimy 1aTops! Puoruryar | B | B b C
ryaHHUJIATIMKIA3bI
" N
AHanoru npoCcTaluKInHA HIAIHOHHBIH - - | B ] C
HIIOITPOCT
A
TOHHUCTHI PEIICTITOPOB Cerlekenmar | B | B ) )
MPOCTAUKIINHA
7.2.2.7. KomOuHUpOBaHHas Tepanus
KOM6I/IHI/IpOBaHHaH CHCLII/I(I)I/I"ICCKEIH TCparusd — 3TO OIHOBPEMCHHOC N

MOCJIeIOBAaTeIbHOE Ha3HAaueHWe JBYX H 0Oojee mpernapaToB crenu@uueckol Ttepanuu ¢
Pa3IMYHBIM MEXaHU3MOM JIEHCTBUSI, SIBISIECTCS BaKHOM CTpaTteruen jJedeHus: nanueHtoB ¢ JIAT
[3,7,8].

Hecmotpss Ha oueBuanbie ycmexu, JIAI' octaercss HeusnednmbIM 3a0oneBaHUEM. Y
MHOTHX OOJBHBIX MPU MPUMEHEHUM MOHOTEpANuu He HaOII0IaeTcs YIydIllleHUs WIA Jaxe
CTAOWIM3AlMA COCTOSIHUS, Yy JPYTHX TMaIlMEHTOB IOCJIE€ HEKOTOPOTO HavdainbHOro sddexra
OTMEYaeTCs TAJIbHEHIIIee mporpeccupoBanue 3aboneBanus [3,7].

PanmonansHoe mnpUMEHEHHWE KOMOWHAIMKM CHEIU(PUYECKHX MPEnaparoB BO3MOXKHO,
Omaromapss BHEAPEHHUIO B KIMHUYECKYIO TPAKTUKY pa3IMYHBIX KJIACCOB JIEKAPCTBEHHBIX
IIpernapaToB, BO3IEUCTBYIONINX HAa TPU CUTHAJBHBIX IMyTH natoreresa — APO (O3T-1), UDJID5 u
crumysisitopsl pI'Tl (NO), mpoctanousl/ aronuctsl petientopon I (Tada. 7.2.5.). [1,8,93,94].
[Ipu coBMECTHOM Ha3HAYEHUM Npenaparbl YCUIMBAIOT M JOMOJIHSIOT CBOMCTBa ApPYr Jpyra.
Od4eBHIHO, YTO KIMHUYECKHHA 3((EKT MmpH COUETaHUH MPENapaToOB OMPENENIeTCS C YYeTOM

BO3MOJKHBIX JIEKAPCTBEHHBIX B3aUMOJICCTBUH, a TaK)KE PUCKA Pa3BUTHUS MOOOYHBIX d(PPEKTOB.
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Bo mHOrux sxcnepTHbIX 1HeHTpax 1o jedeHuto JII' komOuHupoBaHHas crienuduueckas Tepanus
SBJISICTCSI CTAaHJAPTOM JICUEHUs, XOTA €€ JoJrocpodHas 3(PGeKTHBHOCTH M 0€30MMacHOCTh
Tpebyer usydenus [1,8].

KoMOuHMpoBaHHas Tepanus MOXET MPUMEHSITHCS TOCIEAOBATEIIBHO WM B BHIE
cTapToBoil cTpareruu. llocienoBaTenbHas KOMOMHMpOBaHHAs Tepanus SBJISETCS Haubosee
HIMPOKO HCMoJb3yemMon crpaterueid kak B PKM, Tak M B KIMHMYECKOW MPAKTUKE: OT
MOHOTEPANUHU K 100aBIECHUIO BTOPOIO, a 3aTEM TPETHETO Iperapara B ciaydyasix HeaJeKBaTHOIO
OTBETa WU KIMHUYECKOro yxyameHus. B mera-ananuze 6 PKU, BximrouaBmux 858 OONBHBIX,
koMOuHupoBaHHas JIAT-cneuuduueckas Tepanusi NPUBOAWIA K JTOCTOBEPHOMY CHHKEHUIO
pucka pa3BuTus KiauHuYeckoro yxymmenus (OP 0,48; 95% U 0,26-0,91; p=0,023) mo
CpPaBHEHHUIO C KOHTpPOJEM, cymiecTBeHHoMY mpupocty HA6MX nHa 22 M, cHmxenuro cp.dJIA,
AIIT u JICC [95]. YacroTa cepbhe3HBIX HEXKENATCIbHBIX SBICHUH ObLIa CXOJHOH IpHU
Ha3HAYCHUH MOHO- U KoMOMHUpoBaHHO# Tepanuu JIAT' (OP 1,17; 95% 11 0,40-3,42; p=0,77).
CMepTHOCTB OT BceX Mpu4uH y 601bpHBIX ¢ JIAIT nocToBepHo He paznuuanack. OHAKO claeayeT
00paTUTh BHUMaHHWE HAa TO, YTO BBDKMBAEMOCTh Yy TAIMEHTOB, moiy4aBmmx JIAI-
crnenu(UYecKyro TEpanuio, B ILEJIOM 3a IOCIEAHHE TOJbl 3HAYUTEIBHO YIy4YIIHiIach. JTO
CO3/aeT OIpe/AeTCHHbIE CTAaTUCTUYECKHE CIOXKHOCTH, KOT/a AJIs TOJYYEHHs] JOCTOBEPHBIX

pe3yNbTAaTOB TPeOyeTCs BKIIOUYCHHE HECKOJIBKUX ThICSY OOJIBHBIX [7,95].

Ta6auna 7.2.5. PekoMeH1auuu 1o nocjie10BaTeibHOIl KOMOMHUPOBAHHON cnienuuYecKoit
Tepanuu y 00JbHbIX ¢ JIAT

Knacce pexoMenanuii/ ypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB
I'pynnel npenaparos
QK 11 OK 111 OK IV
Cungenadun — + MalUTeHTaH | B | B lla C
BozenTtan — + puonuryar | B | B Ila C
APD w/unn UOJD5— + Cenexcumnar I B | B - -
Bozenran — + MJIONPOCT HHT. Ib B Ib B Ib Cc
Cunnmenaduin — + aMOpU3eHTaH b C Ib C Ib C
Cunpenadun — + 603eHTaH b C Ib C Ib C
bosenran — + cunmenadun b C Ib C Ib C
Jpyrue nBoliHbIe KOMOHHAIIMN b Cc Ib C Ib C
Jpyrue TpoitHble KOMOWHALIH b C Ib C Ib C
Puonuryat<> + UDJ35 1l B i B 111 B
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C 5TUMU JaHHBIMU COTJIACYIOTCSl pe3yibTaThl MeTa-aHanm3a 25 PKU, BkimrouaBmux 3839
6ombHBIX ¢ JIAT, y KOTOPBIX 3a cpemHHi eproy jJeueHus 14,2 Hea. BO3HUKIO 86 COOBITHI TTPH
obmelr cmeprHoctu 2,5%. CHUKEHHE pUCKA CMEPTH OT BceX MNpu4MH coctaBmwio 44%
(p=0,018).

B mera-anamuze 16 PKU mo u3ydeHwio pe3ylbTaToB KOMOMHMPOBAHHOW TEpamvy B TEUCHUE
cpennero nepuona gedeHus 36,9 Hen. y 4538 001bHBIX BOZHHUKIIO 429 COOBITHII PU CMEPTHOCTH
9%. KoMOumHHMpoOBaHHas Tepanus B OTIMYHE OT pPEXKUMA MOHOTEPAlMA HE MPHUBOAMIA K
CHM)KEHHIO CMEPTHOCTH, PUCK KIIMHUYECKOT0 yXy/ueHus: ymenbiuics Ha 35% (p=0,00001).
bombueim ¢ JIAI'  BBICOKOTO pHCKa pPEKOMEHAYETCsl  HayajdbHas  JBOMHAs

KOMOMHUpPOBaHHAs Teparus:

e Uuransmuonnsiii wionpoct + puonuryar (11b---C)

e Unransuuonnsnii wionpoct + cuinaenadun (11b---C)

Br16op npenapatoB 00ycnoBiieH ObICTPOTON HacTyIuieHus 3¢ dekra.
Bo3MOkHO Ha3HaYCHUE IpyruXx ABoMHbIX komOuHanui (11b---C).
7.2.2.8. CTpaTerusi nepexkJIl0YeHus NPH NPUMeHEeHUN cnenupuIecKoii Tepanuu

B nocnennue roasl 00cykIaeTcsi BOIPOC O BO3MOXKHOCTH ONTUMU3ALIMH JIEUYEHUS 32 CUET
3aMEHBI MPerapaToB, BO3ICHCTBYIOIINX HA OJHY M Ty )K€ MHUIIIEHb matoreHesa [3]. B yactHoctw,
HUMEIOTCS OUEBHIHBIC TpeuMyIiiecTBa cTumMysitopos pl'Ll nax UD D5 [96].

Bo-niepBbix, TepaneBTuueckoe aeiicteue UDJID5 3aBUCUT OT HUCXOIHOW KOHILIEHTpALUU
NO, xotopas y nanuentoB ¢ JIAI' camxena. B otnuune or UDJ[DS5, puoruryar 3a cuer NO—
HE3aBHCHMOTO MEXaHU3Ma JIeHCTBUS BBICOKOO(P(HEKTUBEH JdaKe€ B YCIOBUAX CHIKEHHOU
npoaykuuu NO. Bo-Bropsix, U /(D5 BaustoT Ha npenoTBpamienue aerpaganuu ul M@, Ho npu
JIAT" ero KoHUEHTpalusi CHU)KEHa, 4TO orpaHuyuBaeTr 3gdextuBHocts UD/I5. B ycrosusx
omokanel  ocdoaudcrepazsl 5 Tuna ¢ nomouisio MUDJDS5, coxpaHseTcs aKTUBHOCTH
docdoausrcrepas Apyrux TUIMOB, crocoOcTByrommx gAerpaganuu 1l M®. B-tpetbux, B
SKCIIepUMEHTaIbHBIX paboTtax mpu JIAD mokaszaHo, uro pI'll akTuBHpyeTCs B apTEepHUsIX MallOTo
KaauOpa B KauecTBE KOMIIEHCATOPHOTO MEXaHH3Ma, YTO MOBBIIIAET BO3MOXKHOCTb YCHJICHUS
TEparneBTUYECKOTO AeUCTBUS PHOLIUTYaTA.

Konnenmus npeumymectsa ctumynistopos pI'Ll nag MD/ID5 usyuyanace B OTKpHITOM,
HEKOHTPOJINPYEMOM, HE CpaBHHUTEIbHOM nuiIoTHOM wucciaenoBanuu RESPITE, B koropom
OLICHUBAJIUCh 0e30macHOCTh U 3P PeKTUBHOCTH nepexona ¢ Tepanuu UDJDS5 Ha puouuryar y
naruenToB JIAIT ¢ ®K |ll, He pocturmux menei jedenus [96]. CormacHo aw3aiiHy
WCCIICIOBaHMsI, 3a 8-HeAeNbHON (a30il THUTpaIK 03Bl pHOIUTyaTa clefoBan |6-HenenbHBIN
NepuoJi MpUMEHEHUs puouuryarta B no3e 2,5 mr 3 pasza B cytku. K 24 Henene nedeHus y
OOJIBHBIX JTOCTUTAJIOCH JOCTOBepHOE yiydmenue JJ6MX (mepBuuHas koHeuHas Touka), DK,

camwkenne JICC u ypoast NT-proBNP, yBenmnmuenne CU [96]. DTu pe3ynbTaThl COTTIACYIOTCS C
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POCCUUCKMMH JAHHBIMH: B MUJIOTHOM HCCIIeIOBaHUH, NpoBeneHHoM B HUM kapaunomoruu um.
AJL. MscaukoBa ®I'bY «HMMUL] kapanonorun» Munsnpasa Poccun, y nanuenton ¢ UIIT nnum
HeonepabenpHo XTOJII, He mocTUrmux nenel jgedeHus Ha (HOHE Tepamuu CUJIEHAPHIOM,
3aMEHa TOCJEIHEro Ha PUOLUIYyaT K 24 HeJl. JeUYeHUs OKa3ajla IO3UTUBHOE BIIMSHUE Mpenapara
HE TOJIBKO Ha MoKa3aTeau (GYyHKLIHOHAIBHOIO CTaTyca U FeMOAMHAMUYECKOro Npouiis, HO U Ha
IPOIECChl 0OPaTHOTO PEMOJIETUPOBAHMS IPABBIX OTIENIOB CEPALIA U YIyUIIEHHE CUCTOINYECKOM
dynkum [DK [97].

Takum oOpazom, mepeBony ¢ WD/DS5 Ha puonuryar Moxer ObITh 0€30HMacHBIM U
nenecoodpasubeiM. Heobxonmumo mposenenne PKU ¢ menpro nmanpHEWIEro M3y4eHHs 3TOTO
ACIIEKTa JICKAPCTBEHHOW TEpaINH.

B nactosimiee Bpemsa y manueHTOB ¢ JIAI' MHTEHCMBHO MNOMOJIHSIIOTCS KJIMHUYECKUE
JIAHHBIC B TOJIb3Y CTpaTervu IepekiroueHus APD — 3amenbl Oo3eHTaHa/amMOpH3eHTaHa Ha
MauUTeHTaH. Poccuiickue 3KCIepThl NPEAJIOKUIM OCHOBHBIE Kareropuu nanueHtoB JIADLT n
KIMHUYECKUE CUTYAIIMH B T0JIb3y onTuMu3anuu jedenus APD [3,98].

1. CoBmecTHOE Ha3HAUYEHUE MAUTEHTAHA U CHJICHA(HMIA TPEAIOYTUTENFHO B CBSI3H C
OTCYTCTBHEM MEKJIEKAapCTBEHHOI0 B3aumojeiicTBus. [Ipu Ha3HaueHnn KoMOMHALMKU O03€HTaHa
U CuiJieHa(uIa MEXIJIEKapCTBEHHOE B3aMMOJIEHCTBHE NMPUBOJUT K CHMXKCHHIO KOHLIEHTpALUMH
cungenaduia [98].

2. bozenran sBnsercs ymepeHHbIM HHIykTopoM CYP3A4 u CYP2C9 u, Bo3MOXkHO,
CYP2C19 [3]. [Ipn npumeHenun npemnaparon, BozzaeicTByromux Ha CYP3A4 (cuMBacraTuH,
cunnenadpun) uimu CYP2C9 (BapdapuH) MOXKET MOBBIIIATHCS KOHIIEHTPALMS ITHX MIPENapaToB B
Ia3Me, 4To TpeOyeT KOHTPOJIs M, BO3MOXKHO, Koppekuuu 1o3bl. Ilpu mpueme Oo3eHTaHa
cHIKaeTcd 3(P(EeKTUBHOCTh TOPMOHAJBHBIX KOHTPALENTUBOB, YTO TpeOyeT NpUMEHEHUs
JIBOMHOM KOHTpALICNIMK Yy >KCHIIMH JETOPOJHOrO BO3pacTra. MalWUTEHTaH HE BIMSAET HaA
(apMaKOKMHETHKY BBILICTICPEUNCIICHHBIX npenapaTos [3,98].

3. 3ameHna Oo3eHTaHa Ha MaLUTEHTaH JIOJDKHA paccMaTpUBaThCs y maiueHtoB ¢ JIAT -
C3CT, xoTopble UMEIT HAUXYyALIMI NMpPOrHo3 cpeau Bcex noarpynn JIAI'. BepknBaeMocTh B
ATOW TpymIe MAIeHTOB, HECMOTPS Ha COBPEMEHHYIO TEparHio, OCTAaeTCsl OYeHb HU3KOW, He
6onee 51% [7]. B cBA3uM ¢ 3TUM Tepamus OTUX NAUEHTOB TpeOyeT HCHOIb30BaHUS
COBPEMEHHBIX YJIYUIIEHHBIX IIPENapaToB, OKa3bIBAIOUIMX IIOJOKUTEIbHOE BIMSIHHME Ha
noarocpounslie ucxoasl [99]. Takue mpenaparhl, Kak MalUTEHTAaH M PUOLUTYAT, JOKa3aBIIHUeE
CcBOIO 3((}EKTUBHOCT, B OTHOLIEHUHM JOJTOCPOYHBIX HCXOJOB B PaHIOMH3MPOBAHHBIX
KIIMHUYECKHUX HCCIEeI0OBAaHUAX, IPEIJIOKEHO Ha3bIBaTh MpernapaTaMy 2-ro MOKOJICHUS B OTINYHE
OT MpenaparoB 1-ro MOKOJIEHUs, BIUSIONIMX B OCHOBHOM Ha cuMnTomMatuky JIAI' — 6o3eHTana u
cungeHapuna. Takoi ke MOAXON CleayeT paccMmarpuBarb M Juid  mnanueHTtoB JIAT,

accorurposannoi ¢ BUY [3,98].
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Tabaunna 7.2.6. PekoMeHaanuu 1o oNTUMHU3ANMH clienn(PrUecKOl Tepanuu

Pexomennanuu

Knacc

PEKOMEH JALUU

YpoBeHb
JI0Ka3aTeJIbHOCTH

[Tpu nHeaddexruBnocTn Tepanuun UDADS5 y nanuentos JIAT ¢
OK 11l (BO3) pekomenayercst 3aMeHa mperapara Ha pUOIUTyaT

[3]

b

B

[Ipuem puonmryara pekoMmMeHAyeTcss depe3 24 yaca mocnie
npreMa MocJieaAHeH J103b1 cuiiaeHaduia [96]

b

3aMeHa 003€HTaHA Ha MAllUTEHTAH B CBSA3M C YCTaHOBJIEHHBIM
MEXJIEKAPCTBEHHBIM  B3aUMOJECUCTBUEM PpPEKOMEHIYETCS Y
HaIMEHTOB, HOJTyYaroIUX cuiaeHapul, BapdapuH,
rOpPMOHAJIbHBIE KOHTpanenTuBbl [98]

b

[Tpuem ManuTeHTaHAa PEKOMEHIyeTCs yepe3 24 Jaca mocie
npreMa MocJieAHeH 103k 003eHTaHa WK amOpu3eHTaHa [98]

b

[lepekiaroueHne ¢ cwigeHaguia Ha  PUOLUTYaT  HE
PEKOMEH/IyeTCsl y MAIIMEHTOB C BHICOKUM PUCKOM JICTaJIbHOCTH,
KJIMHUYECKH HECTAOWIIBHBIX MAIMEHTOB WM IpPU Pa3BHTHH
KJIMHUYECKOTr0 yXyauieHus [3]

[TepekiroueHue ¢ 003eHTaHa/ aMOpU3CHTAHA HA MAI[UTCHTAH HE
PEKOMEH/IyeTCsl y MAIIMEHTOB C BHICOKUM PHUCKOM JICTaTbHOCTH,
KJIMHUYECKH HECTAOWIIBHBIX MAIMEHTOB WM IPU Pa3BUTHH
KJIMHUYECKOTr0 yXyauieHus [3]

4.V nauueHTOB C BrepBble BblsiBIeHHON JIAL cienyer paccmMaTpuBaTh MallUTEHTAaH B KaueCTBE
npernapara nepBoro BelOOpa, B CBSI3U C HAWIYYIIUMU MOKa3aTelIMU 3((EKTUBHOCTH (BIIMSHUE
Ha TPOTHO3 — PHUCK M YaCTOTy TOCIUTAIU3alUi, PHUCK COOBITHH NPOrpecCUpoBaHUs
3a0oneBanus/cmeptu). B wuccnenoanun SERAPHIN  mnokazaHo  CHMKEHHME — pUCKa
nporpeccupoBaHusi 3aboneBaHus/ cMepTH Yy OOJIBHBIX € BHepBble BbIsABIeHHOW JIAIT mpu
Ha3HauyeHWH MaiuTeHTana 10 Mr B cpaBHeHuH ¢ miane6o [9,87]

5. 3amena npyrux APD Ha MauMTEHTaH MOXET pacCMaTpUBATHCA y NAILUEHTOB C
HapylmeHUs MU (YHKIMU TE€YeHH, B T.4. B aHaMHe3e, a TaKKe NPU OTCYTCTBUU BO3MOXKHOCTHU
MPOBEJCHUS MEUEHOUHBIX TPOO.

6. OIHOKpaTHbBIII NpHEM MalUTEHTaHa NOBBIIIAET NPUBEPKEHHOCTh NAI[MEHTOB K
nedenuto. I[leproa monyBeIBeeHUs MAIlUTEHTaHa M e€ro akTuBHOrO MeTtabomuta ACT-132577
coctaBisAloT 16 u 48 uacoB cooTBeTcTBEHHO. Ilocime OAHOKpAaTHOro €XEIHEBHOIO Ipuema
KOHIEHTpallusi MalMTeHTaHAa W €ro akTHUBHOro MeTabonuTa B IUIa3ME€ KPOBU JIOCTUTAIOT
YCTOWMYMBOTO YPOBHS IIpUMEPHO yepe3 7 muen [3,98].

[TunoTHble pa®oOTHI MOKa3alM, 4YTO 3aMeHa OO03eHTaHAa Ha MAIUTEHTaH SBISAETCA
0€30IacCHOM M XOpOIIO TEPEHOCHMOM, XOTS pe3yNlbTaThl IMOJyYeHbl y HEOOJIBIIOro YHcia
MAlMEHTOB B HEKOHTPOJIMPYEMBIX, KpaTKOCPOUYHBIX HccienoBaHusx. Creayer paccMaTpuBaTh

cTparervio 3ameHbl APD Tonbko y KIMHHYECKH CTaOWJIBHBIX ManueHToB. [lepexmtouenue c
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npyrux APD Ha MalluTEHTaH HE PEKOMEH]IyeTCsl Y HeCTaOWIbHBIX MAllMEHTOB WIH MPH Pa3BUTUU

KIIMHUYCCKOIr'o YyXYyIAIICHUSA. HpI/I 3aMeHe OoO3eHTaHa Ha MallUTCHTaH, B TOM 4YHCJIC IIpH

NPUMEHEHUH ero KOMOWHanuu ¢ cwigeHagwioMm, ans nojgaepxkanus 3ddexror APD

PEKOMEHIyeTCsl HAUMHATh IPUEM MallUTeHTaHa B 03¢ 10 MI 0THOKpaTHO B CYTKH uepe3 24 yaca

IIOCJIC IMTpruEMa 0o3eHTaHa.

7.2.2.9. IloTeHuAJILHBIE JIEKAPCTBEHHbIE B3aUMO/1eliCTBUA

Baxno

YUUTBIBATH

0CO0EHHOCTH

MCIKIICKApCTBCHHBIX

B3aUMOJCUCTBUN  IIpU

npuMeHeHnd npenapatoB JIAI-cnenuduueckoii Tepanuu (Tadd. 7.2.7.).

Ta6auua 7.2.7. [loTeHUHATbHBIE JIeKAPCTBEHHbIE B3aUMO/1eiicTBUS NIPH
NpPUMEHeHHH cnenuduueckoil tepanum npu JIAT

JlekapcTBeHHBbIH MexaHu3m B3aumopeiicTBylomee Pe3yabTaT B3aumMoeiicTBUA M peKOMeHIalu1
npenapar B3aMMO/IelCTBUS JIEKapCTBO
AMOpu3eHTaH - Huxnocnopun CobmtoaTth OCTOPOKHOCTh npu COBMECTHOM
HasHaueHuH. J[03a amMOpH3eHTaHa JOJDKHBI OBITH | 70 5
MT.
Bozentan WunyxTop Cunpenadun Konuenrpanus Cunaenaduia camxkaercs Ha 50%,
CYP3A4 603eHTana — noBeImaercs Ha 50%. He Tpebyetcs
KOPPEKIHS 103 JIp. JIFOOBIX JEKapCTB.
Cyb6ctpat Huknocnopun Konnentpanusa Iluknocnopuna cHuxaercas Ha 50%.,
CYP3A4 KOHIICHTpAaIws 003CHTaHa- YBEJIMUYUBACTCS B 4 pasa.
Cyb6ctpat DPpUTPOMUIIUH VYBenuuuBaetrcs ~— KoHIeHTpauuss  bosentana.  Ilpu
CYP3A4 KpaTKOBPEMEHHOM Ha3HAYCHUH KOPPEKIHA O3B MOXKET
HE IoTpeOoBaThCsL.
CyOctpat Kerokonazon Konuentpauus bozenrana 1 B 2 pasa.
CYP3A4
CyOctpat I'mubenknamun 1 BEpOSITHOCTH MOBBIIICHUS TPAHCAMHUHA3.
CYP3A4+ [ToTeHambHBII PUCK CHIYKEHUS TUTIOTITUKEMHYECKOTO
HMHTHOUTOP TTOMITBI a¢dexra mmbenknamuaa. CoyeTaHne MpOTHBONOKA3AHO.
JKEJIYHBIX COJIei
Cyoctpar CYP2C9 diyKkoHa3011, 3HauuTenbHO T KoHUeHTpauus bozenrana. Coueranue
u CYP3A4 AMHoIapoH NOTEHLUAIbHO IPOTUBOIOKA3aHO.
WHanykxTOpHI Pudamnunny, Konnentparus bo3entana ymensmaetcs Ha 58%.
CYP2C9 n (dbenurTonH IToTpeGHOCTL B KOPPEKIIMH 1036l HE YCTAHOBJICHA.
CYP3A4
WunykxTOpHI Wurn6ropsr Konnentpanus CumBacratusa | Ha 50%. Dddexr
CYP2C9 I'MI'KoApenykra3sl | BeposiTeH NpH Ha3HaueHUH ATopBactatuHa. Heobxomum
KOHTPOJIb 32 YPOBHEM XOJIECTEPHHA.
WHaykTOpBI Bapdapun 1 merabonu3m Bapdapuna, BbI3bIBaeT MOTpeOHOCTH B
CYP2C9 KOPpEKIHH A03bl Ipenapara. B Hauane Tepanuu
HeoOxoanM koHTpostk MHO, B nanbHeieM KOppeKIus
JI03bl, KaK IpaBuiIo, He TpedyeTcsl.
WHntykTops I'opmoHanbHbIE | xoH1EeHTpauus ropMoHoB. HanesKHOCTh KOHTpanenuu
CYP2C9n KOHTPALENITUBBI CHIDKAETCS.
CYP3A4
ManuntenTtan MOIIHBINA KETOKOHA30J1 Co0utoaTh 0CTOPOXKHOCTH B CBSI3H C
WUHTHOUTOP TIOBBIIIEHUEM 3KCIO3HIMH MALUTEHTaHa B IJIa3Me KPOBH.
CYP3A4
MOIIHBII pudaMIuIH | apdexTnBHOCTH MaUTEHTaHA
HHJYKTOD
n3odepMeHTa
CYP3A4
Cunpenadun Cyb6ctpar Bozenran Konnentpanus cunnenaduna | Ha 50%, KOHIIEHTpALHS
CYP3A4 6o3entana THa 50%. Koppeknun 103 mpenapaTtoB MOXKET
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HE IoTpeOoBaThCsL.

Cy0crpat Nuruburopsl I'MI'KoA-| Moxer 1 koHnenrtpaiums CuMmBacraTiHa/ATopBacTaTuHa.
CYP3A4 peayKTassl Bo3moxHo 1 pucka padnomuonusa. Konnenrpamus
Cunpenaduiia MOXeT 1.
Cy0ctpat Wuruburopsr poteas | PutoHaBup, cCakBHHABUP 3HAYUTENHHO TKOHIIEHTPAIIHIO
CYP3A4 BUY Cunpenaduia. TpeOyeTcss KOpPEKITUS 035l MOCIETHETO.
HNupyxrop denutonn Konnenrpanus CungeHadnina MOKET CHIDKAThCS.
CYP3A4
Cy0ctpat DPUTPOMUIIIH 1 xorueHTpamus Cunnenadmia. Yacto He TpeOyercs
CYP3A4 KOPPEKIMH 03Bl TTOCISAHETO.
Cy0bctpat Keroxonazon 1 xoHueHTpamus Cunnenadmia. Yacto He TpeOyeTcs
CYP3A4 KOPPEKIMH 03Bl TTOCISAHETO.
Cy0ctpat Humernnna 1 xorueHTpamus Cunnenadmina. Kak mpasuio, He
CYP3A4 TpeOyeTCst KOPPEKIIMH T03bI MOCIEIHETO.
Y (o Hutpatsl, HuKopannun | BelpaxkeHHas cucTeMHasi TUIIOTOHUS, COYCTAHUE
MIPOTUBOIIOKA3aHO.
Puonuryar ul'M® Hutpatsl, nonatops! | IlpoTuBomnokaszaHo coBMecTHOe Ha3HaueHue B PKU
NO (amMutHHTPHUT) CHIYKEHHE apTepHaIbHOTO JIABJICHHUS TIPH COUYCTAHUH
pHoLHMryara ¢ cuiieHaduJIoM WM BapAeHaAQHIIOM.
CUJIbHBII Kerokonazou, THa 150 % (auanazon 1o 370 %) cpenneit AUC
UHTHOUTOP UTPAKOHA30J]1 puonuryara 1 1 Cmax Ha 46 %. Ilepuos moyBbIBeI€HUS
CYP3A4 u P-gp yBenuuuBaics ¢ 7,3 10 9,2 yacos, a oOIIHiA KIIMPEHC
puonuryara | ¢ 6,1 1o 2,4 n/4.
CHJIBHBIN PHUTOHABHP He pexomeHmyeTcsi COBMECTHOE IPIMEHEHHE
HHTHOHUTOP
MHO>KECTBEHHBIX
METabO0IIMIECKNX
MyTel ¢ yJacTHeM
U30(pepMEHTOB
uuroxpoma u P-
gp/BCR
Wuruburopsl 9pPIOTUHHO, HIPUMEHSTH C OCTOPOKHOCTBIO:
CYPIA1 reuTHHIO ycunenue 3¢ dexra puonuryara, 0COOEHHO y KypsIInX
NalMeHTOB
CuubHble (heHnTOouH, | KOHIIEHTpaluuyu prouMryara B ria3me KpoBU
UUHAYKTODPBI KapOama3zenuH,
CYP3A4 (henobapOwuTa,
Ipenaparsl,
coJieprKaiye 38epo0oit
TIPOIBIPSIBIICHHBII
Cy6crpar IUKJIOCTIOPUH A Co0utoaTh 0CTOPOKHOCTH ITPH COBMECTHOM Ha3HAYEHUH
CYP3A4

[Ipenapatel TpH
JKEITY AOYHO-KHIIIEYHOTO
TpaKTa

| GuogocTynHOCTH: pacCTBOPUMOCTh PHOLIMTYATa MPH
HelTpansHOU pH 1no cpaBHEHHIO ¢ KUCIION Cpenoit

7.3. Xupyprudeckoe je4eHue

7.3.1. llpeacepanasi cenToCTOMUSA

OO0ocHOBaHHEM AJid TTpOBCACHUS npe;[cepz[Hoﬁ CCIITOCTOMHUHU SABUJIIMCH KIMHHUYCCKHUC

HaOo/IeHus1 00 YJIy4YIIeHUH BBIKMBAEMOCTH OOJIBHBIX ¢ cMHApoMoM Oiizenmenrepa u UIIT ¢

OTKPBITBIM OBaJIbHBIM OKHOM B CpaBHCHHH CO ClIy4dYasiMU COXpaHeHHOI\/’I MencnpenceanofI

NEeperopoaKu. C03)13.HI/IC IIyHTa Co C6pOCOM KpOBH CIIpaBa-HAJICBO IMO3BOJISICT CHU3UTH CPCIAHCE

AT u neperpysky IDK, a taxxe yBenuuuth npeanarpysky JDK u, takum obpazom, CB

[8,100]. B »TuxX yCIOBHSX yJIydIIaeTCsl TPAHCIOPT KUCIIOPOJA, HECMOTPS Ha JecaTypaliuio

apTepHalIbHON KPOBU, YMEHBIIAETCSI CUMITaTHYECKasi TUIIepakTUBAIM [7].
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[IpoBeneHne mpencepaHON CENTOCTOMUM pekoMmeHaoBaHo OonbHBIM @OK -1V ¢
YaCTBIMM CHHKOTIE W/WJIM TsDKEJIoM mpaBokenyngoukoBod XCH, pedpakrepHoit K pOBOIUMOI
Tepanuy, a Takke npu HepoctynHocTH JIAI-cnenmduyeckoil Tepanuu; B TOM 4YHCIE Tepe
TpaHCIIAaHTALMEN JIETKUX WJIM KOMILJIEKCa CepALle-JIETKHE.

Onepanuu npoBojsarcs y namueHtoB ¢ WJII', accouumpoBannon JIAIT mpu C3CT,
onepupoBanubix BIIC, mpu amcranbHbix TpoMOo3ax B cucremy JIA, JIBOB, JIKT'A [101].
[TarueHTs! AOKHBI N10JIy4aTh ONTHUMAJIBHYIO JIEKAPCTBEHHYIO TE€paIMio, BKIIOYas HHOTPOIHbIE
nmpenaparsl 10 peleHus Bompoca O nposeneHuu mnpouenypsl. IIposenennsie PKM nokasanu
3¢ (exTUBHOCT,  Mpoueayphl B OTHOLICHUM  yJIy4YlIeHHs  T'€MOAMHAMHUYECKOTO U
(GYHKIIMOHATIBHOTO CTaTyca OO0IbHBIX, a TAKKE UX MPOTHO3A.

OOumii OpPUHIMII CENTOCTOMMM COCTOMT B CO3/aHMM U JJIUTEIbHOM COXPaHEHUU
MEXITPEICEPAHOr0 COOOIIEHUSI C TakoW BEIMYMHOM IPaBO-JEBOro cOpoca KpOBH, KOTOpas
o0ecreynBaeT JIEKOMIIPECCUIO TPaBBIX OTIEIOB CEp/lla U  CIOCOOCTBYET YBEIMYEHUIO
npenrarpy3ku JOK, He Bbi3biBas BbipakeHHoW runokcemun [102,103]. PexomenmoBaHHas
TEXHMKA CTYNEHYaToil Oa/uUIOHHOM CEeNTOCTOMHUHM I03BOJWJIO MHUHHUMHU3MPOBATh PHUCK
(GopMupoBaHHUs KaK HEJOCTATOYHOTO, Tak M upe3MepHoro coodbmienus [102]. K nacrosimemy

BpPCMCHHU OHY6JII/IKOBaHa cepusd HUCCICIOBAHUM IO HWMIIJIAHTAIlUM B MCXKIPCACCPAHYIO

HIEPErOPOJIKY YCTPOMCTB, MOAACPKUBAIOIINX 3aJaHHbINH AruaMeTp coobrenus [103].

[Ipouenypa nporuBonokaszana npu cpeasem I Beime 20 mm pt. cT., catypauun O2

MeHee 85% B mokoe. B pesynbrare BMemarenbcTBa HAOMIOJACTCS YMEHBIIEHHWE CHUHKOTIE,

MOBBIIIAETCS TOJIEPAHTHOCTh K (PU3MUECKON Harpy3Ke.

Tadauua 7.3.1. PexkomMenaauuu mo npeacepaHoi cenToCTOMHU

Pexomennanuu

Knacc

PEKOMCHAAINN

YpoBeHb
JI0Ka3aTeJIbHOCTU

[Mpencepanass  cenTOCTOMHS — JOJDKHA — MPOBOJHMTHCS B
OKCTIEPTHBIX IIEHTPaxX, pacIoJarafoliX COOTBETCTBYIOUIHM
onbITOM [7]

Ila

B

[IpoBenenne mpeacepAHON  CENTOCTOMHUHM  PEKOMEHIYETCS
o6ompHBIc JIAT ¢ @K IV ¢ yacThIMH CHHKONE W/WIK
pedpakrepHOi MPaBOKETYyJOUYKOBOM cepACYHOMN
HEJIOCTAaTOYHOCTBIO, HECMOTPSI Ha MPOBOJUMYIO TEPANHUIO, MTPU
HenoctynmHoctd JIAT-cienmduyeckoit Tepanuu, B TOM YUCIE
nepeJl TpaHCIUIaHTaluuen Jerkux [2,7]

lla

[IpoBenenue mpeAcepaHON CENTOCTOMHH IPOTHBOIIOKA3aHO
MIPH CPEHEM JIABJICHHUH B MPABOM IMpeAcepAnH Boiine 20 MM pT.
CT., carypauuu Oz mpH JbIXaHUM aTMOC(PEPHBIM BO3AYXOM
MeHee 85% B nokoe[2,7]
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VYenemnas cenroctomus y 6osbHBIX ¢ @K IV npu pedpakrepHoit mpaBoKeTy109KOBOM
XCH wnu HaJIMYUM 4acThIX CHUHKOIE NMPHUBOJAWUT K YJIYYIICHUIO KJIMHUYECKOH CUMIITOMATHKH,
noBbliiennio CB u I6MX, camkenuto AIIIT [3,100]. BiausitHue npeacepaHoil ceNTOCTOMUU HA
nporuo3 OonpHBIX ¢ JIAI' He m3ywancs B PKM. CmeprHOCTh OOJNBHBIX TNPH IMPOBEIACHUU
npeCepaHOM cenToCTOMUM coctaBisier 5-15% [7].

B Hacrosmee BpemMsi aTpPUOCENTOCTOMHUSI pPAacCMaTpPUBAETCS KaK MaJJIMaTUBHAs
npolierypa, Mo3BOJISIONIAs MOATOTOBUTH OONBHBIX K TPAHCIUIAHTALMH, U JOJDKHA IIPOBOAUTHCS B
IKCIIEPTHBIX [IEHTPAX C IOCTATOYHBIM OIBITOM [3,7].

7.3.2. TpaHCIUIAaHTAIIUA JIETKUX HJIM KOMILJIEKCA cep/le-jerkue
CoBeplIeHCTBOBaHME JICKAPCTBEHHOM Tepanuu y mnamueHtoB ¢ JIADT cymectBeHHO
YMEHBIIUIIO TIOTPEOHOCTh B MPOBEACHUH TpaHCIUTaHTAaUK Jierkux [7,104]. OpHako npuMepHO
y 25% OompHbix ¢ WJII' He oTMeYaeTcsi CyIIECTBEHHOTO YIYYIIEHUS MpHU HAa3HAYCHHUU
cnenuduyeckor tepanuu. [Iporno3 60mapHBIX 3aBUCUT OT 3THoNoruu JIAL. Tak Hauxynmmii
nporao3 ormedaetcs y 60ibHbIX ¢ JIAI'-C3CT no cpasuenuto ¢ MJIT'; y 60nbubIx ¢ JIBOD nnun
JIKT'A, xorma MeauKaMeHTO3Has Tepanus ManonepcnektuBHa [7,104]. TpancrutanTanums
JIETKUX WM KOMILJIEKca cepe-ierkie ocraercst Beibopom s nauuentos ¢ OK -1V [2,7].
bonbubie JIAI/ neomepabenbuoit XTOJII' ¢ BbICOKUM pUCKOM (aTalbHOTO HCXO0a
JIOJKHBI BKJIKOYAThCS B JIMCT OXKUJAHUA TPAHCIUIAHTALMUU KOMIUIEKCA CEpALE-JIETKHE WU
OuyaTepaabHOM TpPAaHCIUIAHTALIMK JIETKUX TMPU HA3HAYCHHH TPOWHOW KOMOMHHUPOBAHHOMN

cnenupuyecKoi Tepanuu.

IToxazaHusAMH JUI TPAHCIITIAHTALUHA SIBIISIOTCSA:
e OK [T u IV (BO3)
e cpeanee /III1. >10 mm pr. cT.
e cp.JIJIA >50 MM pT. CT.
e CU <2,5 n/mun/m?
® OTCYTCTBHE (DYHKIMOHAIBHOTO YIYYIIEHHs], HECMOTPSI HA MAKCUMAaJIbHO BO3MOXKHYIO
JIEKapCTBEHHYIO TEPAIHIO
e0bIcTpOE TporpeccupoBanue 6ose3nu [7,104.105].

l'unepOunupyOuHeMuUsl pa3BUBAaeTCs Ha MO3MHMX cTaxusx Ttedenus JII' Bciencteue
3aCTOMHBIX SBJICHUN B TMEYeHM U KapauanbHOro unupposa [2]. IloBbllmIeHHBIE YpPOBHU
OmMpyOMHaA acCOUUUPYIOTCS C YBEJIWYEHHEM pHUCKa IOCIIEONEePAllMOHHON CMEPTHOCTH Y
OOJIBHBIX TOCJI€ TPAHCIUIAHTAIMM KOMILJIEKCa Cepile- JIerKue. YCHellHas TpaHCIUIaHTalus
MaJIOBEpOSATHA, €CJIM TOBBIIIEHHE OWIMPYOMHA COXpaHAETCS MpH YIy4IIEHHUH KIMHUYECKOTrO

cTaTyca OOJIbHBIX B PE3YJIbTATE MPOBEACHUS ONTUMATBHOM JIEKAPCTBEHHOM TEepaIuy.

71



B Hactosmee Bpemsi omepaiueil BbiOOpa siBIsieTcsl OusarepanbHas TpaHCIIAHTALMS
JETKUX WJIA TpaHCIUIAHTAIMs KOMIUIeKca cepaue-iaerkue [3,7,106]. C  TpaHcrutanTamuei
CBSI3aHBI TaKHE MPOOJIEMBI, KaK Ne(HUIUT TOHOPCKUX OPTraHOB, MOXH3HEHHOE MPUMEHEHUE
UMMYHOCYTIPECCAaHTOB, XpOHHUYECKHe WH(peKmnu. BmecTte ¢ TeM, CYIIECTBYIOT KOHKPETHBIC
daktopsl, Biaustomue Ha ucxoasl X TOJII. PuUck ocnoKHEHHI 3HAYNTEIBHO BBIIIE Y TAI[UECHTOB,
KOTOpBIM ObuTa mpoBefeHa TOD ¢ pasButuem pesuayanbHor JII. B nmcr oxumanus He
BKJIIOUYAIOTCS MTALIUEHTHI C OKUAAEMOM MPOIOJIKUTENIBHOCTBIO XU3HU MeHee 1 rona mpu OK III-
IV (BO3) c¢ HenaBHO pa3BUBIIMMCS YXYAIIEHUEM B BHUJE TSKEIOH OABINIKKA WU
reMOJJMHAMHYeCKON HECTaOUIBHOCTH.

CornacHo JaHHBIM peructpa MexIyHapoJIHOro oOliecTBa TPAaHCIUIAHTALMU cepila U
JIETKUX TPH CHHAPOME Di3eHMEHTepa BCIICICTBUE MPOCTHIX MOPOKOB BHEIOOPOM MOXKET OBITH
M30JIMpOBaHHAsl TpPaHCIUIAHTALlUA JIETKOTO ¢ oaHoBpeMeHHoW koppekuueir BIIC [7]. Ilpu
KEITYAOYKOBBIX JAe(eKTax Jyyllne HCXOJbl HAONIONAIOTCA MPH TPAHCIUIAHTAI[MH KOMILIEKCa
cepaue- nerkue. Benoaprepuanbaas 9KMO MokeT IpUMEHATHCS y MAlMEHTOB B TEPMUHATIBLHON
cTaauu 3a00JIeBaHus, OKUJAIOIINX TpaHciuianTauuu [102].

S-neTHsA BbIKUBaeMOCTh y OonbHBIX ¢ JIAI' cocraBmsier 45-50% [101]. CoBpemenHbie
JAHHBIE YKA3bIBAIOT HA YJIYYIIEHHE HMCXOJO0B TPAHCIUIAHTAIlMU: BBDKMBAEMOCTh K 5-U rojam
HaOmoneHuss jpocturia 52-75%, x  10-my — 45-66% [7,106]. CwmepTHOCTH mOCIE
TpaHcmanTanuu y mnamueHtoB ¢ XTOJIIT cocraBnser okono 20%, He3aBUCHMMO OT THUIA
TpaHCIIaHTalMM (OJHOCTOPOHHSS, OmnarepaibHas WM KoMOuHanus [cepaue-ierkue]) ¢ 5-

JIETHEW BBDKHBAaEMOCThIO — okoJio 50% [7,105].

Ta6auna 7.3.2. PekoMeHAaIUM 10 TPAHCIIAHTAIIMH

Pexomennanuun Knacc YpoBeHb

PEKOMCHOAIIMKN | JOKA3aTCJIIbHOCTHU

PCKOMGH,Z[yeTC}I BKJIFOYAThb B JIUCT OXKXKUAAHUA TPAHCIINIAHTAIUN I B

OwmnarepaybHOM TPAHCITIAHTAIIMN JIETKUX WJIM KOMILIEKCa
cep/le-Jerkue, NaueHTOB C BBICOKMM PUCKOM JIETAIBHOCTH,
HECMOTPS Ha MAaKCUMAaJIbHO BO3MOXXHYIO CIEITU(PUIECKYIO
tepanuto [7,105]

7.4. llesieBasi cTpaTerusi U AJroOpuTM JiedeHUsl nauueHTos ¢ JIAT

PCKOMCHI{yCTCH OLICHUBATDH TAXKCCTH JIAT y OOJIBHBIX HA MOMEHT BepI/I(I)I/IKaI_II/II/I Juardosa C

MNOMOIIBIO TIMAHCIIM MOAHHBIX, BKIHOYAOMIUX IMapaMCTPbl KIIMHUYCCKOTO, (I)YHKI_[I/IOHaJ'ILHOFO,

reMOJMHAMHYECKOT0 CTaTyca, ypoBHsS OuomapkepoB, mapamerpoB OxoKI' (puc. 2) (Tadu.

6.3.10.) [2,7,8].
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CoBpemMenHble 1ienu Tepanuu BriatouaroT: goctwkenne OK I wam I (BO3), Hopmanuzammst
pasmepoB u pynkiuu [1DK mo manaeim OxoKI™ w/umu MPT cepana, camwkenune cpennero JITITT
MeHee 8 MM pT. cT. u nossimenne CH Gonee 2,5 n/mun/m?, J6MX Gonee 380-440M, mukoBoe
norpebiieHue Kuciaopoga >15 Mi/MUH/KT ¥ BEeHTHISAUMOHHBIN 3kBuUBaneHT COz <45 n/muH,
HOpMaJlbHbIE 3HAYEHHUS HaTpuilypeTmueckoro mentuga (rada. 7.4.1). Takum o6Gpasom, B
pe3yJbTaTe Tepanmuu KaXIblid MalUeHT JIOJDKCH JOCTUTaTh CTAaTyca, KOTOPBIA COOTBETCTBYET

HU3KOMY pUCKY JeTanbHocTh (<5% B roxn).

Taoauna 7.4.1. Hean Tepanuu y 60abHbIX ¢ JIAT

@K (BO3) I-11
9xoKI'/ MPT HopmajabHble WM NOYTH HOPMAJIbHBbIE pa3Mepbl U pynkuus 17K
I'emognnamuka Hopmammzanus ¢pynxuun IK (I <8 mm pt. ct. m CU>2.5-3.0 JI/MPIH/MZ)

TecT 6-MHUHYTHOI X01bLOBI >380-440 m

Kapanony.;ibMoHATbHbII ITuxosoe norpedaenne O, >15 MuI/MUH/KT 1
HArpy304YHbIN TeCT BenTunsuuonnslii sxpusanent CO, <451/Mun/n/mun
BNP B Hopme

B amroputme nedyenus manueHToB JIAI' ¢ BHepBble YCTAHOBJIEHHBIM IMAarHO30M
MO>KHO BBIJICJIUTH 3 OCHOBHBIX OJIOKa:

1) obmue meponpusitusi (peaOunutanus/ (U3MUECKUE HATPY3KH, I[CUXOCOIHAIbHAS
NOJJIEPKKA, BaKIIMHALIMS, a/IeKBaTHAasI KOHTPALIETILUS Y KEHIIMH PENpOAyKTUBHOIO BO3pacTa) 1
NOJJIEpKUBAIOLas Tepanus (aHTUKOArYJISIHTBI, IUYPETUKU, CEPJCUHbIE TIIMKO3UAbI, KUCIOPO),
poab 3KcnepTHBIX 1eHTpoB, ODII, mocTosiHHAs Tepanysi aHTarOHUCTaMU KaJIbLINS;

2) navanpHas tepanus JIAI-cnenupuueckumu mnpenapataMd B 3aBUCHMOCTH OT PHUCKa
aetanbHOCTH (TA0. 7.2.4.);

3) npu HeaneKBaTHBIX pe3yjibTaTax JICUeHUs MpU Ha3HaueHuu ojaHoro JIATD-
cneunduyeckoro mpemnapara peKOMEHAYIOTCS KOMOMHAIMM JIByX TNpenapaToB U IpuU
HEOOXOIMMOCTH TPOBEJCHUE NPEICEPAHON CEeNTOCTOMHM W TpPAHCIIAHTAIMHM JIETKUX (TadJ.
7.2.5.,7.3.1.,7.3.2.).

Anroput™m nedenus JIAI' He npUMeHseTCsA y MAllMEHTOB APYTUX KIMHUYECKHUX TPyNIl, B
yactHocTH, rpynmsl |l (3a0oneBanust jeBbIx oThenoB cepaua) wiu rpymmsl |l (3aboneBanus
nerkux). Kpome Toro, momuepkuBaercsi, 4Tro nokaszarenbHas Oa3a mpu JIAI cBsizana, B
OCHOBHOM, ¢ Koropramu mnauueHtoB c WIIT, JIAT' npu mnpuMeHEHHH JEeKapCTBEHHBIX
npenapatos, JIAT npu C3CT unu BIIC (xak mpaBuiio, nocie Xupypruaeckoi KOppeKkuun).

o [Tocne ycranoBieHus 1uarto3a Bce paHee He JieueHHble 0osbHbIe ¢ JIATT 1omKHbI
HAIpPAaBIATHCSA B 3KCHEPTHBIN 1eHTp. HavanbHble MEpONIPHUATHS BKJIIOYAIOT COOMIOACHHUE OOIIHNX

pCKOMCHILaLII/Iﬁ U NMMOAACPIKUBAIOIYIO TCPAIINIO.
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° OO®II sBasieTcss 00sA3aTENBbHBIM TUATHOCTHYECKUM TecToM y OombHBIX WIJIT,
Hacienyemoint JIAT, JIAL', nHAyHMpPOBaHHON IPUEMOM aHOPEKTUKOB ISl BBISIBICHUS MAllUEHTOB
C COXpaHHBIM PE3E€pPBOM Ba30JMJIATALMH, y KOTOPBIX BO3MOXHO JIOCTHYb YycCleXa IpH
nmutenbHor Tepanuu BKK B Beicokux mo3ax. Ilpemaparom BeiOopa miis nposeneHuss O®DII
ocraercsi uHraiasiuuoHHeli NO. B kauecTBe BO3MOXXHOW aJIbTEpPHATUBBI JJIsi  OLICHKHU
Ba30pPCAKTUBHOCTA TIPUMEHSETCS WMHTAISIHOHHBIA wionpoct wim B/B IIIE1 [2,7]. Tlpm
HazHayeHnn BKK B MakcumanbHO MEpeHOCHUMBIX J03aX 00f3aTeNbHO TOATBEPKACHUE
adpdextuBHOocTH Tepanuu BKK uepes 3-4 wmecsama. Ilpu coxpaHeHHM NPOMEKYTOYHOTO/
BbICOKOTO pucka OonmpHbIM B gononHenue k BKK cnenyer nasmaumts JIAD-cnemmduueckue
npenaparsl, kKak npu orputaresnbnoi OPII, npeanoutuTenbHo Ha3HaueHue APD.

. Breibop cTpareruu JiedeHusi OINpeAenseTcss Ha OCHOBAaHWUU CTpaTU(UKAIUH
OO0JILHBIX B 3aBUCHUMOCTH OT puCKa JietanbHocTH (Ta6.. 6.3.10.) [3,7]. HauaneHas tepanus JIAT -
cnenupuIecKuMH MpernapaTaMu Ha3HadaeTcs 00JbHBIM ¢ oTpunatenbHoi ODII u nanueHTam ¢
ucxoHOM nonoxurenbHol O®II, KOTOpble COXpPaHAIOT MPOMEXKYTOUHBIM MM BBICOKHI PHUCK.
CrapToBas jeKkapCTBEHHass MOHOTEpAIUsS PEKOMEHIYeTCs Ui JIEUEHUS BIEPBbIE BBIABICHHBIX
OOJNIBHBIX TPH HU3KOM WJIM TNPOMEXKYTOYHOM pHUCKEe JeTanbHocTH -<5% wmmm 5-10% B ron
COOTBETCTBEHHO (Ta0.1. 7.2.4., 7.2.5.). JlekapcTBeHHbIE Tpenapathl B kiacce APD mpeacraBieHb
B a1(paBUTHOM MOPSAIKE.

. Y Oombubix JIAI' c BBICOKMM pHCKOM (haTaJbHOTO HCXOAA CIEIyeT
paccMaTpuBaTh HavalbHYH) KOMOWHHMPOBaHHYI Teparnuio (puc. 3). YuuThiBas OBICTPOTY
pa3Butus 3¢ (deKra, NPeaIoYTUTENHHO Ha3HAYEHNE UHTASIIIMOHHOTO UJIONPOCTa B COYETAHUU C
PUOLIMTYaTOM WJIN CUIJIEHA(DUIIOM.

o VY GonbHbIX JIAI' ¢ HU3KMM M IPOMEXKYTOUHBIM PUCKOM JIETAJIBHOTO MCXOJa IpU
BbIOOpE B TOJb3y CTApTOBOM MOHOTEpANuU CJeIyeT YYHUThIBaTb OTCYTCTBHE MPSIMBIX
CPaBHUTENBHBIX HCCIEAOBAaHUM MO OLEHKe A(PQPEKTUBHOCTH pa3nuuHbiX BuI0B JIAT-
cnenuduyeckoi Tepanuu. BeiOOp KOHKpeTHOTro MpenapaTta 3aBUCUT OT psiia (pakTopoB, BKIIIOUAs
JOCTYITHOCTh IpernapaTta, MyThb BBeAEHHUS, Npoduiab MoOOYHBIX 3(PPEKTOB, JIEKAPCTBEHHBIE
B3aUMOJICHCTBUSA, TpeNnoyTeHus OOJILHOrO, COMYTCTBYIOIIYIO TMaTOJOTHIO, OIBIT Bpadya,

CTOMMOCTH Jieuenus [2,3,7].

74



Hf,.,d:“‘*, Anroputm nedeHMA nayumedTtoe JIAT (rpynna 1)
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Pucynok 3. AuropurMm jedenuss nanuenToB JIAI (rpynma 1)

. [Ipn coxpaHeHMM MPOMEKYTOUHOTO MWJIM BBICOKOTO pHCKA, HECMOTps Ha
HaYaJbHYI0 MOHOTEPAIHI0 PEKOMEHAYETCsl MOC/eIoBaTesbHasl BOitHas Tepanus (Tada. 7.2.5).
PexomengoBano mnpucoennHeHHe MaruTeHTaHa y OonbHBIX JIAD, He mocTuraromux Ienen
nedeHus npu HazHaueHuM cuwineHapuna (mpu OK II-1IT (BO3) — I-B, npu ®K IV (BO3) — lla-
C) (taba. 7.2.5.). PexoMeHIOBaHO TNPHCOCAMHEHHE pHolMryara y OombHbIx JIAT, He
JIOCTUTAIONIMX Iienell leueHus npu HazHadeHuH 0o3eHTaHa (npu OK II-1II (BO3) — I-B, npu ®K
IV (BO3) — IIa-C. PexkomeHmoBaHO TpHicOeauWHEHUE ceiekcurnara y OonpHBIX JIAL, He
nocruraromux ueneut neuenus Kk APD w/ wnu UGS (npu OK Il - 111 (BO3) — I-B, npu ®K IV
(BO3) —IIa-C.

o Y nauMeHToB C IMPOMEXYTOYHBIM PHUCKOM CIEAYeT pacCMOTPETb BAapUAHT
ONTUMU3AIMU TEepaluu B BUJE 3aMEHbI CHIIIeHa(uIa Ha pUOLHMryaT; 603eHTaHa/ aMOpU3eHTaHa
Ha MaIlUTEHTaH.

. B cnyuae wHeamexkBaTHOTO dd@dexTa Tmpu  MOCIENOBATETBLHON  JTBOWHOM
KOMOMHUPOBAaHHOM  Tepamuu  JOJDKHA ~ OOCyKIaTbcs — MocjeloBaTelbHas  TpoiHas
KoMOMHMpoBaHHas Tepanus. [Ipu HeddpdexTUBHOCTH JBOMHON cHenudpuUeckod Tepanuu
PEeKOMEHIyeTCsl Ha3HA4Y€HHE TPEeX JICKapCTBEHHBIX mpemnapatoB — APD wu/ mmu UD/D-5 B
coyetaHuu c cenekcunarom - IB, APD B coderanun c miIonpocToMm; CHIACHA(UIOM WIH

puonmryarom — I1b-C.
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J Crnenyer paccMOTpPeTh BO3MOKHOCTH IPOBEICHUS TPAHCIIAHTAIIMHU JIETKUX TIPH
HEaJIeKBaTHOM KIMHHYECKOM 3(p(dekTe HavyaabHOH MOHO- MM KOMOMHMPOBAHHOW TEpamuu y
6ospHBIX ¢ JIAD. HanpaBienue OONBbHBIX HAa TPAHCIUTAHTALUIO JIETKUX JOJDKHO OCYIIECTBIISATHCS
BCKOpE IIOCJIE€ YCTAHOBIJICHHS HEJOCTATOYHOTO 3P ¢eKTa MaKCHMaIbHOH KOMOWHHPOBAHHOM
MeIMKaMeHTO3HOH Tepanuu. Ilpeacepnnas cenToCTOMUSI pacCMaTPUBAETCS Kak IMaTHaTUBHAS
nporenypa uis OONbHBIX C YXYAIICHHEM, HECMOTPS Ha MaKCUMaJIbHYI0 KOMOWHUpPOBaHHYIO
Teparuio mnepe] TpaHCIUIaHTanuel yierkux (Tada. 7.3.1). IlpencepaHas centocTomust H/WIH
TpaHCIUIaHTauusl Ioka3aHa OoibHBEIM ¢ JIAIT mpu HeajgekBaTHOM KiIMHHYECKOM d3(ddexre

MCHHKaMeHTOSHOﬁ TCpaIMu U JOJDKHA ITPOBOAUTHCA TOJIBKO B SKCIICPTHBIX HCHTPAX.

7.5. llepeuens JIAT -cnenuguyeckux npenaparos B ctpanax EBpa3uiickoro coapy:kecrsa

B Tadmuue 7.4.3. nepeuncinensl npenapatsl JIAI-cnenuduueckoir Tepanun, GoOpMBbl BBITYCKa,
pEKOMEHAyeMbIe TO3UPOBKU U TIOKa3aHUs K MPUMEHEHHIO B pa3IMYHBIX cTpaHax EBpasmiickoro
COPYIKECTBA.

Taomuna 7.4.3. JIAI'-cneunduyeckue npenaparbl, 3aperucTPUPOBAHHbIE B CTpPaHax
EBpa3suiickoro coapy:xecrsa

JlexapcTBeHHBIN OK
npenapar ®opma | [103upoBKHU Crpana IToxa3aHus K NPUMEHEHUIO (BO3)
62.5: Bbenapycs,
Bbozentan Tabm. 12:5 1,v1r KazaxcraH, JieroYHas apTepualbHas THIEPTCH3U 1-1v
Poccus
5; Poccus
AmMOpu3eHTaH Tabm. 1’0 . Ka3axc’TaH JIeroYHas apTepuaIbHas THIEPTCH3HU 1-1v
MarmreHTaHn Tabm. 10 mr Poccust JIeTOYHasl apTepHUaIbHas THICPTCH3M 1-111

— WAMOTAaTHYIeCKas (epBrYHas)/
cemerinas JIATL, — JIAT,
o0ycroBieHHas 3a00lIeBaHHEM
COCIMHUTEIFHON TKaHH WIIN JICUCTBHEM
Hnonpocr Waran. | 10 mxr/mmn Poccust JICKapCTBEHHBIX CPeACTB wik TokcuHoB; | -1V
— JIT" BcneacTBHE XPOHMUECKHUX
TPOMOO30B H/MJIH IMOOJIHH JIETOUHON
apTepUU MPHU OTCYTCTBUU BO3MOXKHOCTH
XHUPYPIUICCKOTO JICUCHHSI

nedeHue neppuuHoi JII' y B3pocibIx
HALUEHTOB IS yJIy4IICHUS

Wnompoct Wuran. | 10 mxr/min Kazaxcran . 11
MEPEHOCUMOCTH (PU3UICCKON HATPY3KHU U
CHMIITOMOB
200mKr
Cenekcumnar Ta0m. ’ Poccus JIAT -
800MKr
o XTOIT
JLJist JTleueHnst B3pOCIIBIX MAUEHTOB C
LIENTBI0 YBEITUUCHUS IEPEHOCHMOCTH
(u3MYecKuX HATrpPy30K, MPH:
0,5 mr M
1.0 sr - HeonepabenbHOM XTIJIT,
’ Poccus - IEPCUCTUPYIOLIEH UITH
Puonuryar Tabm. 1,5 mr i P pyrome 1-111
2.0 mr Kazaxcran permunuBupyromeid XTOJIT nocne
2’ S ur OIEPATUBHOTO JICUCHUSI.
’ e JIAT

Jis1 TedeHnst B3pOCIBIX MAlUEHTOB C
LIENTBI0 YBETUUEHUS IEPEHOCUMOCTH
(HU3HYECKUX HATPY30K:
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- B MOHOTEpanuuy,
- B KOMOMHUpOBaHHOH Tepanuu ¢ APD

ApmeHus,
benapycs,
Kazaxcran, JIAT ¢ nenpto ynydmeHus
Keipreizcran, | TONEpaHTHOCTH K (PM3UUECKON HATpy3Ke
Poccus,
VY36ekuctan

Cunnenadmn Tabm. 20Mmr 1-111

8. Oco0eHHOCTH TMATHOCTUKHY M JICYEHHUS NMAMUEHTOB ¢ Pa3JIMYHbIMH

¢popmamu JIAT u JIT'

I'pynma | — JIAI'. Ilpu ycraHoBineHun auarHoctuyeckux kputepueB JIAIT HeoOxomumo

ornpenenuts Gopmy 3a00J€BaHHUS B COOTBETCTBHE C PEKOMEHIAIUSAMHE, YKa3aHHBIMU B Ta0JIuIe

8.1.

Tabauuna 8.1. PekoMeHauu N0 ANATHOCTHKE acconupoBaHHbIX ¢opm JIAT (rpynna I)

Pexomennanun Kiacc YpoBeHb

pCKOMCHIIaIII/Iﬁ J0Ka3aTCJIbHOCTHU

VY Bcex 6ompHBIX ¢ CCJIl mia ckpununra JII' pekomenmyetcs | C
exxerosiHoe nposeaeHrue DXoKI' B mokoe naxke npu OTCyTCTBUU
CUMIITOMOB B  coueranun omnpeneneanem DLCO wu
oromapkepos [3]

IIpu nmomo3penun Ha Hanmuuue JIAT y GonbHbIXx ¢ C3CT BO I C
Beex ciydasx pekomenayetcs nposeaenne KITOC [3]

[TanmentoB ¢ JIAI' BcnencTBue NOpPTaNbHOW TMIIEPTEH3UU I C
PEKOMEH/IYEeTCsl HAIIPABJISITh B 9KCIEPTHBIC IICHTPHI [3]

OxoKI nokazana Bcem nmauueHTam ¢ BUY c¢ xanobamu Ha I C

OJIBIIIIKY JUISE HCKITFOUEHHS CEPAETHO-COCYIUCTHIX
ociokHeHu#, B yactHocTd JIAT [3]

CxpunuHr ¢ nomouisto IxoKI' He pekoMenayeTcs nanueHTam Il C
¢ BUY nipu otcyrcrBun cumnromos JIAT [3]
[TamenTs! ¢ mono3penuem Ha JIBOB/ JIKI'A nomxHbI lla C

HaAOJTIOAATHCS B KCIIEPTHBIX IIEHTPAX M3-32 BHICOKOTO PHCKA
oreka Jierkux npu noaoope JIAT-cnenndudeckoit repanuu [3]

Hns nuarnoctuku JIBOB/ JIKI'A pekoMenayeTcs olleHUBaTh I C
KJIIMHUYECKHe JJaHHbIe, TPoBOANUTH Oponxockonuio u KT

nerkux [3]

VY 6onbubIX ¢ nopo3penueM Ha JIBOB/JIKI'A BwisiBnenue Ou- I B

aiensHOM MyTammu EIF2AK4 ykaspiBaeT Ha Hacieayemyro
dbopMmy 3aboneBaHus ¥ He TpeOyeT THCTOJOTHYECKOMN
Bepudukanuu [3]

Pexomenpanyy no jae4eHUIO NallMEHTOB C ACCOLIMMPOBAHHBIMHA (I)OpMaMI/I JIAT MNpEACTaBJICHLI B

Tadauue 8.2.
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Tadauna 8.2. PekoMeHAaIHK N0 JIEYEHUK) accOMUPOBaHHBIX (popm JIAT (rpynna )

Pexomennanuu

Kinacc YpoBeHb

PEKOMEHIAIUN | I0KAa3aTeIbHOCTH

IIpy oTCYTCTBHM KIMHHYECKH 3HAYUMOIO KPOBOXApKaHbS y OOJBHBIX C
accormupoBaHHBIME (Gopmamu JIATT moryt paccmatpuBathcs OAK mpu
HaITUYuM TpoM0030B miH npusHakoB XCH [3,7]

b C

BonpHeiM ¢ moproJII' Ha3HaueHHWE OpPATbHBIX AHTUKOATYJSHTOB HE
pekomenayercs [3,7]

Jleuenne  Go3eHTaHOM OOJIbHBIM

Oiizenmenrepa K 111 [3,7]

PCKOMCHAYCTCA C CUHAPOMOM

Hdnst  nedeHuss OONBHBIX C  CHHAPOMOM  DW3EHMEHIepa  MOJXKeT
paccMaTpuBathcs HazHaudeHue apyrux AP, UD /I35 u npocranonaos [3,7]

lla

Hdnst  nedeHust OONBHBIX C  CHHAPOMOM  DW3EHMEHIepa  MOJXeET
paccMaTpHBaThCs Ha3HaYeHHE KOMOHHHPOBaHHOM Tepanuu [3,7]

b

Haznauenne BKK He pexkomenagyercss OOJBHBIM C
Ditzermenrepa [3,7]

CUHAPOMOM

TpaHcrulaHTalMs NEYSHN MOXKET paccMaTpuBaThes y 00JbHBIX ¢ mopToJIl,
OTBEYAIOIINX Ha Ha3HAUCHHUE CriennpuIecKoi TepamuH [7]

b

TpaHcimaHTanus TEYCHH HE PEKOMEHOYETCS Yy OONBHBIX C TKEIIOMH,
HeKOHTpospyemoii moptoJIl™ [7]

Bribop cremmuduueckoit Tepammu npu JIAI-C3CT, moptoJIT', JIAT-BUY
PEKOMEHAYETCS OCYIIECTBIATH C YYeTOM COMYTCTBYIOIICH MATOJOTHH H
BO3MOJKHBIX MEKJICKAPCTBCHHBIX B3auMoaeicTBuil [7]

O O O O O O W O

Ila

MammenTs! ¢ JIBOB/JIKT'A momkHBI HaOIIOAATHCS B AKCHEPTHRIX IEHTPaX C
Y4eTOM BBICOKOTO pHCKa pPa3BUTHH OTEKa JIETKUX TIpH Ha3HAYCHHUH
cnenuduaeckoii repanuu [7]

O

Ila

I'pynna Il. I[Ipu nuarnoctuke JII' BcrieacTBre NaToNOrUM JIEBBIX OTAEJIOB CEp/illa BasKHO

yuuThIBaTh KnuHuueckue, OXoKI' u npyrue npusHaku 3a0oieBaHus, yka3aHHble B Ta0aume 8.3.

Tab6auua 8.3. /luarnoctuyeckue Npu3HaKku, ykaspiBaomue Ha JII' BcieacTBue naroioruu

JIEBBIX OTIECJI0B cepaua

Knunnueckue npuszHaku | OxoKI—npusnaku

Jlpyrue npu3HaKku

Bo3spact >65 ner [TaTonorus neBbIX OTAENIOB cepAla:

[Taronorust MHUTpanbHOTO/ aOPTaIBHOTO

KJiarmaHa

JleBoe npeacepaue >4,2 cMm
Huchynkrmms JIK
[Mapanokcanbuoe apuxenne MIKIIT

I'mneprpodust JDK

OKT*:

[pmsnraku rumeprpoduu JOK/JIIT
MepuaHue/TpeneTanue IpeIcepIui
biokaga JIHIIT

ITatonornueckuit Q

OTcyTcTBHE OTKJIOHEHHS JIIEKTPUYIECKOM

OCH Cep/Iiia BIIPaBo

Cumnromsl JDK-XCH [Ipu3Haky NOBBILIEHUS TABJICHUS

HaronHenust JOK: 1 E/e
HenocraTouHOCTE MUTPAILHOTO

KJanaHa >2-3 CT.

CaxapHebrit tuabdet
O>xupenue
MeTaboardecKuii CHHIPOM
AT

HUBC

OrtcyrcrBre muchynkiun [DK

OTCyTCTBI/Ie TMCPUKAPANATIBHOTO BBITIOTA

Penrrenorpagus JETKUX u

Ap.

BU3YaJIU3UPYIOLIUE METOBL:

JIunnu Kepau
OTex nerknx
IIneBpanbHBIN BBIIOT

1 neBoro mnpeacepans
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MCpHaTGJ'ILHaH apuTMUd | |

Pexomenmanuu nmo quarnoctuke u gedeHuto JII' rpymmet |1 cymmupoBansl B Tadauie 8.4.

Tadauna 8.4. Pexomenaanuu no apuarnocruxe u jededuro JII' rpynmsr 11

Pexomennanus Kitace YposeHb
pEeKOMeHIalui | J0Ka3aTeIbHOCTH

Y Oonpubix JII' ¢ maTtonoruei JEBBIX OTHEIOB Cep/la | C
PEKOMEHJIyEeTCSl UCKJII0YaTh COMYTCTBYIOUIYIO MATOJIOTHIO B
kadectBe Bo3MmokHOW mnpuwuumHbl JIIT (XOBJI, cungpom
00CTPYKTHBHOTO anHod cHa, XTIJII) [3]
bonpueiM ¢ JII' BelencTBUe IATONOTHMU JIEBBIX OTHEJIOB | C
cepaua PEKOMEHTyeTCs MPOBEACHUE WHBa3WBHOU
JTMarHOCTHKU npu HE00X0IUMOCTH orpeeNneHus
ONTUMAJILHOTO BOJIHO-COJIEBOTO cTartyca [3]
bonpubix ¢ JII' BcneacTBHE NATOJIOTHH JIEBBIX OTACIOB I C
cepana mpw HaYUU Tsokenod JIIT w/mimu  BRIpaKEHHOM
muchynkiuu  IDK mo mamaeim  OxoKD  pexomenmyetcs
HAIpPaBJIATh B SKCIIEPTHBIE LIEHTPHI 10 npobiaeme JII' [3,7]
bonbueiM ¢ JII' rpynoel |l pekomenayercss Ha3HaueHue I B
Tepanu OCHOBHOM MaTOJI0THH [7]
Haznauenue JIAT -cienmduaeckoil Tepanuu He Il C
pekomenayetcs 6ombHbIM ¢ JIT rpymmst 1 [7]

I'pynna Ill. B Ta6auume 8.5. mpencraBieHbl omnpeaeneHUs W TeMOJUHAMUYECKHE

napameTpsl i ycraHosienus JII'. Boi6op cp.JJIA >35 MM pT. CT. Kak IOPOTOBOTO YPOBHSI ISt
IuarHocTuku Tsokenoil JIIT ocHoBaH Ha TOM, 4YTO 3Ta rpynmna OOJNBHBIX BKJIIOYAET JIMILIb
HEOOJIBIIOE YHUCIO TMAlKMEHTOB C XPOHUYECKUMHU PECHUPATOPHBIMU 3a00JIEBaHUSIMH U
BBIPQKCHHBIMH COCYIMCTHIMH HM3MCHEHHSMH MMOMHMO HM3MEHEHH JerodHoil mapeHxumsbl [3].
Takast crenenp Tspkectd JIIT mpu pecnupaTOpHBIX 3a00J€BaHUAX CIOCOOHA NPUBECTH K
FeMOJIMHAMUYECKUM HApYLICHHUSIM, KOTOpbIE 3HAYUTENBHO YXYILIAOT TOJIEPAHTHOCTh K
¢uznyeckuM  Harpy3kaMm, M3HAYaJdbHO CHIDKEHHYIO  BCJEJICTBUE OOCTPYKTHBHBIX U
pectpukTuBHbIX H3MeHeHn ®BJ[. HecmoTps Ha To, uto 3Hauenus O®PB1 Obutu BbIlIE Y
60nbHBIX XOBJI co cp.AJIA >40 MM pT. cT., O cpaBHeHHUIO ¢ Trpymnmnoi nanueHToB XOBJI 6e3

JIT, 3Hauenus JI6MX y 6onbHBIX ¢ Tspkenoi JIIT Obutn 3HaunTebHO HIOKE [8].

Tab6auua 8.5. 'emogunamuyeckas kjaaccupukanus JII' BeaeacTeue 3a001eBaHuil JIerKHX
(rpymmna I11)

Onpenenenne I'emopnnamuueckue napamerpsl npu KITOC

XOBJI/  wunuomatmyeckuit  nerouHelii  ¢ubposz/ ap. | cp.JJIA <25 MM pr. cT.
3a00JIeBaHMUS JIETKUX CO CMEIIaHHBIMH PECTPUKTHBHBIMH

1 00CTPYKTUBHBIMU HapyIiieHusmMu 6e3 JIII

XOBJI/ NJI®/ap. 3aboneBaHus JETKUX cOo cMemaHHbpMu | cp. JJIA >25 mm prT. cT.

PECTPUKTHBHBIMH M OOCTPYKTHBHBIMH HAPYIICHUSAMH C

JIT
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XOBJI/ NJI®/np. 3aboneBaHus JETKUX CO CMENIAHHBIMU
PECTPUKTHBHBIMH M OOCTPYKTHBHBIMU HApYIICHUSMH C

Tspxenoit JIIK

BO3MOXHBIX ITPUINH

cp. AJIA >35 mm pr. cr. wim cp. JJJIA >25 MM pr. cT.

npu | CU <2,5 n/Mun/M? 1 OTCYTCTBUM APYTHX

HpI/I JUArHOCTUKE MU JICUCHHUU 6onpHBIX ¢ JII' BCJIICACTBHUEC IIATOJIOTHH JICTKUX u/ WIH

THIIOKCEMHH CIIETyeT MPUMEHATh PEKOMEHIAINY, YKa3aHHbIe B Tadauie 8.06.

Ta6auna 8.6. PexomeHmaumuu mo AMArHocTuke u JedeHuro JII' BcieacTrBue maToiormu

JIETKUX W/ WM runokcemuu (rpymna I11)

PexomMmennanusg

Kimacc
PEKOMEH AU

YpoBeHb
JI0Ka3aTeIbHOCTH

OxoKI'  pekomeHayerca i1 HEMHBA3MBHOTO
CKpMHMHIa IIpM noxo3peHuu Ha Hamuuume JII' y
OOJIBHBIX C MMaTojorueH jgerkux [3].

C

bompHBIX ¢ TsKemoit JIIT BchencTBHE MATONOTHH
Jerkux u/ wind BblpaxkeHHOW aucynkuuein [DK
ClelyeT HamNpaBJsITh B OSKCHEPTHBIE ILEHTPHI IO
npoOieme JIT c EeNbIO THIATEIHHOT'O
I000CIIeZIOBaHUS H  BBIOOpAa  WHAWBUAYATBHON
TAKTUKHU BeJieHus [3].

Haznauenue JIAT -cienududeckoil Tepanuu He
pekoMenayercs 6onbHbIM ¢ JII rpynmst 1 [7].

C

Kputepun s npoBenenust qudepeHnuaabHoro nuarno3a Mexay rpymmamu JII 1 u 3

[moKa3aHbl B Ta0auue 8.7.

Ta6auna 8.7.

(rpymmna I11)

Kpurepun muddepenuuaibHoro
CONMYTCTBYIOIIUM 3a0osieBaHueM Jierkux wuiaum JII'

AMArHo3a

JIAT' (rpymma 1) ¢
BCJICICTBHE 3200J1¢eBaHHH JIETKHX

Kpurepuu B nosns3y JII' rpynms! |

Kpurepuu B nons3y JII' rpynmst 11

[TapameTp (JIT" BcencTBUE MATOIOTUH JIETKUX
(JIAT)
1/ VI TUTIOKCEMUN )
Hopma uium nerkue HapyuieHust YMepeHHbIE WU TSDKEINbIe HapyIIeHNs
BenTunsuuonnas
ODB1>60% momxHbIX (XOBJI) 0 ODB1<60% momxubIx (XOBJI)
VHKIIUS
DOKEIT>70% nomxusx (UIJ1D) DXKEJI<70% nomxubx (UJ1D)
KT nerkux
OT1cyTCTBHE WM HEOOIBIINE U3MEHEHHS BoipaxkeHHbIE U3MEHEHHS JABIXATEIbHBIX
BBICOKOTO
JIBIXATeJIbHBIX MyTEeH U MapEHXUMBI MyTel U MapeHXUMbI
paspemneHus

HpI/ISHaKI/I HUCTOLICHUA HUPKYJISATOPHOTO

pesepBa

CoxpaHeHHBIH BeHTIWIALMOHHBINA pe3epB

CHIKEHUE KUCIOPOIHOTO MyJIbca -

Cumxenne Haxiiona CO/VO;

CHIKeHUE HACHIIIEHUS KHCIOopoaa

CMEIIAaHHON BEHO3HON KPOBU

pe3epBa

HpI/BHaKI/I HUCTOLCHWA BCHTUIIAITUOHHOI'O

CoxpaHeHHBIH IUPKYIATOPHBIA pe3epB

HopMmanbHbiil KUCIOPOIHBIN ITyJIbC

Hopwmansnstit Hakion CO/VO;

Hacelenue kucnopo/ia cMenaHHO M

BEHO3HOU KPOBU BBILIE HIXKHEH I'PaHULIbI
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Her uzmenenuit unu camkenue PaCOz Bo [Mossimenue PaCO; Bo BpeMs pU3HUECKOM

BpeMsi (pU3NUECKO Harpy3Ku Harpy3Ku

BbicokoropHasi JierouHasi runepTOHUA

BJII' — KJIMHUYECKHH CHHIPOM, KOTOPBI pa3BUBACTCA Yy JIMII, IOCTOSAHHO/ TUTEIBHO
MPOXUBAIOUIMX Ha BbicoTax >2500M HaJ YpPOBHEM MOpS, XapaKTEpHU3yeTCs IOBBIIICHUEM
cp.JJJIA>30 MM pt. ct. w/mm CHJIA>50 MM pT. CT., U3MEPEHHBIMH Ha BBICOTE MPOKUBAHMUS,
runeprpodueit w/umu aunaranueit [DK u orcyrcTBueM nonuuutemun (YpoBEHb IeMOTJIOOMHA
s My>xuuH <210 r/n, most sxkennmH <190 /1), npu uckmodenun JII' Ha (oHE XPOHHMUECKUX
3a00JIeBaHUI OPTraHOB JbIXaHHUS WM CEPACYHO-COCYMUCTHIX 3aboneBanuii [16]. Ilo Tedenuro
BBIJICTISIIOT OCTPYIO U XpOHHUYECKYIo (hopmbl, a Takxke BJII y neteid.

Ha pannux cramusx BJII' nportekaer 6eccumnToMuo. Onbimka mpu GU3NIECKONH HArpy3Ke
SBIISIETCS HAanOOoJIee YaCTHIM CUMIITOMOM IIPH MPOTPECCHUPOBAHUH 3a00JIEBaHUS WU YpE3MEPHBIX
CTPECCOBBIX BO3ACUCTBHIX (IEpeMEIIeHHEe Ha emie OOJBIIYI0 BBICOTY, WHTCHCHUBHBIC
¢busnueckre Harpysku). B mocnmemyromiem mnpucoeauHsotces apyrue cumnromsl JII [8]. B
00BEKTHBHOM CTaTyce oOpamaer Ha cebs BHUMaHue AU(Qy3HBIA TEIIIBIA HAHO3, B TSHKEIBIX
CllydasiX HOSIBJISIETCA SIUracTpajibHas U IpeKap/uaibHasl MMyJibcalys, OTMEYAETCsl pacliupeHue
TpaHUIl Cep/illa BIIPaBO, BHICIYIINBAETCA akIeHT U paciuervienue |l Tona nan JIA, mrym ['paxema
Crumna. /InarHoctudeckuil anroputM BritouaeT OKI' M peHTreHOI0rn4eckoe McciaeioBaHue
nerkux. CoupomeTpus TO3BOJISET MWCKIIOUUTh HApPYIIEHUS BEHTWISAUUU Jierkux. llpum
UCCJIEJOBAaHUM Ta30B KpoBU y mauueHToB ¢ BJII' oObluHO BbIsABIsieTCsl Oosiee BbIpa’KeHHas
THIIOKCEMHUsI 110 cpaBHEHMIO ¢ ropuamu 6e3 BJII' (HesHaunrtenbHoe cHukeHue PaO2 u 0ObIYHO
cHkeHHoe PaCO2 n3-3a anbBeosipHOI TUIEPBEHTUIISALNN).

Ox0KI" — nambomnee nennbiii Meton nuarnoctuku BJITT, Tak kak MO3BOJISIET MPOBECTH Kak
HEMHBA3UBHYIO OLEHKY YypoBHS JJIA, Tak M u3yuuth cTpykrypy U ¢yskuuio [DK. s
noareepkeHus auartos3a pekomenayerca KIIOC u neroynoil aprepuu, KOTOpasi BBITOJIHSAETCS
TOJIBKO B OKCIIEPTHBIX LIEHTPAX.

Haubonee r¢pdextuBHBIM 1 Oe30macHbIM MeTo1oM JieueHust BJIIT sBrsieTcst cimryck OOMbHBIX
Ha Huskorophbe [15,107]. B ciayvae HEBO3MOXKHOCTH Tepee3qa OOJIBHOTO Ha 0oJiee HHU3KHUE
BBICOTHI JJIsl IPOXKUBAHUSI METOJIOM BBIOODA SIBIISICTCS Oumenvhas okcueenomepanus (bonee 18
4acoe 8 Cymku ¢ 0053amenbHbIM 0X8AMOM HOYHO20 Nepuooq).

OneiT mpuMeHeHus (apmakojornyeckux mpemnapatoB st jedeHus BJIIT BeceMma
orpaHuueH, MakcuMmanbHas JUIMTEIBHOCTh HA3HAYeHMs] IMpernapaToB B HECKOJBKHUX
UCCIIEIOBAHMIX CcoOcTaBuia oT 2-3 Hemenb A0 3-6 wmecsueB [107-109]. Tem He wMeHee,

OCHOBBIBAsACh Ha MMCHOIIUXCA AAHHBIX, JJIA JICYCHHUA BJII' PCKOMCHAYCTCA HUCIOJIb30BAHUC! a)
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BKK (munrrazem, amnoaumnus) [110], uarudutopos dochomuscrepassl-5 (cunaeHadun 75 mr B
CYTKH), HHTHOMTOPOB KapOoanrubpassl (arerazonamus 250-500 mr B cytku) [109]. [AnypeTnku
U CEpACYHbIC INIMKO3MUIbl HCIOJIB3YIOTCA IIPU Pa3BUTHHM IIPABOXKEIYJAOYKOBOM CEpPACUYHOU
HEAOCTAaTOYHOCTU U MepHaTeHLHOﬁ ApUTMHU. OTcyTCTBYIOT JAHHBIC O ITIOJb3€ HCIIOJIBb30BaHUA
aHTHKOAryJsiHToB (Bapdapun) npu BJI[', TeM He MeHee, BO3MOXXHO UX HCIIOJIb30BaHHE TIPU

neuernu BJIT, ocobenno nmpu IIDKCH (ox konTpoaem MHO 2-3).

I'pynna |V. JluarHo3 ycTaHaBIMBAaeTCs NPHU BBIABICHUU CIEAYIOUIMX KPUTEPHEB,
BBISIBJICHHBIX, KAK MMHUMYM, 4epe3 3 Mecsua rnocie Hadana 3(p(EeKTHBHOW aHTUKOATYJISTHTHOM
Tepanuy, 4to HeoOxoammo it auddepennuanbaoil nuarnoctukun XTOJII ot momoctpoit
TOJIA:

1. Cp. AJIA >25 mm prt. ct. ipu A3JIA <15 MM pT. cT.

2. Kak MUHMMYM OJMH CETMEHTapHbIi Ne(eKkT neppy3ur o AAHHBIM BEHTHUJISALMOHHO-
nepdy3UOHHON CHUHTUTpAQUU JETKUX WIM OOCTPYKIUS JIEroyHOM aprtepuu mo nanHbeiM KT-
aHruorpaguu JErouHol apTepuu WIK CEJIEKTUBHON aHTHOIYJIbMOHOIpaduu.

3. ¥V psna nanueHToB, 0cOOEHHO ¢ OAHOCTOPOHHEN OKKIIIO3MEeH JIeroYyHOM apTepuu, MOTyT
UMETh MECTO HOPMaJbHblE IOKa3aTeNd TIEeMOJMHAMUKHA MAaJIOro Kpyra KpoBOOOpallleHHs B
[IOKOE, HECMOTpsl Ha HaJIW4YUE€ CHUMIITOMOB 3a00JjieBaHUs. OTy TIpyNIy MalEHTOB CIEIYEeT
pacueHuBaTh kak nanueHToB ¢ XTJIOI' ¢ cooTBeTCTBYIOLIEH TAKTUKOM.

B rpynny ckpununra XTOJII' BXoasT Bce manMeHThl ¢ uctopueil nepeneceHHo TOJIA.
bonbubIM mociie nepeHeceHHON TOJIA B cioyuyae BBIIBICHMS KIMHUYECKHUX IPU3HAKOB U
CHMITTOMOB pekomeHayeTcs mposeneHre IXoKI (TabJ. 8.8.) [4]. Ilpu BeIABICHUH MPH3HAKOB
JII" mo nanubiM Ox0KI' u nogo3penun Ha Hanuuue XTOJII OonbHbBIE TOMKHBI HAIPABIATHCS B
OKCTIEPTHBIN TEHTpP I T000CIEIOBaHUS W PEIICHHs Bompoca 00 omepadenbHocTH. Kaxmpiit
narueHT ¢ JII' HescHoro reHes3a goinkeH o0cinenoBarbes s uckiodenns X TOJII.

BenTmisimonHo-nepdy3uonHas CUMHTUTpadust Jerkux (MiaHapHble N300pakeHHs, Kak
MUHUMYM, B 6-Tu mpoekuusx B pexxume SPECT) sBiseTcss METOOM CKpUHUHIA IEPBOIO
BbIOOpa ans uckmoueHus XTOJI, Tak Kak 4yBCTBUTEIBHOCTh 3HAUYUTEIBHO IPEBBIIIAET
takoByto npu KT [39]. Ilpu BeIsBIeHMH HOpMasibHOW mnepdy3um jerkux nuarao3d XTOJIT
UCKJIIOYEH.

[Ipy HEBO3MOXKHOCTH TMPOBENEHUS BEHTWISIMOHHO-TIEPGY3UOHHON CHUHTUTpaUU
CYILLIECTBEHHYIO POJIb MOXKET ChIrpaTh codeTranue nepdysuonHoil cuunrurpadpun u KT nerkux.
OTtcyTcTBHE HM3MEHEHHUIl JEeroyHoW TKaHW — (UOPO3HBIX M BOCHAIUTENIBHBIX W3MEHEHHH,
Oymne3Hoil sMm¢u3zeMbl U Jp. B 00JacTAX CHIWXKEHHOM mnepdy3un ykaszpiBaer Ha XTOJIT.
bonboil npakTu4eckuii HHTEPEC BHI3BIBAIOT HOBbIE, COBMEIIEHHBIE CUCTEMBI CIIUHTUTPAQUH U

KT, xoTopsie MOKa3bIBAIOT JIETATLHYIO TOCPE30BYIO KapTUHY TIepy3UHr JIETKOTO IO OTHOIICHHUIO
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K JAPYTUM CTPYKTypaM IpyAHON KJIEeTKH. B Hacrosiiee BpeMs CyIIECTBYIOT U APYTU€ METOJbI
onleHkn mnepdy3uu  serouHod  TkaHu. MP—tomorpadus, aByxsHepretuueckas KT,
AQHTUOITYJIbBMOHOTpausi TaKKe MOTYT OBITb MpPOBEACHBI B MNEPPY3HOHHOM pPEXKHME C
JTUATHOCTHYECKOH IICHHOCTHIO OJIM3KOU K Kilaccuieckor cruHTurpadun [40].
Mynberucnupansias KT-anrmorpadust mokazaHa mpu BBISBICHUHM HESICHBIX WM
MHOKECTBEHHBIX  JeQekToB mepdy3ud 1O  JaHHBIM  BEHTWISILMOHHO-TIEp(Yy3HMOHHON
cuuaTturpadun serkux. KT-anrmorpadus MoXeT BBIIBUTH MOJHYIO OOCTPYKLHIO, CTEHO3,
CTPUKTYPhl ~HMJIM  HEPOBHOCTH —  XPOHHMYECKHE TPOMOOIMOOIMYECKHE  MOPAKCHUS
CErMEHTApHBIX, JIOJEBBIX JIETOYHBIX apTepHil, OCHOBHOrO cTBOJIa jerouyHou aptepuu [4]. KT
UMeEeT MPEeMMYIECTBa MPH BbISBICHUU KoJulaTepalied OpOHXMAJbHBIX apTepuil U MO3aU4HOMN
nep@y3uu, NaToJIOTUu CPEeIOCTEHUS U IPYrol MMaToJIoTuH, MacKupyrolend xpoauueckyo TOJIA.
KT-anrnomynsmonorpaduss B OOJNBIIOM TPOIEHTE CIy4YaeB IO3BOJSET YCTaHOBHTH
muarno3 XTOJII. Opnako B psAge ciydaeB OMIMOOYHO TOJ03PEBACTCA TUCTAIBHOE WU
MaJIO3HAYUMOE TOpakKeHHe JIeTOYHbIX aptepuil. [loaTomMy HemomycTUMO [enath BBIBOJ O

HeonepadenbHOCTH OOJIBHOTO, MoJIarasich ToJIbKo Ha nanHbie KT.

Ta6auna 8.8. PexoMmenaanuu no nuarioctuke u jgedenuo JII' rpynnsi 1V

Pexomennanusa Kiacc YpoBeHb

pCKOMCHIIaIII/Iﬁ J0Ka3aTCJIbHOCTHU

[TanmenTtam nocie nepeHeceHHon octpoil TOJIA npu noseineHUH
ONBIIIKA  PEKOMEHAYETCS  NPOBEIECHHE  JAMArHOCTUYECKUX
npouenyp ans uckimoueHus XTIJII [3]

lla

C

IIpoBenenne  ckpununra  XTOJIIT He  pexomeHayercs
0eCcCUMIITOMHBIM HallMeHTaM Iocie nepeHeceHHoil octpoit TOJIA

[3]

CraObwibHBIM TAaleHTaM C Mpu3HakaMu BblpakeHHOW JIIT B
nepuon  octpod  TOJIA  mmarHoctuka XTOJIIT  momxkHa
MPOBOIUTHCA cOycTds 3 Mec. OT Havajna d(PPeKTUBHOU
AHTHKOATYJISIHTHOH Tepanui [3]

HNuarnoctuueckumu  kputrepusimu  XTOJII' sBnsiercs Hanmudue
npexamuisipaoit JII' (cpennee JIJIA > 25 mMm pt. ct., A3JIA <15
MM pt. cT., JICC >3 EJI. Byna y OONBHBIX ¢ COXPaHSIOIIMMHUCS
MHOKECTBEHHBIMU XPOHUYECKUMH/OpPraHU30BaHHBIMHU
OKKJTFO3UPYIOIIMMHU TpoMOamMu/ 3MO0JaMu B JIETOYHBIX apTepUIX
ANIACTUYECKOT0 THMAa (OCHOBHOM, JIONIEBBIX, CETMEHTAPHBIX,
cyOcerMeHTapHbIX), HECMOTPS Ha MPOBEICHUE

3 PEeKTUBHON aHTHKOAryIsIHTHOW Tepalnuy B TEYEHUE HE MeHee 3
mec. [3]

BentunsmuonHo-nepdy3noHHas CIUHTHTpadus JIETKUX
pexkomenyetcst narmentaM ¢ JII ais uckmrouenust XTOJI [3]

KommerotepHast tomorpadusi/ aHruomyibMoHOTpadus MOKa3aHa
Jutst o0cenoBanus 60abHBIX ¢ X TIJII [3]

B ciayuae HEBO3MOXHOCTM TPOBEACHMS  BEHTUIISALMOHHO-
nepPy3MoHHOM CUMHTUTpadUU CYIIECTBEHHYIO DPOJb UIPAET

lla
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coueTaHHOe HccienoBanue nepdysnonHon cruaturpaduu u KT.
OtcyTcTBHE M3MEHEHUM JIETOYHOM TKaHU — (UOPO3HBIX U
BOCIHIAJIUTEIBHBIX H3MEHEHHMH, OyJule3HOW SMQH3eMBl U Ap. B
00JIacTsIX CHIDKEHHOM mepQy3ud YKa3blBaeT Ha BO3MOXKHYIO
XTOJII [3]

CenexTuBHAsE  aHTUOMYJIbMOHOTpadus  PEKOMEHIYeTCS IpH
obcnenoBanuu Beex 00abHBIX ¢ X TOJII [3]

Ila

Becem OGompabiM ¢ XTOJIIT pexoMmeHAyeTcs TOXH3HEHHAs
AHTUKOAryJISHTHas Tepanus [3,5,7]

Jlerounass TPOMOPHAAPTEPIKTOMHUS B  YCIOBHUAX TIIyOOKOM
TUIOTEPMUU U OCTAaHOBKH KpPOBOOOpAIICHHS] PEKOMEH]IyeTCs
narueHTam ¢ BepudummpoBanno XTOJIIT mpu  goKa3aHHOM
TpomMboIMO0IMUeckoM renese nmarojoruu, JICC >300 aun/em/c™® u
cp. JJJTA >25 mm pr. cT. [3,5].

BonsHbIM ¢ HEeoniepabenpHO# win pesuayansHoit XTOJII ¢ K II-
IV pexomenayeTcst Tepamnus puonuryatom [3,5]

BbonbHbIM ¢ HeonepabenbHOM nin pesunyanpHoil XTOJII ¢ @K 11-
IV pexomennyercst tepanus apyrumu JIAI-cneunduueckumu
npenaparamu [3,5]

b

[Ipn TexHUYECKOH BO3MOKHOCTH PEKOMEHAYETCS IpPOBEICHHE
BAIl nerounbix aprepuil OOJIBHBIM € HeonepaOeabHOU WM
pesunyansHoil XTOJII' ¢ ®K II-1V, HecMoTps Ha mpoBOIUMYIO
cnenupuyeckyio Tepanuio [3,5]

lla

Jns onpeneneHus JiedeOHONW CTpaTeruy MPOBOAMUTCS HHBAa3MBHOE MCCIEOBAHUE —
KIIOC u cenekTuBHAsE aHTUOITYJIEMOHOTpadHsi, KOTOpas SBJIAETCS "30JI0TBHIM" CTaHAAPTOM TIPU
Bepudukanmu XTIJIT'. D10 pedepeHCHBI METOI, C KOTOPHIM COMOCTABISIOTCS JaHHBIE JPYTHX
METON0B BH3yanu3zauuu. OCHOBHBIM IPEHMYIIECTBOM HHBA3UBHOM JUAarHOCTHKH SBIISETCS
BO3MOXKHOCTh HE TOJIBKO MOJYYUTh U300pakeHUs,, HO U OLICHUTh MapaMeTpbl TeMOJUHAMUKH C
nomortsro KITOC [4,8].

CenextuBHass aHruomyibMoHorpagus He 3amenser KT-anruonmynsMoHorpaduio,
KOTOpas JOJDKHA MPOBOAMUTHCSA B 00s3aTesIbHOM Mopsiake mnepen onepauueit TOD. Tonndyeckuit
JIMarHO3 MOKET OBbITh MOCTaBJIEH MPU COBMECTHOM aHAJIM3€ WHBA3UBHOW aHTUOIYJIEMOHOTpapuu
¢ nanHbiMu KT-anruonynsmoHorpaguu (B psae ciaydaeB ¢ 3D pekoHCTpyKLuen) 11 yTOUHEHUs
XapakTepa MOopakeHU# JIerouHbX aprepuil. OOmas oreHKa omnepadeTbHOCTH TaKXKe JIOJDKHA
BKJIIOYATh Takue (haKToOphl, KaK MPOQHIb COMYTCTBYIOIIMX 3a00JI€BaHUIl, ONBIT XUpypra H
XUPYpPrudecKoi KoMaH bl J{omoNHNuTeNbHOE TPOBEACHNE KOPOHAPHOU aHTHOoTrpaduu TpedyeTcs
nanueHTam- kanauaaram Ha TOO npu Hannuuu ¢aktopoB pucka UBC.

Jns MUHMMM3AIMM pUCKA OCJIOXHEHHM M HEOOXOAMMOCTH MPOBEIEHHUS MOBTOPHBIX
JIMarHOCTUYECKUX MPOLEAYD BbIIIECNEPEUHCICHHbBIE UCCIEOBAHUS JOKHBI OBITh BBITOJIHEHBI
Ha 0a3e SKCIEePTHHIX IIEHTPOB.

VY Bcex OoyibHBIX ¢ BepuuUIUpPOBaHHBIM JuarHozoM XTOJII' KOoHCHIMYMOM B COCTaBe

KapAMOXHUpYypra, KapAuojora, peHTT€HIHIO0BACKYJIIPHOTO XHUpPYpra, MyJIbMOHOJOTa JOJKHO
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MPUHUMATHCS PEIICHHE O BHIOOpPE TAKTUKU JICYEHHS. Y TEXHUYECKH OmepadesbHbIX OOJIbHBIX
MpU OTCYTCTBHH TPOTHUBOIMOKa3aHUN mpoBoautcs TOD. Y OonbHBIX ¢ HeomepabenbHON WITH
pesunyansHoii XTOJII' ¢ @K |-V pexomenayercss cnenmduueckas Tepanus: PUOLMTYaT
SIBJISIETCSI TIperapaToM nepBoro Beidopa [3,5,112]. [Ipu TexHn4ecKol BO3MOKHOCTH Y OOJIBHBIX
¢ HeomepabenpbHOM uiu pesuayanbHor XTOJII ¢ coxpanenuem DK 1I-1V, mecmoTps Ha

IPOBOIUMYIO CIEHU(DUUYECKYIO Tepanuio, pekomerayercs nposeaeaue BAIT JIA [5,111].
9. TpeGoBaHusA K DKCIIEPTHOMY LEHTPY

Jlist onTUMHU3aIuu MEIUIIMHCKOM ntoMoru 6onbHBIM ¢ JII' menecoobpaszno popmupoBanue
CTPYKTYPBI 3KCIIEPTHBIX IIEHTPOB. KpuTepuu 3KcrepTHOTo eHTpa: HaOroieHne, Kak MUHUMYM,
3a 50 6ompHBIMH Cc JIAT mam XTOJIIT npu exeMecsuHOM BBHISBICHUM HE MEHEE 2 HOBBIX
ClIy4aes, a Takxke exerogHom nposenenun He Menee 20 ODII Bo Bpemst KITOC.

OKCHEPTHBIA HEHTP JOJKEH:

1) pacnionaratb BEICOKOKBTH(DUIIMPOBAHHBIM ITEPCOHATIOM:

* Kak MUHUMYM, JBa KOHCYJbTaHTa (KapIUOJIOTU W/WIM MyJIbMOHOJOTH) (CHenunanu3anus B
obmactu JII);

* Bpau-paguoiior (3kcrept B obnactu JII);

*  Bpay-KapauoJor co crnenuanuzanuen IxoKI';

*  KBaIM(UIIMPOBAHHAS METUIIMHCKAS CECTPA;

*  CHELMAIKUCT 10 IICUXOJOTNYECKOW MOMOIIM U COLMAIIBHON alalTalluy MMalliEeHTOB;

* oOmeH uadopmaruei (TenedoH, UHTEPHET).

2) wumerh manarel s OonbHBIX ¢ JIAD, oOTAeneHHe WHTCHCHUBHOM Tepamu,
MOJIMKIIMHUYECKOE OTJelieHne, auarHoctuueckyro ciayx0y (OxoKI, KT, paguonykmunHas
nabopatopus, MPT, VY3U, narpy3ouHsle npoObl, OLIEHKAa JErOYHOH (YHKIMH, OIEHKa
remoauHamuku ¢ O®PII);

3) pacroniaraTh yCTaHOBJIEHHBIMU CBA3SIMH C JIPYTMMH JTUArHOCTHUYECKUMHU U JIEUEOHBIMU
ciy>k0amu:

* TeHeTuYecKas Jaboparopus;

* PpEBMaTOJIOTMYECKUH LIEHTP;

* IIEHTp IUIAHUPOBAHUS CEMbH,

* Xupypruyeckuii crarponap (onsIT B oomactu JII);

4) OoCyLIECTBIATh aHAIN3 KIMHUYECKUX HCXOAOB (B TOM 4YMCIIE AaHAJIW3 BBIKMBAEMOCTH
OOJIBHBIX);

5) yuactBoBatb B PKU y nanuenToB ¢ paznuunsiMu popmamu JII', Bkiarouast gaser Il u 111;

6) OCYIIECTBISATH 00pa30BaTEIIbHBIC TPOTPAMMBI;

7) B3aMMOJEHCTBOBATh C aCCOLMALIMIMU IIallieHTOB.
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10. IlIpunoxenust

IIpunioxenne 1. Meroanka npoBeieHust TecTa 6-MUHYTHON X0AbOBI

T6MX cnenyeT npoBOAUTH B yTpEHHUE Yachl. IlaniueHT 1oikeH j1erko mo3aBTpakarh 3a 3-
4 gaca 10 IpPOBEJEHUS TECTAa, HE MPUHUMATh KapAUOJIOTMYECKUX IPENapaTroB, HE KypUTb, KaK
MUHHUMYM, 3a 2 yaca J0 Tecta. s npoBenenus tecta 6MX B kopunope ainHon 30m aenarorcst
HE3aMEeTHBIE JUIsl MAlMEeHTa Pa3sMETKU 4epe3 Kaxkaple 3 M quctaHuuu. B teuenune 10 munyT 10
npoBeneHuss TOMX manueHT JOJKEeH CIOKOWHO MOCHAETh. B 3T0 BpeMsi HEOOXOAUMO 3a4UTATh
€My CIEeIyIOLINH TEKCT:

«3a 6 MuHyT Bam HE0OX0IMMO MPOUTH Kak MOXHO OOJbIIEE PACCTOSHUE, NPU 3TOM
Henb3sl OexaTh WM Iepemelarbes nepedexkamu. Bel Oyzere uaTH Mo KOpUAopy Tylda U
oOparHo. Ecnu mosiBUTCA ofpImIKa WM ciaabocTh, Bl MoOXeTe 3aMeIuTh TEMIT XOIbOBI,
OCTaHOBUTBCS W OTHOXHYTb. BO BpeMs OTAbIXa MOXHO IIPUCIOHUTBCS K CTEHE, 3aTeEM
HE00X0IMMO MPOJOKUTH X0Ab0y. [TomHuTe, Bama 1ens: mpoiiTh MakcHMMallbHOE PAcCTOSIHHUE
3a 6 MUHYT».

Bo Bpems mpoBeeHHs TecTa MOXKHO WATH 32 MAMEHTOM, HE OPCUPYS TEMIT €T0 XOIbObI.
Kaxnpie 60 cekyH1 cienyeT NOOLpsTh MalleHTa, IPOU3HOCS CIOKOHHBIM TOHOM (hpa3sl: «Bce
xopomroy» wim «Momojen, npogoinkaiite». Hemb3st nHbOpMHpOBaTh MAlMEHTa O MPOUJCHHOM
JUCTAaHIIMM M OCTaBLIeMCs BpeMeHU. Ecnu mauueHT 3amennser Xxoab0y, MOXKHO HAallOMHHUTH O
TOM, YTO OH MOXXET OCTAHOBUTBLCS, OTJOXHYTb, IPUCIOHUTHCA K CTEHE, a 3aTe€M, KaK TOJIbKO
IOYYBCTBYET, 4YTO MOXKET HATH, HPOAOJDKUTH X0Ab0y. Ilo mcreueHun 6 MuHYT criexyer
MONPOCUTH MAllUEHTAa OCTAHOBUTBHCS U HE JIBUraThCsl, MOKa HE OyAEeT M3MEPEHO NpPOHAECHHOE
paccrosHue. Heo0xoauMo M3MEpUTh PAacCTOSHHME C TOYHOCTBIO 10 1 M, 3aTeM NPeAsIOKHUTbH
NAIMEHTy MPHUCECTh W HAOIIOAATh 3a HUM, Kak MUHHMYM, 10 MuHYT. B 3TO Bpemst oH MOKeT
3aMoJHUTh (OpMy OLEHKH oAblKU 1o bopry. He cnenyer coobmarh nmanueHTy AMCTaHIMIO,
IPONJICHHYIO B JTIOOOM U3 TECTOB.

IIpnaoxenne 2. [llkana ounenku oabimku no bopry

0 OTCYTCTBYET

0,5 OYeHb, OYEHb c1abas (eaBa 3aMeTHasl)
1 O4YeHb ciadast

2 cinabas

3 yMepeHHast

4 Ooltee TsOKEmas

5 TSKEIIas

6;7 OYEHb TsDHKEIas

8;9 0YCHB, OUCHD TSHKEIas

10 MaKCHUMaJlbHas
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Hpuioxenne 3. Undgopmanus 1 MalMEeHTOB

e [loBplieHME [JaBJIEHUS B cocCyAax Jerkux HaspBawT JII' wiom, npu Hammuuu
JIONIOJTHUTEIbHBIX OlNpeleNieHHbIX npu3HakoB, — JIAI. JIAI' — »3To0 peakoe cocyaucroe
3a00JI€eBaHNE, KOTOPOE XapaKTEPU3YETCsl MIOCTENEHHBIM Pa3BUTHEM U IIPU OTCYTCTBUHU JIEUEHUS
MIPUBOAUT K TSAKEJIBIM ITOCIIEICTBUSIM.

e [lpuumna JIAI' mHOTZIA OCTaeTcsi HEM3BECTHOM, OJHAKO CymecTBYOT ¢opmbl JIT,
CBsI3aHHbIE C 0OJIE3HSIMHU Cep/Lla, JIETKUX, 00pa3oBaHuEM TPOMOOB.

e JII' BcTpeuaercs y JAr0Jed BCEX BO3PACTOB, pac, Kak y My»KUMH, TaK U KCHIUH.

e VYV moboro uenoBeka MoxeT pa3Butbca JII, ogHako, ecTb (PakTOphl pHCKa, KOTOPbHIE
JIEJIAl0T HEKOTOPBIX Jrojel Oomnee mpeapacnonoxkeHHbiMu. K HuM oTHOCAT BIIC, crucremubie
(«peBmMaTHuecKue») 3a00JI€BaHUS COCTMHUTEIBHON TKAHU, a TAKKE HEKOTOPbIE MHPEKIUH.

e  Bonbubie JII' 00bIUHO KaTyIOTCA Ha OJIBILIKY, TOJIOBOKPYKEHHE U yCTAJIOCTh, CI1a00CTh, U
BBIP)KEHHOCTh 3TUX MPU3HAKOB OOBIYHO YCYTYOIISETCS ¢ pa3BUTHEM OOJIC3HHU.

e Bpauu pas3HbIX cHenMaIbHOCTEH MOTYT auarHoctupoBath u jeunth JIAI. Opnaxo
MPEUMYIIIECTBO UMEIOT BpauyH, KOTOPbIE Y KOTOPBIX HAOMIOAAIOTCS U JiedaTcsi OOJbIINE TPYTIIIbI
6onbHbIX JII', Tak Kak OMBIT Bpaua UMEET O4€Hb OOJIBIIOE 3HAUCHHE.

e ECTb HECKOJIBKO pa3IMYHBIX THUIOB JIETOYHOW TUIEPTEH3UH, U JICUCHUE MOXKET OBITh
pa3HbIM B 3aBucuMocTH OT Tuna JII', kortopsiii Bel umeere. Tojibko Bpad, MMEIOIIMMA OMBIT
paboTel ¢ 601bHBIMU JII” MOXKET NpaBUIIbHO onpeAeauTs Tul JII' 1 Ha3HAuUUTh JIeUeHHeE.

e lImeercs MHOIO pa3jIMYHBIX TECTOB U METOJIOB 0OCIEA0BaHNUS, UCIIONb3YEMbIX, /Il TOTO
yroObl 3amogo3puth JII. Onnako BepuduuupoBars auarHo3 JIIT MOXHO TONBKO TpU
KareTepu3aluy cepaua M cocynoB Jerkux. [logpoOHO 0 BO3MOXKHOCTAX — Kaxaou
JIMarHOCTUYECKOW MPOLeAYyPhl Y3HAUTE y CBOETO JIEUaIlero Bpaya.

e JXum3up c JI[- 310 HempepbIBHBIM mepecMoTp oOpa3a >Ku3HU. Bam, BO3MOXKHO,
notpedyercsi nmpeHeOpeyb HEKOTOPHIMH €KEJIHEBHBIMU JIeJIaMH, KOTOpBIE Ka3alluCh BaKHBIMU,
npexae yeM Bam Obuta nuarHoctupoBana JIAIT, 4roObl MOSBWIOCH BpeMs HJisi HEKOTOPBIX
Bamux HOBbIX 00s3aHHOCTEH. BONBIIMHCTBO ManMeHToB, kUBymux c JII, HaXoAsaT, 4To UM
CTAHOBUTCS HE IO CHUJIAM TOT aKTHUBHBINH 00pa3 U3HH, K KOTOPOMY OHH TPHUBBLIKIH. Pemienue
3a/1a4yM, Mpexae TpeOyromeld dYac, MOXKET 3aHSATh HECKONbKO AHEW Wi Jaxe Ooibine. JTO
xapakTtepHas uepTa ku3HM ¢ JII, U oHa He Jo/kHA OBbITh NPUYMHON UYYBCTBOBAaTh ceOs
HENoJHOIIEHHbIM. OmpefenuTe MPHOPUTETH B BOMpOcaxX, TPeOYIOUMX OBICTPOro peleHus, a
TaK)Ke B JleJlaX, KOTOpble MOTYT MOJOXAaTb. JTO MOMOXET BaM CKOHLIEHTpUpPOBAThCS Ha
BaXHBIX JIeJaX M OMYCTUTh HECYUIECTBEHHbIE MpoOiembl. [loMHUTE, YTO 1IETU TOJKHBI OBITH
PEaTUCTUYHBIMHU JIJIS1 BBITIOJIHEHHUS, & BPEMSI JUIsl X PEIICHHS JOHKHO OBITh IOCTATOYHBIM.

e [Ipu JII' HeT kakux-1u00 CHEIUATBHBIX TUET WIH MPOIYKTOB, KOTOPHIE MOTYT yCYTyOUTH
00J1e3Hb.

e [Ipu ocmoxuenuun JII' pa3BuTHEM CEPACYHON HEAOCTATOYHOCTH CIEAYET OTPAHUUYUTH
ynotpeOjaeHre MOBapeHHOM COJM M KOJMYECTBO BBINMKMBAaeMO#l kuakocTt. [loBapeHHas coib
COJICP’KUT HATPUii, KOTOPBIM peryiupyer OamaHc XuAkocTd B Bamem opranmsme. Korna
coJiep’KaHue KHUAKOCTU B TKaHSIX YBEIMUMBAeTCs (a 3TO 0ObIYHAsl MpodsiemMa JJis MalKueHTOB C
JIAT'), 06beM KpOBH TakK€ YBEITUUYHMBAETCS, YTO MPEACTABISAET YBEITUUYCHUE HArpy3ku Ha Bare
cepaue. OauH U3 camblX 3()(EKTUBHBIX CIIOCOOOB CHU3UTH HArpy3Ky Ha cepiale — 3TO
YMEHbIIIEHNE KOJIMYeCTBa COJU, ymoTpeOasieMol B nuily. Takke U3BECTHO, UTO AUETA C HU3KUM
coJlep’KaHUEM COJIM OKakeT Oosiblliee BIMsAHUE Ha Bame 3mo0poBbe, ecau oHa OyneT coderaTh
MPOIYKTHI, OOTaThie KalblueM, MarHueM, KanueM, U ¢ochopom.

e OrpannueHue o0beMa BBIMUTON KUAKOCTU TAK)KE MOMOXKET M30ekaTh WIH YMEHBIIUTh
OTEKH U 3aJIepKKy >KUIKOCTH. He pexkomeHayeTcs BbIMUBATH Oosiee 2 JUTPOB B JI€Hb, OJAHAKO
00BeM JOMKEH OMPEeIeNiaTbCcs WHANBUAYAIBHO, MPOKOHCYIbTUPYHUTECh JUISl OMpeAcTeHUs
MATHEBOTO pekumMa ¢ Bammm Bpadom.

e Jlns HOpManu3aluy BOAHOTO OajaHca BaM MOTYT IIOMOYb CJIE€IyIOIINE COBETHI:

HU3MEPHTE KOJIMYECTBO KUJIKOCTH, KOTOPYIO BBl mbeTe KaXAblii 1eHb, 110 KpallHEl Mepe, B
TEUEHHE TEPBBIX HECKOJIbKUX HENeNb. [[Ba IUTpa )KUAKOCTA PABHSIOTCSA B CPEIHEM § YalllKam.
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He 3a0ynpte cuntaTth Boamy, KoTopoil Bl 3anuBaere Tabietku. Cymbl, MOPOKEHOE, JKEJIe TaKKe
JIOJKHBI OBITH MMOCYMTAHBI KaK KUJKOCTU. Y BEMUEHUE Beca — OJIMH U3 MEPBHIX 3HAKOB, YTO Bl
3aJiep>KuBaeTe KUAKOCTh. B3BemmBaiite cebs exenneBHo. Eciu Bbel oTMmeuaeTe yBennueHue
Beca IpH MPEKHEM PEeKUME MUTaHHS, HEOOXOIUMO YBEOMUTH 00 TOM CBOETO Bpaya.

e B Hacrosmee BpeMsi He YCTaHOBIICHO KaK BIUSIOT (PU3NYECKUE YIPAKHEHUS HA IPOTHO3
npu JierouyHoil runeprensuu. OaHako, eciu Bel Benu g0 0osie3HH CHOPTHBHBIA 00pa3 KU3HHU,
MIOCOBETYHTECh CO CBOMM BpauoM, HACKOJIBKO IieJecoo0pasnbl aust Bac 3anstus cioproM. Ecin
Bam Bpau onoOpsieT 3aHsATUS CHOPTOM, HEOOXOJUMO BBINIOJHEHUE PEKOMEHAALNMA, YTOOBl He
HaHeCTH cede Bpes:

e He mnepenampsiratbcs. 3aHATHE HEOOXOAWMO OCTAHOBUTH IIPH TOSBICHUU TaKUX
MPU3HAKOB KaK TypHOTA, YCTAJIOCTh, OUIYLICHHE CAABIMBAHUS B TPYJHON KIIETKE, YYaIIEHHOTO
cepAueOneHns WM Ype3MEpPHO OAbIIKUA. MeXIy YNpaKHEHUSIMHU HCIIONB3YHTE T0CTaTOYHOE
BpeMsi i1 BoccTaHoBieHus. M30eraiite Qu3myeckoll aKTUBHOCTUM Ha YIWLE MPU HU3KOH
TEMIIEPATYPE, BBICOKOH BIAKHOCTH.

e [lomHuTe, 4TO MOAPOOHO HA BCE BONPOCH], CBA3aHHBIE C JUArHO30M JIETOYHAs
rUrnepTeH3us, o0pa3oM XKU3HU U JiedeHHeM, Bam momoskeT Bpau — CHELHATUCT IO JIETOYHOU
TUIEPTEH3UH.

e B Hacrosimiee Bpems HET JiekapcTBa, maneuuBawomiero JII. OmHako UMeEIOTCS ApyTHe
JICKapCTBEHHBIE IIpemnapaThl, CIOCOOCTBYIOIIME YIYYIICHUIO M MOMOTamoliue OOJIbHBIM
yIIyqIIaTh CBOe (U3MUYECKOE COcTOsiHUE. Bpau, sBistomuiics cnenuanuctoM mo JII', moxbeper
BaM aJIeKBaTHOE BallleMy COCTOSHHUIO JIeYeHHE M OOBSCHUT JOCTOMHCTBA U TMPEUMYIIECTBA
pa3nuuHbIX ero BapuaHToB. [loa0op Tepanuu ocyuiecTBiIsieTCs UHIMBUIYAIBHO, IOMHUTE, YTO
BCE MallMEHTHl pa3Hble, U Bam goktop moadeper Bam BapuaHT jeueHus, Jy4IIUid MpU BalieM
ciydJae.

e [lanmenty c ycraHoBieHHbIM auarHo3oMm JII' mokasaHo TmiaTenbHOE aMOyIaTOpHOE
HaOMIOJIeHue C BHU3WTaMU K Bpauy Kaxaele 3-4 wmec. TpeOyercs coOmoaeHue oOIMX
MEPONPUITUHA (CM. «IEUEHHUE»), PEryJApHbIA NPUEM JIEKAPCTBEHHBIX MPENapaTroB CTPOro B
COOTBETCTBUU C PEKUMOM JieueHus. B ciayuyae mpuema AUYPETHKOB — €KEIHEBHBIH KOHTPOIIb
Beca U auypesa, Bapdapuna (MHO exemecsiuno), npu npueme APD (exxeMecsuHbI KOHTPOJIb
MIEYEHOYHBIX TECTOB).

e Bcem mnanuMeHTaM, COBEpLIAIOIIMM AaBHANeEpeneTbl B IPYTHME CTpaHbl, BaXXHO
pEKOMEH/1I0BaTh UMETh NMpHU ceOe METUIIMHCKHUE JOKYMEHTBhl O JMarHo3e, MECTOHAaXOXKICHHUU
Onmxkaiiero MectHoro teHtpa JII', KoHTakTHON MH(pOpPMaIUU C HUM.
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IIpunoxenue 4. OnpocHUK AJis1 00JIbHBIX € MOJ03peHreM Ha Hajauuue JIT

Pazpaboran criemyromuii OMpOCHUK ISl paHHErO0 CKpWHHHTA O0oJbHBIX ¢ JII', KOTOpBIH
MO3BOJISIET BBIICIUTH TPYIIBI BHICOKOTO U YMEPEHHOTO pUCKa (HAa OCHOBE Mojcuera Oayios: 1
O6ayut mipu KakzaoMm oTBete "ma'") pasButus JII, 11 KOTOPBIX MPHUBICKAIOTCS JTOPOTOCTOSIINE
METOJIbI JUATHOCTHKH, MO3BOJISIFOIINE BEPUPHUIIMPOBATH TUATHO3 U OMPEACTUTHCS ¢ TAaKTUKON
jedeHus. ['pymnmna HM3KOTro pucka He TpeOyeT HampaBlIEHUS B CTAllMOHAp, a OMPOCHUK MOXKET

IMPUMCHATBHCA B KAYCCTBC HHCTPYMCHTA KOHTPOJIA B JTUHAMUKC.

Ha

Her

1. Knuanuyeckue CHMITOMbI

OJIbIIIIKA Ha BBICOTC (1)H3H‘ICCKOI71 HarpyskKu WJjin B IIOKOE

TIOBBIIIEHHASA YTOMIIAEMOCTD

cep/ieOucHue

TOJIOBOKPYIKCHHC

00MOpOKH

6omnu B rpyau

KalieJib WJIN KPOBOXAPKAHBE

OTEKU TrOJIEHEH U CTOIT

2. lanHble (PU3MKAJIBHOTO OCMOTPA

Ak1ieHT (pacrieruieHne) 2 TOHa HaJl JISTOYHOM apTepueii/ yMbl/ pUTM Tajiona

Hnano3 — neHTpanbHbIH / IepudepraecKuii

Hpusnaku K gexomnencauuu
Pacumpenue / mysibcanusi NIHHBIX BEH

Aciut / renaTomMeranus / MKTEPHYHOCTh CKIIEP

[Nepudepudeckne oTeku

IIpu3Haku, yka3biBalouue Ha BO3MOKHYI0 npuuuny JII'
BeIpaxxeHHbIH renaTooryJ sipHbli peduitoke (MOpaXeHus JEBbIX OTIENIO0B cepia)

Teneanrnoskrasuu/  CKIEPOJAKTWIINS/  KOXKHbIE  NPOSIBICHUs  (CHCTEMHBIE
3a00JIeBaHNS COEAMHUTEIILHON TKaHN)

Xpwursl B JeTKUX (MHTepCTUIHATIbHBIE Oone3Hu JieTkux, XOBJI, mopakeHus JeBBIX
OTJIEJIOB CEPJIIIA)

ITpu3Haku TpoMOO30B BEH HMKHHUX KOHEUHOCTEH nin nepeHecenHast TOJIA

3. AHaMHeCTHYeCKHE CBeIeHUS

Hanyuuue JII' y poaCTBEHHUKOB

Citydan BHE3aImHON CMEPTH 110 HEYCTaHOBIICHHON NTPUYKHE

ITpuem nexapcTBEHHBIX MpeNapaToB (AHOPEKTHUKH, TOPMOHAIBHBIE KOHTPALIENITHUBEI,
am¢eTaMuHbl, KOKauH, XUMHOTepanus)

[TosiBNIeHME CUMTITOMOB B TIEPUOJT OEPEMEHHOCTH, TIOCTIE POJIOB WK abopTa

TTossaenne cumnroMoB nocie OPBU uinn mHeBMOHUH

[TosiBIeHIE CHMIITOMOB TIOCIJIE CTPECCa WIIM Ype3MEpPHOH (PH3NUECKON HArpy3KH

4. Hanuyue 3a00/1¢eBaHN i, acCOMUPOBAHHBIX ¢ JIT

BUY-undexius

HOpTaJ'H)HaH TUICPTCH3UA

Cucrtemuble 3a00JI€BaHHUs COEUHATENHHON TKaH!

BpO)KIIeHHBIe CHUCTEMHO-JICTOYHBIC IITYHTBI

Capkounyos

3abosieBaHus IIUTOBUIHOM JKEIE3bI
3a0osieBaHNS KPOBU:

COCTOSIHUE II0CJIE CINIEHIKTOMMH
CEPIIOBHUIHO-KJICTOYHAS] aHEMUSI
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B-ranmaccemus
XpOoHHUEcKHe MuesonposdepariuBHble 3a001eBaHus

Peaxne renernyeckue 3a60sieBaHus WU 60JIe3HH 00MeHa:

6one3np ['ome

6omneznp ®on ['pepka

HACIIC/ICTBEHHAsT TeMopparudeckas TteieaHrmdkrasus (Oonesnp Ocepa-Bebepa-
Panio)

5. Haituuue npusnaxkoB JII' no nanubim KT

6. Hanruvue npusHakoB JII' mo 1aHHbIM peHTreHorpaguu opraHon
TPYAHOH KJIETKH

7. Ilpm mnono3penum Ha  Hajauuume JII' mnpoBeneHue
IXoKapauorpadum:

BO3MOKHbIN JUATHO3 «JII»
CkopocTh TpuKycnuaanbHo# peryprutaunu <2,8 m/cex + CJIA <36 MM pr. cT. +
Hammane nonosauTenpHbX OX0KI npuznakos JIT'

BBICOKOBEPOSITHBIN TUATHO3 «JII»
CKOpOCTh TPUKYyCHHIAIBEHON peryprutanuu 2,9-3,4 m/C + CIJIA 37-50 mm pr. cT. +
Hanuuue unn orcyrctBue qonoaautenbHbiXx 9XoKI npuszHakos JII'

IToporosslii 0a1 1J1s1 HaNpaBJieHUs] B DKCNEPTHBIN HEHTp

<5 GamoB JIETO4HAasl TUIIEPTEH3HsI OTCYTCTBYET
cymmMma Oamos 5-10 JIMAarHO3 «JIErOYHasi THIIEPTEH3UsD) BEPOSTHBIN:
JKEJIaTeIbHO HalpaBjieHUue B DKCIEPTHBIN LIEHTP
cymmMma Oamos >11 JMAarHo3 «JIEro4Hasi TMIEPTEH3HsD)
BBICOKOBEPOSITHBIN: CPOUHOE HANpPABICHHE B DKCIEPTHBIN LIEHTP
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