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Cnucok cokpameHui

aJIAI' — accounnpoBaHHas JIErOYHas apTepUalibHasi TUIEPTEH3US

APD — aHTaroHucT penenTopoB IHA0TENNHA

AJIT — ananmHamuHOTpancdepasa

AC — aTpuocentTocToMus

ACT — acriapraTamMmuHOTpaHcdepasza

BKK — 610kaTop KajablHeBbIX KaHAJIOB

BJIJ1 — 6ponxoseroyHas Iucruia3us

BUY — Bupyc nmmyHoaeuIIMTa YeTOBEKA

BIIC — BpokIeHHBIM MOPOK cep/iia

BOBJI — BeHOOKKIII03MOHHAs 00JI€3Hb JETKUX

J3JIA — naBieHue 3aKJIMHUBAaHUA JETOYHOM apTepun

JAH — npixarenbHast HEIOCTaTOUHOCTh

JJIA — naBneHue B JISTOYHOM apTepuu

3CT — 3aboseBaHusl COEAUHUTENIBHON TKaHU

nJIAT — nauonatuyeckast IeroyHasi apTepuanbHasi THIEPTEH3US
NJICC — uHIIeKC JErO4YHOT0 COCYAUCTOrO0 COPOTUBICHHUS

u®/13-5 — unruburop pochoanscrepassl 5 Tuna

KT — xomnbrorepHas ToMorpausi BBICOKOTO pa3perieHus

JIAT" — nerouHas apTepuaibHas FrUIEPTEH3US

JIAT-BIIC — JIAT', accommupoBaHHasi C BpPOXKIECHHBIM IIOPOKOM Cep/IIia
JIAT-BIIKII — JIAT", acconuupoBaHHas C BpO>KJIEHHBIM I1OPTO-KaBaJIbHBIM IIIyHTUPOBAHUEM
JIAT-3CT — JIAT', acconmupoBaHHas ¢ 3a00JICBaHUSAMHU COCTMHUTEIILHON TKaHH
JIBOB — neroynasi BEHOOKKJIIO3UOHHAs1 00JIE€3Hb

JII" — nerounas runepTeH3us

JICC — nerounoe cocyaucToe COpoTUBIEHUE

MKK — masblit Kpyr KpoBOOOpaIieHus

MPT — MarHuTHO-pe30HaHCHAsI TOMOTpadus

MII3 — muenonponudepaTuBHBIE 3a00JICBaHUS

HJIAl'— HacnencTBeHHAas JIerO4YHas apTepuaibHasi TUIIEPTEH3US
[MI'CBJI — nepnaTpuyeckas TMIEPTEH3NOHHAS COCYTUCTast O0IE3Hb JIETKUX
[JIT'H — nepcuctupyromias JierouyHas rurnepTeH3nsi HOBOPOKICHHBIX
[1CC — nepudeprudeckoe cOCyTUCTOE COMPOTUBIICHNE

[T - mopTo-nyabMOHAJIbHAS TUIIEPTEH3US



pI'l] — pacTBoprMas ryaHuIaTHHKIIA3a

CAJl — cuctemHoe apTepuaibHOE JIaBJICHHE

CH — cunapom Jlayna

CKA — cepnoBUHO-KJIETOYHAS aHEMUS

CpJIA — cpennee naBiieHUE B JIESTOYHOM apTepUu

CU — cepaeuHblit HHACKC

C3 — cunapom DH3eHMeHTepa

T6MX — TecT 6-MHUHYTHOH XOIbO0BI

TIIT" — TpaHCyIbMOHAJBHBIA TPATUEHT

XTOJII' — xpoHudeckasi TpoMO0IMOOTHYECKAsT JIETOYHASI THITICPTEH3US

TOJIA — TpoMO03MOOIIHSI IETOYHON apTepUn

®B — ¢pakmnus BeiOpoca

OK — pyHKIHMOHAIBHBIN KJ1acc

XBII — xpoHndeckas 601€3Hb MMOYEK

XOBJI — xponuueckast 0OCTpyKTUBHas1 O0JIE3Hb JIETKUX

XCH — xpoHuueckas cep/ieqHasi HeJOCTaTOYHOCTb

ul M® — nuknuyeckuii ryanosuaMoHodocdar

YCC — gacToTta cep/IeUHbIX COKpalleHu

OKI — anexTpokapanorpadus

9T-1 —suporenun-1

OXOKI — sxokapauorpadus

IP-penienTopsl — mogkiaacc MEMOpPAaHHBIX OEJIKOB, CBSA3BIBAIOLIUXCS C TPOCTAHOUIAMU
HbS — myTanTHas ¢popma reMorio0uHa y 60JIbHBIX CEPIOBUIHOKICTOYHON aHEMHEH
NT—proBNP — N—-tepMuHaibHblii ()parMeHT MO3TOBOI0 HATPUHYPETHUECKOTO NENTHIa
Qp/Qs — cooTHOIIEHHE 00BEMOB JIETOYHOTO U CHCTEMHOT'O KPOBOTOKA

PaO;, — mapumanpHO# HanpsHKEHUE KUCIOpOo/ia B apTepHaIbHOW KPOBU

Sa02 — HackIlIeHNe apTepHaTbHON KPOBU KUCIOPOIOM

TAPSE — cucronnueckast 5KCKypcust pruOpo3HOT0 KoJibIa TPUKYCITUAANbHOTO Kianana (tricuspid

annular plane systolic excursion)



TepMuUHBI U onIpeaeJeHus

JaBienune 3axkiuHuBanus Jerounoi aprepun (A3JIA) — 510 naBneHue, onpeaensieMoe
Ha KOHIIE KaTeTepa B MOMEHT OKKJIIO3UU OaJZIOHOM NpU KaTeTepu3aluu JIEroyHoil aprepuu. B
OTCYTCTBHE MPEMSATCTBUS MEX/y JIEBBIM IIPEJICEPANEM U JIEBBIM keinyoukoM J[3JIA cuuraercs
PaBHBIM KOHEYHOMY JHMACTOJIMYECKOMY JaBJICHHUIO B JIEBOM xenyaouke [1, 2].

JAmnacroqunyeckuii TpaHcnmyJbMOHAJIbHbIH rpaguent (AIII) — 510 pacyérHbii
MOKa3aTelb, ONPEAEISIEMbI KaK pa3HULA MEXAY AMACTOJIMYECKHM JABICHHEM B JIETOYHOU
aprepuu u JI3JIA [2, 3].

Jlerounast runeprensusi (JII') — 370 cocTosiHue, Mpu KOTOPOM BBISABIISIETCA JIOKAJIbHOE
win auQdy3HOe TMOBBIINICHUE NaBIEHUS B CHUCTEME MAJOro Kpyra KpOBOOOpAIleHHs BBIIIE
MOPOTrOBhIX 3HaueHuit [1].

Jlerounasi apTepuajibHasi THNEPTEH3Us] — 5TO MpeKamWwUIsApHas ¢Gopma JETOYHOU
THIEPTeH3UH, TPU OTCYTCTBUHM 3a00JIEBaHUH JIETKUX, TPOMOOAIMOOINU B CHCTEMY JETOYHOU
aprepun (TDOJIA), npyrux penkux Oone3Heil (rpymnma 5) B KadecTBe BO3MOXKHBIX MPUYKH
HOBBIIICHHUS TaBJICHHs B IErouHO# aprepuu [1].

JlerouHasi rumepTeH3usi BeHO3HAs — OTO TNOCTKANWUIIpHas Qopma JerouHon
runepren3uu [1].

HNugexc naeroynoro cocyaucroro conporujienusi (uJICC) — 53710 pacueTHbI
HoKasarels, onpeaensemsiii o hopmyne: uJICC= (cp/JJIA — A3J1A) / CU MKK [2, 3 4].

Crparudukanusi pucKa — 3TO OLEHKA KJIFOUEBBIX MapaMeTpOB MPU MPOTHO3UPOBAHUH
pa3BUTHS TIpoILecca, MCXOMAS U3 €ro MPOUUION MCTOPUH, C LIENBI0 MPUHATUS HAUTYYULE20 U3
BO3MOMICHBIX peulerus IS ONITUMU3AIIH TApaMETPOB U BIMSHHS Ha IPOTHO3 3a0onieBanus [5].

Onenka pucka JII' — 3T0 BEpOATHOCTH TOrO, YTO B ONPEACICHHBIM MEPHOJ BPEMEHU
POM30#IET HeOIArONPHUITHBIN Hcxo [5-7].

Ixkana pucka JII' — 3TO NporHo3upyeMslil pUCK JETAIBHOTO UCX0/1a B TeueHue 1 roxa,

OTpeIeIsIeMbIil KaK HU3KUH, CPEJIHUIN WM BhICOKHIA [6, 7].



1. Kparkas nndopmanus no 3a00/1eBAaHUI0 WJIH COCTOSTHUIO (TpyIe

3a00J1eBaHUI MJIH COCTOSIHUH)

1.1. Onpenejaenne 3200JdeBAHUA WJIH COCTOAHMA (TPynnbl 3200J€BAHHUHA WU

COCTOSIHMA)

Jlerounass rtuneprensus (JII')) y nmered — 3TO XPOHHYECKOE MPOTrPEeCcCUpYIOIIee

3a0ojieBaHue, XapakTepusyoleecs MNpoau(epaTUBHBIMU HM3MEHEHHUSMM JIETOYHBIX COCYJIOB,
MIOBBIIIEHUEM JIETOYHOT'O COCYIUCTOIO CONPOTUBIICHUS U IPUCOECIUHEHUEM IIPABOXKEILY JOUKOBOU
HEJOCTATOYHOCTH.

3a mocienHUE [1Ba NECATUIIETHS IPOU3O0LLIO CYLIECTBEHHOE CHUKEHHE CMEPTHOCTH,
accouuupoBanHoi ¢ JII' y mereit um B3poCHbIX, OOYCIOBJICHHOE HAKOIUIEHUEM 3HaHUN 00
ATHOJIOTUH, BEPOSATHBIX MYTSAX MaTOreHe3a W marodusuonoruu 3abosieBaHus, 0ojee TOYHOH H
CBOCBPEMEHHOW JIMAarHOCTUKE, JIy4lled cTpaTu(UKamuy puUcKa W paHHEMY Hadaly
KOMOMHUpOBaHHOW  (papmakorepanuu  [6-9]. Op;nako 5-leTHAsS  BBDKMBAEMOCTh  0e3
TpaHCIUIAaHTALMM CPEAM JETEH M B3pOCIBIX C WAMONATHMYECKOM M HacienctBeHHou JIAL, y
00JBHBIX ¢ CUHJIpOM Dii3eHMeHrepa u nepcucrupyroueit JIAI' nocine Koppekuu BpoKIEHHOIO
HOpOKa cepliia ocTaeTcss Hu3Kkoi u He npebimaet 80% [10-12]. Hecmotpst To, 9TO B HacTosIIee
BpeMs OTCYTCTBYIOT paJuKaibHble MeToAsl JjeueHus JIAI, u 3aboneBaHue octaercs
HEHU3JIEYMMbIM, OCHOBHOM 11€JIbI0 KaK OOILENpPU3HAHHBIX, TAK U SKCIIEPUMEHTAIbHBIX BAPUAHTOB
JIeYEHUsl SBJSETCS CIEp KMBaHHE MPOrpecCHpoBaHMs 3ab0ieBaHMsI U 00JEryeHUe CUMIITOMOB,
CHIKEHUE CMEPTHOCTH M YJIYUYLICHUE Ka4eCTBA KU3HU MAllUEHTOB.

JII' — maTOreHeTHMYeCKU CIIOKHOE, MYJIbTH(AKTOpHUANIbHOE COCTOSIHHE, B KauyecTBe
onpezeNneHuss uMeeT reMoauHaMuueckue kpurepuu. B 2018 r. Becemupasiii cumnosuym no JII'
mouduimposan kpurepun JII' y nmereir m B3pocnsix [1, 6-8]. Mcxons w3 aHanusza TeucHHS
00J1€3HN U KIMHUYECKHUX HCXOJIOB HECKOJIbKMX COTEH MAI[MeHTOB, BKJIIOUEHHBIX B HECKOJIBKO
HAI[MOHAJIBHBIX U MEKIYHAPOIHBIX peructpoB JII', HUKHSISI TpaHKIla HOPMBI CPETHETO AABJICHUS
B sierounoii aprepuu (CpZlJIA) Oba cHmkena ¢ 24 no 20 mm prt. cT. [1, 6-8, 13]. YcraHosneHo,
yro 3HadeHus Cp/lJIA or 20 mo 24 MM pPT. CT. SBISIOTCS HE3aBUCHMBIMU TIPEIUKTOPAMHU
YXY/IIICHUS BBDKUBAEMOCTH y B3pocibix Jmi ¢ JI['[14-18]. [TosToMy KpuTepreM Jiero4Hoi
TUNePTeH3MH SBISIETCS COCTOSHUE, TIPU KOTOPOM BbIsiBiIeHO noBbieHue CpZlJIA 6omnee 20 MM
PT. CT., OIIPENIETIEHHOE METOJOM KaTeTepU3alluu cepAla y AeTel crapiue 3 MecsAleB B COCTOSTHUU

TIOKOSI ITPY TIPOBEICHUH OLICHKH Ha ypoBHe Mops [8, 13].

I[pexanuaisipHasi JerouHasi runepTeH3us y eTell — 3TO COCTOSHUE, COOTBETCTBYIOIIIEE
TPEM OCHOBHBIM U OJTHOMY JIOIIOJHUTEIBHOMY KPUTEPUSAM, ONPEIEISIEMbIM MIPU KaTeTEpU3allun

cepaua [6, 8, 13]:



1 CpenHee naBJIEHUE B JIETOYHOM apTEPUU COCTABISIET > 20 MM PT. CT.
2. JlaBnenue 3aKIMHUBAHUS JIETOYHOM apTepuu < 15 MM pT. CT.
3 MHJeKC 1erogHoro COCyAUCTOr0 CONPOTUBIEHNs > 3 e, Byna x M2

4, Juactonuueckuid TpaHCIyJIbMOHAJIbHBIA TPagUeHT > 7 MM PpT. CT. —
JIOTIOJTHUTEIbHBIA KPUTEPHIA.

H3o0aupoBaHHasi MOCTKANWJISIPHAsI JIeroYHas rumepTeH3usi y aereii [6, 8, 13] —

COCTOSIHUE, TIPU KOTOPOM

1. CpenHee gaBJIEHUE B JISTOYHOM apTEepUU COCTaBISIET > 20 MM PT. CT.

2. JlaBiieHME 3aKJIMHUBAHUS JIETOYHOW apTepuu > 15 MM pT. CT.

3. WHieKe TeroYHOro COCYINCTOr0 CONpOoTHBIeH:s > 3 e, Byna x M

4. Juacronuueckuid  TpaHCIyJIbMOHAQJIbHBIM rpagueHT </ MM pT. CT. —

JIOTIOJTHUTEIIbHBIN KPUTEPH.
KomOuHupoBaHHas mpe- M MOCTKANMJUIAPHAS JieroyHasi runeprensus [6, 8, 13] —

COCTOSIHUE, TIPU KOTOPOM

1. Cpennee gaBieHHUE B JISTOYHOU apTepHUH cOCTaBiseT > 20 MM pT. CT.

2. JlaBiieHNE 3aKJIIMHUBAHUA JIETOYHOM apTepuu > 15 MM pT. CT.

3. MHjieKc IErOYHOTr0 COCYAUCTOrO COMPOTUBIIeHHs > 3 efl. Byna x M

4. JnacTtonnyeckuii TpaHCHYJbMOHAJIBHBIM TpagueHT > 7 MM pPT. CT. —

JIOTIOJIHUTEIIbHBIN KPUTEPHM.

NauonaTuyeckas JieroyHasi apTepuajibHasi TMIEPTEH3Usl — 3TO IpeKaNWUIspHas
¢dopma JII' B OTCYTCTBMM I€HETUYECKHX, XPOMOCOMHBIX aHOMAJIUN MM U3BECTHBIX TPUTTEPHBIX
dbakTopoB, acconuupyronmxcs ¢ passuruem JIAT [9].

HacnencrBennast JierouyHass aprepuajbHas runeprensus (HJIAI) —  s10
npekamwuisipias ¢opma JII' mpu Hamumuumu y OOJBHOrO ABYX M 0ojiee WIEHOB CEMbU C
HOJATBEPXKIEHHBIM AUarHo3oM JIAD' M BbISBICHHH y OOJIBHOTO M€HETHYECKOM MyTaluu, WM
XPOMOCOMHOM aHOMaJINH, acconuupyroreiics ¢ JIAT [9].

AccollMMpOBaHHas1 JieroYHasi apTepuajbHasi rumneprensusi (aJIAI')) — oar0
npekamwuisipias ¢gopma JII, mpu KOTOpPOH yCTaHOBJIEHA B3aUMOCBS3b C YCTaHOBJIEHHBIM
MYCKOBBIM WJIM TPUTTEPHBIM (PaKTOPOM, acCOLUUPYIOIIMMCs ¢ pa3BuTus JIAT .

IlennaTpuyeckasi rMNePTEH3MOHHAS COCYAMCTas 00/1€3Hb JIErKHX — 3TO 3a00JIeBaHUE,
MPOSIBIISIIOLIEECS] HAPYLIEHUEM CTPYKTYpbl M POCTa JIETOYHBIX COCYAOB, COIPOBOXAAIOIIEECs
POTPECCUPYIOIIMM TOBBIIIEHHUEM JISTOYHOTO COCYIUCTOTO conpoTuBieHus [8, 12, 13].

I'mneprensnonHas cocyaucrass 00J1e3Hb JIeTKMX TIpH  OMBEHTPHKYJISIPHOH
remoaunamuke [8, 12, 13]:

1. [ToBbIlIEHNH CPEAHETO JABJICHUS B JIETOYHOM apTepuu > 20 MM PT. CT.
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2. NHpekc 1eroyHoro cocyiucToro ConpotTuBiaeHus > 3 en. Byna x M2

Ipexanuniasipuass Jerounass runeprensuss npu BIIC ¢ yHuBeHTpHUKYJISpHO#

reMoanHamMukoii [8, 12, 13]:

1. CpenHee naBieHUE B JIETOYHON apTepuu > 15 MM PT. CT.
2. MHzieKe TeroYHoro coCcyIUCTOr0 CONpoTHBIeH! > 3 e1. Byna x M
3. Cpennuii TpaHCIyJIbMOHAJIBHBIN TPAIUEHT > 6 MM PT. CT. (OmpenensieMblil Kak

pasuuiia cpeanero JJIA u naBnenus 3akiuHuBanus JIA).
HocTkanmiisipuasi  JeroyHass rumneprendussi npu BIIC ¢ yHuBeHTpHKYJISIpHOUM

reMoauHamMukoii [8, 12, 13]:

1. Cpennee gaBiaeHUE B JICTOYHOM apTepuu > 15 MM pT. CT.

2. MHJeKC 1er0YHOTr0 COCYUCTOr0 CONPOTHBIeHN <3 e, Byna x M2

3. Cpennuii TpaHCIYJIbBMOHAJIBHBIN IPagUeHT < 6 MM PT. CT.

Cunapom DJiizenmenrepa — HeoOpatumas dopma JIAIT npu OonpmUX HHTpa- U

IKCTpaKapaIuanbHbIX aedekrax ¢ cootHomenuneM Cp/lJIA > cpenmnemy CAJl, compoBoxmaercs
PEBEPCHBHBIM WJIM JBYHAIIPABICHHBIM COpPOCOM Ha YPOBHE INIYHTAa, IIMAHO30M, BTOPUYHOU
KOMIICHCATOPHOH MOJIMIIUTEMHUEH, TUIIOKCEMHUEH U HAPYIICHUSAMHU (YHKIUH MIEYCHH, TIOYCK H JIp.
opranos u cucrem [19].

JlerouHo-runepTeH3HOHHbIIi KPU3 — pE3KOe IMOBBINICHUE JABJICHUS WU COCYIUCTOTO
COIPOTHBIICHUS JIETKUX y 0ONMBHBIX ¢ JII' ¢ BBICOKMM PHUCKOM KapIMOBACKyJIIPHOTO KOJUIarica u

cmeptu [20].

1.2. IMaTtodu3noa0rusi, 3THOJIOIHS M NaToreHe3 3a00JeBaHWUA WJIH COCTOSIHMA

(rpynnel 3a00J1eBaHUH WJIH COCTOSTHHM)

JlerouHasi TUTIEPTEH3HsI — TPyIIa THKETBIX KIMHUYECKUX COCTOSHHMA W 3a00JICBaHHIA,
00BETUHACMBIX OOIIMM MPU3HAKOM: HAJIMYHEM OOCTPYKTHBHOI'O PEMOJICIMPOBAHUS JIETOYHOTO
COCYAHMCTOTO pyclia, B OCHOBE KOTOPOTO — MOP(OIOTUYECKOE U CTPYKTYPHOE MOBpEXKICHUE
JICTOYHBIX COCYJIOB, TIPHUBOJIAIICE K IMOBBINICHUIO JISTOYHOTO COCYIHCTOTO CONPOTHUBIICHHS, H
3aMeUIeHHI0 Tiepdy3un. YBeaudeHue MOCTHArPY3KH M W30BITOYHOE HANpsOKEHUE MHUOKap.a
OPUBOJAT K HAPYIIEHUIO OHOPHEPTeTUKH KAapAHMOMHUOIIUTOB, 3amyckas MeNblid Kackaj
HEHPOrOPMOHATIBHBIX, OMOXUMHUYECKUX M HMMMYHOJIOTMUECKUX PEAKIHA peMOAeTUpOBaAHUS
MIPABOTO JKEIY0YKA C TIOCICAYIONNM TPUCOSAMHCHUEM TPABOXKEITyI0YKOBOM, a B pa3BEePHYTOU
CTaIuH — THKEIIOW OMBEHTPUKYIAPHON HemoctaTouHocTH [8, 9, 21, 22]. CHWKEHHE JCTOYHOM
nepy3un MPUBOAMUT K YXYJIICHHIO TPOIECCOB OKCUTEHAINH, M, KaK CJIE/ICTBUE, THIIOKCEMUHU.
3aMe/ICHHBIN BEHO3HBIH BO3BPAT B COUETAHHWH C HAPYIICHUSIMH pellaKcallid MHOKapJa JIEBOTO

KEIyadodyka H3-3a €TI0 H30BITOYHOIO COaBJICHUA IIPpaBbIM COIIPOBOXOACTCA YMCHBIICHHEM
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CHUCTEMHOI'0 CEpJEYHOro BBIOpOCA M 3aIyCKaeT KacKkajJ MYJbTHCHUCTEMHBIX MATOJIOIMYECKHX
peaKIuii, XapaKkTepHBIX JJIsI XPOHUYECKO runornepdy3nu no 00IbIIOMY KPYTY KpPOBOOOpAIICHHS.
[Tporpeccupyroiasi MpaBOXKETyI0UYKOBasi HEJOCTaTOYHOCTb B COUETAHUU C XPOHUYECKOMN
TUIIOKCEMHEH M CHHIPOMOM MaJlOro CepAEeYHOro BbIOpoca 0OO0YCIaBIMBACT KIMHUYECKYIO
CUMIITOMATHUKY U MOJKET OBbITh IPUUMHOMN IIPEKIEBpEMEHHON rudenu 60sbHOTO [9].

B otnmume oT B3pochbiX OOJBHBIX, y JAeTeil 3a0ojieBaHME MMEET MaTOreHETHYECKHeE,
reMOJIMHAMHUYECKUE U KIMHHYECKHE OCOOCHHOCTH, B OCHOBE KOTOPBIX (hyHIIaMEHTaIbHbIC
OTJIMYUS PacTYILIEro U yke cpopMUPOBAHHOIO OpraHu3Ma. JIerouHslii aHruoreHe3 u OpraHoreHes
HaXOJATCS B CTPOrod B3auMOCBsi3u. JIroOble HapylieHus (OpMHUPOBaHUS, POCTa U Pa3BUTHUSA
JIETOYHOW TKaHW MOTYT COIPOBOXKIATHCS HApyLICHHEM (hOpMUPOBAHUS JETOYHON COCYAMCTOU
CTeHKH. Tarkke W3MEHEHUs CTPYKTYpbl W (YHKIHH JIETOYHBIX COCYJOB HEHU3MEHHO
COIPOBOX/IAFOTCSI IEPUBACKYIIIPHBIMH HAPYIICHUSIMUA CTPYKTYPBI aJIbBEOJISIPHON TKaHH [22].

JIT' y nereil Hepa3pbIBHO CBsi3aHa ¢ MpoOJeMaMu pocTa U Pa3BUTHUS JIETKUX, BKIIOYAst
MHOTOYHCJIEHHbIE IIpEHaTalbHblE M paHHUE IOCTHaTalbHble QakTopel. Pazsutme JII' y
HOBOPOXKJCHHBIX M MJIQJICHLIEB IE€PBBIX MECSLEB HU3HM YacTO CBSI3aHO C HApYLIEHUEM
(YHKLIHMOHAJIBHON U CTPYKTYpPHOW aJlalTalluy JIETOYHOTO0 KPOBOOOPAIIEHUsI BO BpeMs Iepexoja
OT BHYTPUYTPOOHOH KM3HU K 5KU3HU [1OCIIE POXKIEHUs. BpeMs pa3BUTHUS TOBPEXICHHS JIETOYHbIX
COCY/IOB SIBJISIETCS KPUTHYECKUM (PAKTOPOM, OIPENESIONIMM TOCIEAYIOUIYI0 PEAKIHI0
pa3BUBAIOIIErOCs JIETKOIO0 Ha TaKWe HEeOJaronpHsTHbIE CTUMYJIbl KaK T'MIIEPOKCHS, TUIIOKCHS,
o0bEMHasi meperpy3ka M TeMOJMHAMMYECKHH CTpecc, BOCHAIUTENBHOE U ayTOMMMYHHOE
MOBPEXJCHHUE KaK B Mpe-, TaK U MOCTHATAIbHBINA neproj. Takum oOpasoM, uisd (OpMUPOBAHUS
HOPMaJbHOW CTPYKTYpbl JIETKUX, MOJAJIEP’)KaHUsl JOJDKHOTO YpOBHS OOMEHa BEIIeCTB U
razoobmMeHa, oOecreyeHusi CIHOCOOHOCTH MEPEHOCHUTH IMOBBIILIEHHBIE (DU3NUYECKHE HArpy3KH,
TpeOyeTcsl aJleKBaTHBIN aHTHMOTreHe3 Ui (OPMHUPOBAHUS HOPMAIBHOTO JIETOYHOIO COCYMCTOTO
pycia [8].

JII' Mo)XeT BO3HUKAaTh y JETEH C pANOM TIE€HETUYECKMX M XPOMOCOMHBIX aHOMAaJIUi
(tpucomueii 13, 18, 21, curgpomamu CHARGE, TMonanaa, Anxamca—Onuepa, [ypcan, buca,
Kanty, Hu [xopmxu, Hynan, Oonesnpto ¢(on Pexnmurayzena, accoumanumeit VACTERL,
HelipoduOpomarozom | THIa, ayTOUMMYHHBIM MTOJIMAHIOKPUHHBIM CHHAPOMOM, OoJie3Hbto [oe,
TJTUKOTCHO3aMH1, MUTOXOHIPHATBHBIME 3a00neBanusmu u ap.) [9, 20-26]. Cpeau reHeTHUSCKUX
CUHAPOMOB, accouuupoBaHHbix c JII', Haubonee wyacteiM sBisiercs cunapom [layna (CI).
Pacnipoctpanennocts JII' cpequ nereit ¢ CL nocturaer 25%. Kak npasuno, pazsutue JII' npu CJI
UMEET MHOTO(AKTOPHYIO STHOJIOTHIO M BKJIIOYACT TMOPOKU PAa3BUTHUS, TUIOMJIA3UIO JIETKUX,
IuadparManbHble TPbDKH, OOCTPYKTHUBHBIE 3a00JI€BaHMsI JIETKUX, CHHAPOM HOYHOTO AalHod,

MPEIPACTIONOKEHHOCTh K SHAOTENNATbHOW AUCHYHKUINHU, BPOKICHHBIE YKEITYyAO0YHO-KUIIIEYHbIE
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3a0oJieBaHus U YHIOKPUHHBIE HapyleHus. Hanbonee yacTeiM myckoBbIM (hakTopom pazsutus JII'

npu CJ1 sensirorest BIIC [26].

1.2.1. I'pynna 1. Jlerounasi aprepuajbHas THNEPTEH3NSA

Jlerounas  aprepuanbHast runeprensus (JIAI)  sBmsercs omgHo w3 dopm
«TPEKANMUJUIIPHOW»  JITOYHOM  THUIEPTCH3WHM W BKIIOYAET  HM3OJIMPOBaHHBIE  (HOpPMBI
(unuomaTtuyeckyro M HacieAcTBeHHy0) U JIAI, accolMMpoBaHHYIO C CHCTEMHO-JIETOYHBIMU
IIYHTaMH, CHCTEMHBIMHU 3a00JICBaHUSIMU COeTMHHUTENbHON TKanu, BUY nH}pekuue, mopraabHON
THMepTeH3ueH, muctocoMo3oM, JIAT ¢ sSBHBIMH NMpPH3HAKAMU BEHOOKKIIFO3HOHHOW Oose3Hu /
r€MaHTMoOMaTo3a JIETOYHBIX KalWIISPOB, a TAKXe MEPCUCTHUPYIOIIAs JIETOYHAs TUIIEPTEH3HS
HOBOPOKICHHBIX [1, 6, 8, 9, 27, 28]

OcHoBHBIM mposiBieHreM Bcex rpynn JIAD ciyXut jnerouHass BacKyJomaTws, KOTopas
COMPOBOXKAACTCS  THIMYHBIM  MATOMOP(OJIOTHYECKAM  IMATTEPHOM B  BHUAC  CTOWKOU
MAaTOJIOTUYECKON BAa30KOHCTPUKIIMH, KOHIICHTPUUECKOTO PEMOICIMPOBAHUS, BIUIOTh JIO MOJTHON
o0nuTepauu  JIETOYHBIX COCYIOB, (OpMHUpOBaHUEM IUIEKCU(POPMHBIX HU3MEHEHHH U
HPUCOCTMHEHUEM TIEPUBACKYIIAPHBIX BOCTIAINTEIBHBIX peakiuid. [21].

[Taronoruyeckue W3MEHEHUs 3aTPArvBAaOT MPEHMYIIECTBEHHO IUCTAJIbHBIC JIETOYHBIE
aprepun (50-200 um B amaMeTpe) C BOBIICUCHHEM BCEX CIIOCB COCYIMCTOM CTEHKH, BKITIOUas
TUNEPIIa3ui0 WHTUMBI, THIEPTPO(UIO TIAJKUX MBIIIEYHBIX KIETOK, (UOpO3 aABEHTHIIMU C
dbopMUpOBaHHEM TMEPUBACKYJISAPHBIX BOCHAIUTEIBHBIX HWHQOUIBTPATOB H TPOMOOTHYECKHE
MOBPEXICHUS in Situ, 00pa3oBaHUEM  MEXKCOCYJIUCTBIX  aHACTOMO30B  3aMBIKAIOIIETO U
rJIOMyCHOTO TUmoB [21].

[laToreHe3 7eroyHod apTepUaNbHON THMNEPTEH3WHM BKIIOYAET MENbIH  KacKaj
B3aMMOCBSI3aHHBIX MEXMOJICKYJISIPHBIX M KJIETOYHBIX MEXaHH3MOB, HUMEIOMIMI o0mmme ¢
OHKOT'€HE30M MPU3HAKHU:

1. BpoxnaeHHoe WM TPUOOPETCHHOE TOBPEKICHUE OHHAOTEIUS JIETOYHBIX COCYJIOB,
COTMPOBOXAAEMOE HapyIIeHHEeM (QYHKIUH PETYJISIHA COCYAMCTOTO TOHYyCa B BHUIE
HapylleHus ©OanmaHca MEXIy BBIPAOOTKON BazOAMIATHUPYIOIUX (OKCHZI — a30Ta,
BA30MHTECTUHAIBHBIA TENTHUJl, TPOCTAIMKINH) W Ba30KOHCTPKTHUBHBIX BEIIECTB
(dHmotenuH-1, cepoToHMH, TpoMOOkcaH A2) ¢ pa3BUTHEM CTOWKON MaTOJIOTHYECKOM
Ba3oKoHcTpuKImu [21, 27-33].

2.  Hapymenne 4YyBCTBUTEIBHOCTH SHAOTEIMATBHBIX W TJIaJKOMBIIMIEYHBIX KIETOK K
amonTo3y MO/ BO3JCUCTBHEM SHIIOTCHHBIX (PAKTOPOB POCTa, M3OBITOYHOW MPOMYKIIHUH
AQHTHAIMOITO3HBIX MPOTEHMHOB HApylIaeT OalaHC MEXIy KJIETOYHOW mpoiudepauuei u

aronTo3oM. M30sITouHas Hponmpepaunﬂ SHAOTCIHNAJIbPHBIX U TJIAAKOMBIIICYHBIX KJIICTOK
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COIPOBOXKAAETCS HapylUIeHHEM ux HOpMaJIbHOU nuddepeHInanm.

Tpancmuddepenuanys 3TUX KIETOK B ME3CHXMMUJIbHBIE KJIETKH B COYETAHHU C

murpanueit (pudpoOIacTOB aJBEHTULIMU C TPOHUKHOBEHHEM B MEUIO U UHTUMY MEHSIOT

CTPYKTYPY JIETOUHOM cocyaucToi crenku [29-34].

3.  Heoanruorenes ¢ popmupoBanuem vasa vasorum, HEOMHTUMAIBbHON Manb(opMalueil c
MOJTHOM MJIM YaCTHYHOW OKKIo3uel cocynoB menee yem 500—100 pM u BBIKIIOYEHHE
MaJIbIX TPeKANMLISHBIX apTepuit [35-36].

4.  HWmvmyHHas ausperyisiius oOecredrBaeT BOCIAIUTEIBHOE MOBPEKICHUE JHIOTENUS C
aKTUBallMel  MPOBOCHAJIUTENIbHBIX IUTOKMHOB, KOTOpPBIE YCHIIMBAIOT  are3HI0
TPOMOOITMTOB ¥ JISHKOLUTOB, UX CyO’HIOTENHATbHOE IPOHUKHOBEHNE B CTEHKY COCYAa C
pa3sBUTHEM BCEX CTaIuil BOCMAICHUS BIUIOTH 10 oOpa3oBaHus (pUOPO3HON TKaHW H
auMQOUIHBIM Heorenesom [36-37].

5. Hapymenune ¢GyHKIMHM HOHHBIX KaHAJOB TJAJKOMBIIICYHBIX KJIETOK C pa3BUTHEM
HECBOEBPEMEHHOH JENONSIpU3allid  y4acTByeT B (OPMHUPOBAHMM U HOJJEpKAHUU
MaTOJIOTHYECKOM Ba3OKOHCTpHUKIHH [38].

I'pynna JIAT Bkiro4aeT M30JIMPOBAHHBIE, BKIFOUYAs HIMOTIATUYECKYIO U HACIEACTBEHHYIO,
dbopMmbl u accounnpoBanubie popmel JIAT .

Hanonatuueckas JAI (mJIAT') — npexanusuisipHast popma JII' B 0TCYyTCTBHE M3BECTHBIX
WIM TOKa3aHHBIX TPUTTEPHBIX (PaKTOpPOB, accoluupyromumxcs ¢ pazsuruem JIAIL [9].

WNnnonarunyeckas JIAD' sBasercs mpuunnHoit 6onee 50% Bcex crmyuaeB JIAD u sBisiercs
JIMarHO30M MCKIIIOYEHUs, TPeOYIOLero oOIMPHOro TMarHOCTUYECKOTO MOMCKA C UCKIIOUEHUEM
BCEX BO3MOXXHBIX ITYCKOBBIX (paKTOPOB, COCTOSIHUM W 3a00J7€BaHUN, KOTOPhIE MOTJIA OBl OBITH
NPUYMHON pa3BUTHSl W/WIIM OKa3blBaTh CYIIECTBEHHOE BiMsHHE Ha Teuenue JIAL, Brirouas
reHEeTHYECKHE MyTaIlKi U XpOMOCOMHBIE anoManuu [1, 8, 9, 21, 22, 39].

HacnencrBenHnast ierounas aprepuaibHasi runeprensus (HJIAI') — npekanuinspHas
dopma JII' npu Hanmuuuu y O0JILHOTO JIBYX U O0JIee YJICHOB CEMbH C MOATBEPKACHHBIM JTUArHO30M
JIAT' wiu BbISIBIEHHH Y OOJBHOIO TEHETHYECKOW MYTallMd HIJIM XPOMOCOMHOHM aHOMalWu,
acconuupyromeiics ¢ JIAT [1, 8, 9, 21, 22, 39].

VY 70% cny4aeB cemeiinbix ¢opm u 'y 40% cnopanunueckux ciaydaeB WJIAI' y B3pocibix
60mbHBIX Uy 50% 1 10%, COOTBETCTBEHHO, NEANATPUUECKHUX MMALMEHTOB BBISIBISIIOTCS MyTallUU
B reie BMPR2, xomupyromero penentop tmma |l k mpoTremHy KOcTHOTO MOpdoreHesa,
OTHOCSIIETOCs K ceMeicTBy TpaHchopmupyroiiero dakropa pocra 6era (TGF-p) [40, 41]. [ns
JTAHHOTO BHUJa MyTaIlMil XapaKkTepeH ayTOCOMHO-IOMUHAHTHBINA THUIT Hacje10BaHus ¢ Hu3kou (10-
20%) nieHeTpaHTHOCTHIO reHa. B Hacrosiee Bpems onrcansl 6ostee 300 MyTanuii B 5ToM rese. B

TeHIEPHON CTPYKTYpe MyTallMii B TaHHOM T'eHe npeo0ianatT MyK4uHbI (10 78%). [lopaxkeHHbIE
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myTarueit B rene BMPR2, kak mpaBuiio, MoJioxe, 1 IMEIOT 00Jiee TSKEI0e KIMHUYECKOe TCUCHNE
u nporuos [40, 41].

Bropoii ocHoBHOUM MyTaruel, BeisiBisiemon y 7,7% neteit ¢ uJIAT u 8% nereit ¢ HJIAT,
saBisieTcs: myTtanus B reHe TBX4, mambonee xapaktepnas i JIAID, manudectupyromeil B
nerckoM Bospacte. ['en TBX4, pacronoxeHHbIi Ha 17 XpoMOcoMe SIBJISIETCS] YICHOM CeMelcTBa
reHoB T-box, y4acTBYIOIINX B KOJUPOBAHUU (DAKTOPOB TPAHCKPHIIIIMH, KOTOPBIC UTPAIOT BAXKHYIO
POJIb B AMOpHOreHe3e, 0COOCHHO B Pa3BUTHUU U OPTraHOTE€HE3¢ JIETKUX M HIDKHUX KOHEUHOCTEH [42,
43]. Myranuu TBX4 y manuentoB ¢ JIAI' (heHOTHIIMYECKH MOTYT HPOSBIATHCA aHOMAIUSIMH
CKeJieTa, C pa3BUTHEM OOJIE3HH B IIMPOKOM BO3PACTHOM JMANa3oHEe — OT POXKICHUS 0
CTapyeckoro Bo3pacTa. KmmHMyeckoe TedeHHe, Kak MpaBWio, TSHKENTOE, 00yCIOBICHO
napeHXUMATO3HBIMH 3a00JICBAHUSAMH JIETKHX U JICTOUHOU THuriepTensucii [42, 43].

Myrtanuu de novo B HECKOJIBKUX I'eHaX MOTYT 00bACHUTH 110 19% nenuatpuyeckoii JIAI u
00yCIIOBJIEHbI 0oJiee pEeAKUMH TeHETUYECKMMHU BapUaHTaMH — B HMX YHUCIE JPYTUe TeHbI
curHanbHoro mytd TGF-B/BMP, reHpl HaclIeICTBEHHOH TeMOpparndeckod TeJIeaHTHIKTa3uu
(HHT), reumt aktuBuHa A penentopa Il tuma 1 (ACVRL1) u »supornmHa (ENG),
sykapuoTudeckoro Qakropa wunuimanuu tpancusaiun (EIF2AK4), accoumupoBaHHOro ¢
JITOYHOM  BEHOOKKJIIO3MOHHOW  OOJIE3HBIO/JIETOYHBIM  KallWUIAPHBIM  T€MaHTHOMAaTO30M,
kaBeosuH-1 (CAV1), reHsl, KOAUPYIOUIME PELENTOPhl KaIMEBBIX KAHAIOB TIJIaJIKO-MBIIICYHBIX
kietok (KCNK3, KCNAD), uien noacemericta ATD-cBs3piBaromux kaccer 8 (ABCC8) [40-43].

JIAT', accouunpoBaHHasi ¢ NPUEMOM JIEKAPCTBEHHBIX CPEICTB WM TOKCHYECKHM
BO3/1eHCTBHEM

Pa3zButne JIAI' MoxeT OBITH CIPOBOIMPOBAHO MPUEMOM LIEIOrO Psia JEKAPCTBEHHBIX
MpernapaToB WM OBITh BBI3BAHO TOKCHYECKHM BO3JICHCTBHEM, CIUCOK KOTOPBIX TPHUBEICH B
tabmuie 1 [1]. B orcytcTBre renetnueckoit npeapacmnonoxkennoctd JIAIL, acconmupoBaHHas ¢
JIEKapCTBEHHBIM BO3CHCTBHEM, MOKET OBITh OOpaTHMa MpU OTMEHE Mpernapara, SBUBIIETOCs

tpurrepom [43, 44].
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Tabdauma 1. Comcok JEeKapCTBEHHBIX IPENapaToB M TOKCHHOB, PAaCIpEACIICHHBIX B

3aBUCHMOCTH OT CTETICHH PUCKA Pa3BUTHUS JISTOYHOM apTepualibHOM runepren3uu [1, 6]

OnpenesieHHbIH PUCK BeposiTHblii puck

AMUHOpPEKC AJIKUIMpyIOIKEe CpesicTBa

bendmyopekc AmderamMuHbI

Kapdumzomuod beBaruzymab

Jlazatuan6 boprezomud

JNexchendaypamun bocyTunun6

dendirypamMux Kokaun

MertamperaMHuHBI Huazoxcun

Mutomuniun C [TpoTuBOBUPYCHBIE CPENICTBA IPSIMOTO

TokcuuHoe parcoBoe mMacio JeicTBUS NpoTUB BUpyca renatuta C
(codocoyBup)

Indigo naturalis (kuTaiickas TpaBa L{unmait)
HNutepdepon-a u -

Jledmynomu

|-tpunrodan

OeHWIPONaHOIaMUH

[Tonatunu6

PactBopuTenu (TpUXIOPITUIIEH)

TpaBa 3Bep0o00si TPOABIPSBICHHOTO

Ilon

TEPMUHOM  accoyuuposannvie  opmor  JIAI'  (aJIAI) noapasymeBarOT

npexkamuuisipayo opmy JII' ¢ noka3aHHBIM TPUITEPHBIM (DAaKTOPOM, aCCOLMMPYIOLIUMCS C

pazsutus JIAT u Brirouaromnryto [1, 6, 8]:

1.

BIIC (mpocTtble mpe- U  MNOCTTPUKYCHUAANbHBIE Je(PEKTBl €  HUCXOJTHO
apTEPUOBEHO3HBIM COPOCOM);

ayTOMMMYHHBIE 3a00JeBaHUsI (CHCTEMHBIC) 3a00JIEBAHHS COCTUHHUTEIBHON TKaHH:
CUCTEMHAasl  CKJEepOJAepMHsl, CHUCTEMHass  KpacHas  BOJIYaHKA, HEKOTOphIE
ayTOBOCHAJIUTENIbHBIE CHHJIPOMBI — MOHOT'€HHas uHTepdepononatus | Tuna,
CHHIPOM  IpPHOOPETEHHOr0 HMMMYyHOJeQHUIUTAa TpPHU  3apaXEHUH BHPYCOM
uMMyHo iepuImTa yenoseka (B1Y);

MOPTAIbHYIO THIIEPTEH3UIO;

napa3uTapHble 3a00JIeBaHMS (IIHCTOCOMO3).
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Bce rpynmbl accouMMpoBaHHBIX ()OPM CTPOrO pa3iHyaloTCi MO 3THOJIOTMYECKUM
npu3HaKaM, BKIIOYas (PaKTOPhI, 3allyCKAIONIME MEXaHW3M pPAa3BUTHS BACKYJOMATUU, HO
naToOMOP(OJIOTUYECKHE TMPU3HAKK  PEMOJCITUPOBAHUS  JICTOYHBIX COCYIOB  HJICHTUYHBI
u3oupoBaHHbIM Gopmam JIAT, X0Ts pa3inyus B CTENIEHHU BHIPAKEHHOCTH HEKOTOPBIX MMaTTEPHOB
BO3MOXKHBI [21]. OCOOEHHOCTBIO aCCOIMUPOBAHHBIX (OPM SBISIETCA HX pa3BUTHE Ha (OHE
Ipepacoiaraonero 3a0ojaeBaHus, KIMHHYECKUE MPOSBICHUS KOTOPOTO «MAaCKHUPYIOT»
nposiBiieHUs: accoruupoBaHHoi JIAI', koTopast BcieacTBUE ATOrO AUATHOCTUPYETCS MO3XKE, YTO
cHIkaeT 3¢ (HEeKTUBHOCTH JIeYeHHsI OOJIbHBIX U YXY/IIAET UX MPOTHO3.

JIAT', accomunpoBannas ¢ BIIC

BIIC, remomumnaMuka KOTOPBIX MOXET OCHOKHUThCS JII', SIBIAIOTCS TreTeporeHHOMN
TPYIION, KyJa BXOJSAT U MPOCTHIE U30JIMPOBAHHBIC JEPEKTHI C apTEPUOBCHO3HBIM COPOCOM, U
cinoxHble, komOuHupoBanHbie BIIC, BpoxkieHHbIe aHOMAINH, CBSI3aHHBIE C HAPYILICHUSAMU TyTel
MIPUTOKA U OTTOKA JIEBOTO JKEJTY104Ka, a TAKXKE BPOXKIACHHBIE CTEHO3bI JIETOUHbIX apTepuil u BIIC
¢ cermenrtapuoit JII' [19, 39, 45, 46].

B nacrosimiee Bpemst k JIAT, acconnnpoBanHoii ¢ BIIC, 0OTHOCST TOJNBKO IPOCTHIE 1eEKTHI
C apTEepUOBEHO3HBIM COPOCOM Ha YPOBHE MEPErOpoJOK Cepllla WM apTepHallbHOM YPOBHE.
Passutue JIAI' B taHHOI rpyIine 3aBUCUT OT paciofiokeHus nedexra (MpeTpuKyCruaaabHbIN 1IN
MOCTTPUKYCIUJAAIIBHBIA  YPOBEHB), pa3Mepa, TUIa WIM HUX KOMOMHaAnuu. B ocHOBe
AHATOMHUYECKOTO pa3JieJIeHUus] — CYIIECTBEHHBbIC pa3Myusi B TEeMOJMHAMUKE TIOPOKOB C
apTepHUOBEHO3HBIM COPOCOM MEXKIYy KamepaMu cepilla ¢ HU3KUM WM C BBICOKUM JIaBIIEHUEM
COOTBETCTBEHHO, ONPEECIAIOIINE TEMIbI pPa3BUTHE JIETOYHOM BACKyJIONATUU U CPOKHU
JOCTH)KEHUST HeoOpaTUMo# cramuu 3aboneBanust [19, 39, 45, 46]. Hannumne wncxomaHo
apTEepUOBEHO3HOTO IIyHTa 00ECIEUMBACT JOMOJHUTEIBHBIM 00BEM, TOCTYMAOIMINUNA B TpaBbie
KaMepbl cepala M, COOTBETCTBEHHO, YBETHMYMBAeT OOBEM BBIOpOCAa B JIETOYHYIO apTEpHIO.
I'uneposemMust majnoro kpyra kpoBooOpaierus (MKK) sBisercs myckoBbIM (hakTopoM,
3aImyCKaIoIMM TIPOIIECC KOHIIEHTPUYECKOTO PEMOJICTUPOBAHKE JIETOYHBIX apTepUil U apTepPHOII.
CyxeHre MpoCBeTa U CHIKCHHE TOJATIUBOCTH JIETOYHOTO COCYIMCTOTO PyCJia YBEIWYHBAET
aero4Hoe cocynucroe conporunienue (JICC) u moctHarpy3Kky Ha npasblii skemynodek [19, 39, 45,
40].

Ilpempuxycnuoanvhvie degekmul ¢ ApTEPUOBEHO3HBIM COPOCOM MEXITYy KaMepaMu HIIH
cocyZlaMH ¢ HM3KUM TPAJIMEHTOM JaBJICHUS MPUBOJAT JUlIb K 00bEMHON neperpyzke MKK Ge3
HEME]ICHHOTO WJTU CPETHECPOYHOTO MOBBIIICHHUS TaBJICHUS B JIeTOYHOM aprepuu [45-47]. K Hum
OTHOCSIT YaCTUYHBIA aHOMAIIbHBIN ApeHax yerouyHbsix BeH ¢ JIMIIII unu 6e3 Hero, TOTanbHBIN
aHOMaJIbHBIN JipeHax jerounbix BeH ¢ JIMIIII, Bce Buapl JAMIIII. B orcyTcTBUE reHEeTHYECKOM

npeapacnonoxkeHHoctu  paszputue JIAIT mMoker Hauvatbesi 1mocie  3-4  ecATUIIETHS
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xu3au. Cunapom Ditzeamenrepa (CD) BetpevaeTcs ToIbK0 y 2% B3pocibix maiuentos [19]. [pu
BeisiBiieHHH JIAD' B 1eTCKOM BO3pacTe HEOOXOAMMO HCKIIIOYUTH JIPYTHE IyCKOBBIE (aKTOpHI U
HACJICICTBEHHBIN XapakTep 3a00JIeBaHMUS.

I'eMoiuHaAMMKa IPU HOCMMPUKYCRUOATbHBIX OeeKmax UMEeT CYIIeCTBEHHOE OTIMYHUE OT
IPETPUKYCIHMIAIBHBIX, IOCKOJIBKY HAJIMYUE apTePHOBEHO3HOI'0 cOpoca Ha YPOBHE JKEJy10YKOB
ABJIIETCS IPUUMHON HE TOJIBKO yBEJIMYEHMsI cepieuHoro BeiOpoca ¢ runepmonemueit MKK, Ho u
BBI3bIBAET NIEPErPY3KY 3HAUUTEIbHBIM I'PAJAUEHTOM JaBICHUEM, BO3HUKAIOLIUM MEXAY KaMepaMu
WITH COCYJIaMU C BBICOKMM U HU3KHM JJaBJICHHEM COOTBETCTBEHHO [45-47]. Dra rpymma BKIOYaeT
JAMIXII, OTKpBITBI apTEepHAIBbHBIA MPOTOK, JAEPEKT aopPTO-JIETOYHOM meperopoakud. B
3aBUCUMOCTH OT pa3MepoB aedexta JIAD' pazBuBaercst 1100 BHYTpUYTpPOOHO, JTMOO B INEpBbIE
TOJIbl JKU3HU.

Pa3zmMep nocTTpukycnaaabHOro aedexkra NpuHATO COOTHOCUTH C TUaMeTpoM aopTel. Ecin
HEPBBI paBeH AUMaMeTpy aopThl WK Ooiiee, ero Ae(eKT ONpenesIseTcs Kak « HepEeCTPUKTUBHBIN,
TO €CTh HE CIIOCOOHBIN OrpaHUYUTD M1aTOJIOTUYECKUI COPOC KPOBU U3 JIEBBIX KaMep cepaua; npu
MEHBIIIHX, TI0 CPABHEHHIO C a0PTOM pazMepax — KaK «peCTPUKTUBHBINY [45-47].

ApTepHOBEHO3HBIM cOPOC Ha MOCTTPUKYCIYAUAIBHOM YPOBHE € OOJBIIUM I'pajiie€HTOM
JTABJICHUS YCKOPsIET pa3BUTHUE JIETOYHOM BACKYJIONATUH € OBICTPBIM JocTixkeHueM ypoBHs JICC
paBHoro wiu npessimatoiero [ICC ¢ popmupoBaHreM ByHanpaBI€HHOTO WM MPaBO-JIEBOTO
copoca. Cunapom OizeHmeHrepa — Tspkenoe ocioxkHenue BIIC ¢ 6ompmmm, HCXOAHO
apTEepPUOBEHO3HBIM COPOCOM, COMPOBOXKIAIOLIEECS MYJIbTUCHUCTEMHBIM MOPAXXEHHUEM, BKIOYast
[IMaHO3 B IIOKOE€, YCWJIMBAIOLIUICS MIPU HArpy3Ke, BTOPUYHYIO K TMIIOKCEMUU MOJIMLUTEMUIO U
CBsI3aHHbIE C HEWM HapyLIEHUs KOaryJsluu, JIETOYHbIE U CUCTEMHbIE TPOMOO3bI, apajoKcaIbHbIe
AMOOJIMH, JIETOYHBbIE KPOBOTEUEHHUS, OCTEOApTPONATUHU M CKOJINO3, CHUMITOMBI IOJAArphl C
THIICPYPUKEMHUEH, XOJIeIUTHA30M, HapylieHneM GyHKImu moyek [19, 45, 49-51].

Tsoxects JIAT-BIIC onpepenstoT mo KoMOMHAnMM (akTOpOB, BKJIKOYas COOTHOIIEHUE

JUTIA x A1, cootnomenne JICC k TICC, 06béM cOpoca (Tadi. 2).

18



Tabauuma 2. TI'emommnamuueckas imaccudukanus JIAI mpu BIIC ¢ pedexramm

neperopoiok cepama [48]

I'emogunamuueckas | IJIA, % ot JICC/TICC, % ApTepHOBeHO3HbII
rpynna JIAT cucreMHOro AJl cOpoc kpoBH, %
1A Menee 30% Hopma Menee 30%
1b Menee 30% Hopma bonee 30%
2 30-70% Hopwma wim B cpennem 50-60%
HECKOJIBKO
MOBBILIEHO
3A bonee 70% Menee 60% bonee 40%
3b Boinee 70% Boinee 60% Menee 40%
4 100% u Gounee 100% u Ooinee BenoaprepuaibHblit
copoc

B ortnnuue ot apyrux rpynn JIAT, JIAI'-BIIC yHukanbHa, IOCKONBbKY OHA TAKKE UMEET
paHHIO0 (ha3y, Ipu KOTOPOH cpejiHee JaBiIeHUE B JIETOYHOM aprepuu noseimeHo, Ho JICC eme
HOPMaJIbHO, OTCYTCTBYIOT IIPU3HAKH apTEPUONIATHH, 1 CBOEBPEMEHHOE 3aKphITHE Ae(heKTa MOXKET
NpEelOTBPAaTUTh €€ pa3BUTHE. B cioyyae HayanbHBIX TMPOSIBICHUN apTEpUOINaTUH, INpU
He3HaunTenbHoM moBbiieHuu JICC u oOpatumoctu JII' cBoeBpeMeHHass M aJeKBaTHas
olepaTuBHAs KOPPEKIHMs IMPeJOoTBPaTUT €€ JajlbHeillee MporpeccupoBaHUe 10 HeoOpaTUMOM
CTaJu, HOPMAIMU3YEeT JIETOYHYI0 T'€MOJMHAMHKY U MOP(OJIOTHIO COCYAOB, T. €. MPHUBEIET K
u3neueHnto 3aboneBanust [49-50]. HanmporuB, 3akpbiTHe aedexTa IMocie HACTYIJICHHS
HeoOpatumon ¢assl JIAIT MOXKeT yCKOpUTH MPOrpecCHpOBaHUE 3a00JICBaHUS U 3HAYUTEIIHHO
yXYIIUTh MporHo3 [46-49]. B psne ciyuaeB JIAT BoisiBisieTcs npu Jgedekrax, pacronoxKeHne u
pasMepbpl KOTOpPBIX HE MOTYT ObITh OCHOBHOW mnpuuuHOi JIAI, a sBistoTcs nuib (OHOM
3a0oneBanus, Mporuo3 kotoporo uaeHtuueH WJIAI. Pexe JIAI' coxpansercs cpaszy mocie
xoppekiun BIIC wim penuauBupyeT CIycTsl MecCSbl WM TOAbl MOcie He€ MpU OTCYTCTBUU
3HAYMMBbIX TIOCIIEONEPAIIMOHHBIX HAPYILIEHUH reMOIMHaMUKU. B CBSA3U ¢ yeM BbIIEISAIOT 4 rpy bl
JIAT-BIIC, pa3nuyHbIX MO MaTo(pHU3UOIOIMYECKUM TMPU3HAKAM, MPOTHO3Y M TAKTUKE BEJICHHS
(tabn. 3). Kpurepun onepabenbHoctu u HeonepadbenbHocTH BIIC, ocnoxuenHsix JII' Bcé emé

OCTAIOTCS TUCKYTaA0ETHbHBIMH.
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Ta6auna 3. Knuandeckas kiaaccudukaius JIAT, accormuposannoii ¢ BIIC y nereii [45,

46]

1. Cunzpom bonpmve uHTpa- M 3KcTpakapAuaibHble NE(QEKTbl C HUCXOAHBIM

Oli3eHMeHrepa CUCTEMHO-JIETOYHBIM copocom KpOBH, JaJIbHEUITNM
nporpeccupytoum nosbimennem JICC u peBepcueit cOpoca B
JIETOYHO-CUCTEMHBIM WM JABYHAIIPaBICHHBIA; [IMAaHO3, BTOPUYHBIN
SPUTPOLIUTO3, OOBIYHO UMEIOTCS [TOJUOPTraHHbIE HAPYIIEHUS

2. JIAT, 2.1. OnepabenbHas

aCCOLIMMPOBAHHAsA C
IIPEUMYILIECTBEHHO
CUCTEMHO-JIETOYHBIM

copocom

2.2. HeonepaGenbHas
Cpennue u 6onpime aedexrsr; JICC He3HAYUTETHHO HITH YMEPEHHO
HOBBIIICHO; TPE00IagaeT CUCTEMHO-JIETOYHBIH CcOpOC  KpOBH;

OHrMaHOo3a B IIOKOC HET

3. JIAT nipu maisix/

Bripaxkxennoe moseimenne JICC npu Haawmuuu Maibix Je(eKTOB,

COIIyTCTBYIOIIAX KOTOpBIE caMH 1o cebe He MOoryT mpuBecTH K mnoBbimenuo JICC;

nedexrax KJIMHUYECKasi KapTMHAa OYeHb cXoxka ¢ wuauonaruueckon JIALL
3akpeITue 1e(heKTOB IPOTUBOIIOKA3aHO

4. JIAT nocine BIIC xoppuruposan, Ho JIAI' coxpansiercs cpa3y nocjie KOppeKIHu

koppekuu BIIC WM PEUUIUBUPYET CIIyCTs MeECSUbl WIM TOABl MOCJIE HEE IpHU
OTCYTCTBUM  3HAYMMBIX  IIOCJIICONEPALlMOHHBIX  HapyLICHUU
reMOJIMHAMUKH

JlaHHBIE O pacHpOCTpaHEHHOCTH M3BecTHhIX MyTanuil npu JIAI'-BIIC nporuBopeuussl,
MOCKOJIBKY B HECKOJBKHX HCCIEIOBaHMIX MyTalMM, accoluupoBaHHble ¢ JIAI, He Obun
oOHapy’KeHbl, B TO BpeMs Kak JIpyrue ucciefoBaTenu uiaeHTtuduipponanu mytauun BMPR2 y
nanuentoB ¢ JIAI-BIIC [11, 14]. Heckonbko BapuantoB myTauuii rene SOX17 omnwmcaHbl y

nereii ¢ JIAT-BIIC [39-41, 52].

JIAT', accounupoBaHHasi ¢ NIOPTATbHON r'HNepTeH3Hel

JIAI', accouuupoBaHHas C TOPTAJIBbHOM THUIIEPTEH3UEN WM TOPTOITYJIEMOHAJIbHAS
runeprensus (IIIIIY) sBnseTcss TsOKEIBIM, >KU3HEYTPOXKAIOMIMM OCJIOKHEHHEM IMOpPTaIbHON
THIIEPTeH3UH W/WiIM TIOpTOKaBaibHOro ImyHTHpoBaHus [53-55]. CornmacHo ompenenenuio BO3
kputepueM IIIII" sBngerca omHoBpemeHHoe Hanmuuue JIAIT u mopranbHOW T'MIEPTEH3UU.
XpoHuueckue 3a00JeBaHUs TEYEHH, COMPOBOXKIAIOIIMECS IMOBBIIIEHUEM BHYTPHIIEYEHOUHOTO
COCYAMCTOTO CONPOTHUBIICHUSA, NPUBOAAT K YBEJIWYCHHUIO JABJICHHS B MOPTAJIbHOW CHCTEME U
IOCTENIEHHOMY  (hOPMHUPOBAHMIO BHEIICYCHOYHBIX

BHYTpU- WU MOPTO-CUCTEMHBIX
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KOJJTaTEPaIbHBIX COCYOB U IIIYHTOB, OCHOBHBIM MaTO(MU3UOIOIHUECKUM MOCIEICTBUEM KOTOPBIX
ABJIIETCS IIYHTUPOBAHUE IMOPTO-ME3EHTEPUAIbHOW KpPOBU B JIETOYHBIH, a 3aT€M CHUCTEMHBIN
KpoBOTOK [54] KnaccuyeckuM KpuUTepueM MMOCTAHOBKH JUArHo3a MmopromysibMoHambHOU JIAT
(TIII") siBiIsieTCsT cOouYeTaHHWE MPU3HAKOB IMOPTAIBHOM TMIIEPTEH3UH M Ipekamwuisipaoi JII
[53]. Ilaromopdonorus neroudsix cocymoB, Habmogaemas npu I, uaearnuna uJIAI. Bo
B3pocioit nomyssinuu [T pazsuBaercs y 1,1-6,3% nmanueHToB ¢ NOpTaIbHOM TUIIEPTEH3UEH, B
OOJIBIIMHCTBE CITydaeB OOYCJIOBJICHHOM LHMPPO30OM IEUEHH, XOTS HEIUPPOTUYECKHE MPUUUHBI
[III', BxiarO4ast TpomMOO3 BOPOTHOM BEHBI, TPaHYJIEMAaTO3HYIO OOJIe3Hb, ayTOMMMYyHHbIE
3a00JieBaHus, JIEKaPCTBEHHbIE peaKIiK, MHPeKuH (Takue Kak renaTuT C) BO3MOXKHBI. Y jaerei
npeo0iaasaloT HEMUPPOTHUECKUE MPUYMHBI Ha (OHE BPOXKACHHOW Maab(pOpMaluu COCYIO0B
NICUCHHU WJIM aHOMAJIUH, MIOPOKOB JKeTueBbIBOAANMX myTed [54-57]. W3 Hux Hambosee dyactoi
dopmoit IIII" y nereit sBnsiercss JIAL, acconuupoBaHHas C BPOKICHHBIM MOPTOKABAIBHBIM
uryntupoBanueM (JIAI-BIIKII). KunroueBbiv oTimmuuem JIAT-BIIKIL, ot Tunwmuwnoit I
ABJIIETCS. HAJIM4YUE BPOKIEHHOIO IMOPTOCUCTEMHOIO LUIYHTUPOBAHUSA B OTCYTCTBHE IEPBUYHOIO
3a00JIeBaHUs NEYEHHU, MPU 3TOM IIOKA3aTEIM JaBJICHUS B IOPTAJIBHOM CUCTEME MOTYT OBITH
HOpMabHBIMU [54]. B ocHOBe 3a00neBaHusl — BPOKICHHAS] COCYIUCTasi aHOMAJUSI MOPTaIbHON
CUCTEeMBbI, MPUBOAAIIAS K (HOPMHPOBAHMIO AHATOMHYECKOTO COOOIICHHSI C MaTOJIOTHMYECKUM
YaCTUYHBIM WJIH MOJIHBIM IIYHTUPOBAHUEM MOPTO-ME3EHTEPUATILHON BEHO3HON KPOBU B CUCTEMY
HWOKHEH 100N BEHbl, MHMHYS (PU3MOJOTMYECKHI TI€UEHOUHBIM KIMPEHC, B OTCYTCTBHE
MEPBUYHOTO 3a00seBanus nedyeHu. B cBs3u ¢ atuM, kpurepusimu [N mpeqnoxkeHo cuutaTh He
couetanne JIAI' u mopTampHON TrHUNEpPTEH3UM, a codeTraHue npekamwuisapHon JIIT u
MOPTOCUCTEMHOTO ITYHTUPOBAHHUS (BPOKIEHHOTO WM TPUOOPETEHHOTO, B T. Y. XUPYPTUYECKOTO)
[54-58]. KitoueBsiM mnaTodusmonorudeckum ¢akropom BIIKII sBnsiercss apeHax mopTo-
ME3EHTEepHaIbHOW BEHO3HOM KpOBM, COJEp:KALed HHAOTeHHbIE NPOIYKTHl MeTabonu3Ma,
Ba30aKTUHBIE TOKCHHBI, aJlIepreHbl, abCcoOpOMpOBaHHBIE KENyJIOYHO-KUIIEYHBIM TPAKTOM,
KOTOpBIE, HE TIOJIBEPrasich GU3NOIOTMYECKON HHAKTUBALIUY U METab0IN3MY B II€YEHH, HAIPAMYIO
MOCTYNAIOT C MpaBble KaMephbl Cep/lla, Jlajlee B JErOYHbIM, a 3aTeM B CUCTEMHBIA KPOBOTOK, YTO
BBI3BIBACT TSHKEJIbIC MYJIbTUCHCTEMHBIE aToduznoiornyeckue peaxkiuu [54, 58]. Ilo cpaBHeHUIO
¢ uauonarnueckol JIAI' maumentsr ¢ IIIIIT umeroT Xynuryro BbDKMBaeMoCTb. IIporHos, kak
MpaBUJI0, KpaliHe HeOIaroNpHUATHBIN: 3a00JIEBaHUE OTINYACTCS BBICOKON M OBICTPOM JIETATBHOCTD
[57-60]. Puck cmeptu Gosiee yem B TpH pasa Beiie, yeM y maruentoB ¢ wJIAT [53, 56, 60].
[IaTuneTHsast BBDKMBAEMOCTh MHTAKTHBIX B3pociibiX nanuenToB ¢ [T coctaBasier Bcero 14,2%
[58]. V nereit nmutensuble HaOmoaeHus [T, Bratouas JIAT-BITKIII orpannyeHb! OMUCaHUSIMEI

HECKOJIbKUX CITy4aeB, TJe 3-JIETHsIS JIETATbHOCTh cocTaBmia 6% [54- 59].
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Heckonbko nonaknaccoB JIAI' cBsi3aHbl ¢ BOCTIAIMTEIBHBIM U UMMYHHBIM TTOBPEXKICHUEM,
Bkitouasi JIAT, accoluupoBaHHYyIO ¢ 3a00JCBAaHUSAMHU COCIUHUTEIHLHOW TKAaHH, MIHCTOCOMO30M,

BUY-undexmmeii.

JIAT', acconunpoBaHHas ¢ 3200J1eBaHUSIMH coeTuHUTENbHON TKkaHu (JIAT'-3CT)

Jlerounast aprepuanbHas THUNEPTCH3Ms SBISETCS TSOKEIBIM M 4YacTo (paTanbHBIM
OCJIOKHEHHEM pa3INuHbIX 3a0oneBanuii coequHuTenbHoi Tkanu (3CT), TakuxX Kak CUCTEMHBIH
CKJIEpO3, CMEIIaHHOE 3a00JieBaHWE COCAMHHUTEIBbHOM TKAaHW M CHUCTEMHAas KpacHas BOJYaHKa
[61]. ITo cpaBuenmio ¢ wJIAT, JIAT'-3CT, uMeeT yHHKaabHBIC KIMHHYECKUEC XapaKTCPUCTHKH,
Takue Kak 0osiee HEeOIaronpusTHBIA MIPOrHO3, BO3MOXKHOE COUYETAaHHOE MOPAKEHUE apTEPUOIT U
BEH, BOBJICYEHHE B CUCTEMHBIN IPOLIECC CEPLA, JIEIKHX, II0YEK, TPOMOOTHYECKHE OCI0KHEHHH,
CBSI3aHHBIN C BACKYJIUTOM H/HJIH TPOMOO(UIIHEH 1 TO3UTHBHBIN OTBET HA UMMYyHOCYyTIpeccuio [61-
64].

[TaTomopdonoruyeckue ucciaenoBaHus noka3anu oTanyus Backyjonaruu npu JIAT-3CT,
10 CpaBHEHUIO ¢ JeroyHoit aprepuonatueit mpu uJIAI. 'V 75% manuentos ¢ 3CT-JIAIL B nenom
uy 100% 6onbubIx JIAI Ha poHE cucTeMHOTO CKIIepo3a, HabII0JaN0Ch HE TOIBKO 00CTPYKTUBHOE
peMoieIupoBaHue apTepuo, 00yCIIOBIEHHOE ayTOUMMYHHbBIM BOCHAJIUTEIbHBIM
MOBPEXICHUEM, HO U PEMOJIETTMPOBAHUE BEHO3HOM CUCTEMBI JIETKUX, HE HaOmogaemoe ipu uJIAT
[61-64]. V yacTu 60BbHBIX BepUBUIIMPOBAHBI TPU3HAKK BEHOOKKIFO3HOHHOM OOJIe3HHU.

N3menenna wmuokapna npu JIAI-3CT ornmuarorcs ot apyrux BapuaHToB JIAT
(dbopMHpOBaHHEM HE TOJIBKO BTOPUYHOI'O PEMOJECIMPOBAHMS MHOKapAa MPaBOro KelyJo4yKa B
orBeT Ha noseiieHue JICC, HO U PUCKOM Pa3BUTHSI MEPBUYHOIO MOPAKEHUSI MHUOKapJa 000HuX
JKEIIyJA0YKOB, OOYCJIOBJIIEHHBIM TEUEHHE CHCTEMHOIO Ipolecca C OTJIOKEHHWEM KOJlareHa u
nocneayrmumMn GuOpPO3HbIME M3MEHEHHsIMH MuoKapaa [65]. B atom ciyuae crpyKTypHbIC
U3MEHEHHs MHOKAap/1a JIEBOTO JKEITy10UKa MOTYT ObITh IPUYMHOMN pa3BUTHS TUACTOJINYECKOM, a B
MOCIEAYIOIIEM CUCTOJIIMYECKON AUCPYHKIIMM MHOKapAa U MPUCOECTUHEHHS MOCTKAMUIUIIPHOTO
komrnonenta JII' ¢ popmupoBanuemM KOMOMHUPOBAHHOM Mpe- U nocTkanmuisipHoi JII'.

VY GompHBIX ¢ guddysHoi ¢dopmoii cuctemHoro ckiepoza JIIT wacto oOycrmoBieHa
MHTEPCTULMAIBHBIM MTOPa’KEHUEM JIETKUX, TOTJa KaK Y MAllMeHTOB C €ro OrpaHndYeHHoM hopMoii
JIT' popmupyeTcst BCISACTBUE MOPAXKEHUS COCYI0B JETKUX [64].

VY nereil kiuHu4eckue nposiBieHus TsxkéEnon JIAIT yacto mpenmecTByroT AMArHOCTUKE
3CT B ciydasix O0€CCHMINTOMHOTO TEUEHHs] WM MPU MUHUMAIbHON BBIPAKEHHOCTH KIMHHKH.
Torna nuarHoctTruka 3a00J€BaHUsl CTPOUTCS HA OCHOBAHUU JTAOOPATOPHBIX AAHHBIX, YTO JIETAeT
00s13aTebHBIM TIpoBeieHre ckpuHuHTra Ha 3CT mpu nmepBuyHOM 0b6cnenoBanuu 6osbHOTO C JIT

OTtpunatenbHbie MapKepbl UMMYHOJIOTHYECKOW TAaHEIH TIPH W30JUpoBaHHBIX Gopmax JIAIL He
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UCKII04aroT nuarHo3 aJIAl, pekomennyercs peryispHas OBTOPHAs UX OLEHKA B JUHAMUKE JJIS
paHHEH JUAarHOCTHKH ayTOMMMYHHBIX 3a00JI€BaHUN, TOCKOJIBKY HMMYHOCYIIPECCHUBHAS TEPAIUs
yIIydlIaeT TeYeHHe OCHOBHOTO 3abosieBanus, a B codetanuu ¢ JIAI -crienmduueckoil Tepanuei

ONTUMHU3UPYET POrHo3 601BHOrO [65-67].

JIAT', accouunpoBanHasi ¢ mucrocomo3om (LI-JIAT)

[IncTOoCOMO3 — 3TO IHIEMHUECKOE, OCTPOE UM XPOHUYECKOE Tapa3uTapHoe 3a00JeBaHKe,
BBI3IBAEMOE KPOBSIHBIMHU COCAJIbIIMKaMH (TpemMaToaMu) poaa Schistosoma, mapasutupyommmu
BHYTpU cocynoB. [lluctocomo3 pacnpocTpaHeH B TPONMUYECKHX M CYOTpPONMUYECKHX paioHax,
OCOOEHHO B MOMYJSLUSAX C HEJOCTaTOYHBIM JOCTYNIOM K O€30macHOW NHMTHEBOH BOJE U
OTCYTCTBHEM Hajuiexanied canutapuu [68]. I-JIAT sBusercs omacHbIM Ui JKU3HH
OCJIOKHEHUEM XPOHUYECKOI'O TIenaToceae3éHOYHOI0 IIMCTOCOMO3a U SIBISIETCS OCHOBHOM
npuunHoil JIAI' Bo Bcem wmupe. Ilarorenes II-JIAI' oOycnoBnen sMOonuzanuelt sidliamMu
wucmocom JIETKUX C 3allyCKOM pa3BUTHUEM KAacKaja HMMYHOAUIEPTUMYECKHX pPEaKkUUd Ha
AQHTUTCHBl SUL WUCIOCOM, COIPOBOXKIAEMBIX BBICBOOOXICHUEM OOJBIIOTO KOJMYECTBA
BOCHAJIMUTENbHBIX LIUTOKMHOB, YTO MPUBOJUT K 3allyCKy KOHLEHTPUYECKOTO PEMOAEINPOBAHUSA
cocyzoB. [latoMmopdororuueckre uUCCIeqOBaHMS IMO3BOJSIIOT  BBISBIATH  SHAIA wUCMOCOM,
OKpYXCHHbIE 30HOM MHOQWIBTPAlMM HMMYHHBIMM KJIETKaMd UM 303MHOQWIAMHU, U
MHUKpPOHMH(pAPKTHI, KOTOPBIC BIOCICACTBUU 3aMEIIAIOTCS TpaHyIsuusMu U Gudpo3om [69-71].
BocnanurensHas Backynonarus npu HI-JIAI" xapakTepusyeTcs IIIEKCOr€HHON apTepUONIaTUEN U
MOBBIILIEHHOU IIJIOTHOCTBIO nepuapTeprUaIbHbIX T-xnerok u TYYHBIX
kietok. [laroMmopdosornueckne MPU3HAKK STOM JITOYHOW BACKYJIOMATUM HMMEIOT OO0JBIIOe
cxojicTBO ¢ UJIAT, yTO CBHACTENBCTBYET 00 OOIIUX MATOTEHETUYECKUX MEXaHU3MaX, CBSI3aHHBIX
¢ BOcmaJieHueM U curHanbHbM myteM TGF-f [70-71]. Kak tomsko cdopmupoBanacs II-JIAT,
3 EKT OT AaHTUTeIbMUHTHON Tepanuy HUBETUPYETCs; YIYUIIUTh CUMITOMBI U IPOJUIMTh KU3Hb
moryT Tonbko JIAD' cmemuduyeckue npenapatel. [Ipum 3TOM OTBET Ha Tepamnuio, BKIIOYas
reMOJIMHAMHUYeCKHe TIoKaszarenu, y nmanueHToB ¢ LI-JIAT" Mmoxer ObITH Jydllie Mo CPaBHEHHUIO C
narueHTamu ¢ WJIAI'. Ha ¢one agexBatHoil Tepanuu 1-, 2- u 3-neTHsis BbDKUBaeMocTh npu 111-

JIAT cocraBustet 95,1%, 95,1% u 85,9%, coorBercTBeHHO [71-73].
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JlerouHasi aprepuajibHasi THINEPTEH3Us, ACCOUMPOBAHHasA ¢ MH(eKUueil BUpYyca
uMMyHoaepuuntTa dyeaoseka (JIAI'-BUY)

ITo onrenke BO3 Gonee 34 mumroHa yenoBek B Mupe uaumupoansl BUY, u3 aux 10%
narnuenTsl Miare 15 et [74]. JIAT sBiseTcst OJHUM U3 TSHKENBIX ocokHeHui BUY-undexnun.
VY nereii 3apakeHHEe B OCHOBHOM ITPOUCXOUT MYTEM Iepeiadul OT MaTepH K peOeHKy B IIpe-, epu-
WM TOCTHATAJIBHOM Hiepuoze (depe3 rpyanoe Moioko). Ilatopusuonorus JIAT-BUY y nereit
SIBIISIETCSI MHOTO(DaKTOPHOM M MOKET BKJIIOYATH B T. 4. TeHETUYECKHE (hakTopbl. Bupyc neicTryer
KaKk Tpurrep, TMOAJEp>KMBasg  XPOHUYECKOE  BOCMajieHHEe Ha  (QoHE  HM3MEHEHHOIO
UMMYHOJIOTHUYECKOro cTaryca [75]. ['mcTonornveckue XxapakTepucTuku aprepuonatiu npu JIAT -
BUY nono6usr wJIAIT M BKJIFOYAIOT KOHIIEHTPUYECKOE PEMOJICITMPOBAHUE, OOYCIOBICHHOE
TUTIEPIUIa3uel MHTHUMBI M MEIUU KaK C «IUIEKCU(DOPMHBIMH TOPAKECHHUSIMU», Tak U 0e3.
TpomboTHUeckre TOpaKeHHsI TakKe BO3MOXHBI. [IpucoennHeHrne perUAMBUPYIOMINX
0aKTEPUOIOrMUECKUX, TPUOKOBBIX U Mapa3UTapHbIX MHGEKIUH HAHOCUT BTOPOH yJap U MOXKET
CaykuTh npuduHOM pa3BuTuss XOBJI WM WHTEPCTUIIMAIBHOTO TMOPAKEHHUS JIETKUX C
npucoenuHenueM kK JIAT-BUY u JIT' 3 rpynmsl [76-79].

AHTHUPETPOBUPYCHAs TE€panusl HE MOJHOCThIO CHMXKAET B MOCJIEIYIOLIEM PUCK Pa3BUTHUS
nerouHol runeprenszun y BUY-undunmpoBanusix gereil. Ilokazano, 4Tto gake moiydaroliue
afexkBaTHyto Tepanuto BUY-unpunupoBaHHble [€TH JOJKHBI HAa TPOTSKEHUU BCEH JKU3HU

PEryIApHO MPOXOaUTh CKpUHUHT Ha JII' 1 moimKHBIM 00pa3oM Habroaatses [77, 80-82].

JIAI' ¢ ycTOHYMBBIM OTBETOM HA Tepanuio 0JIOKATOPaAaMH KAJbIHEBbIX KAHAJIOB
(BKK).

[TaTtoduszuonorus JIAI', kak MHOro()akTOPHOTO COCTOSIHUSI MOKET BKJIHOYaTh MHOXECTBO
MOJIEKYJIADHBIX M KIETOYHBIX MEXaHU3MOB. @DOpMHpOBaHUE CTOMKOM IMATOJIOTHYECKOU
BAa30KOHCTPUKIIMKM UTpaeT B Hel kiouyeBylo ponb. [IpeoOnamaHne HMMEHHO 53TOro 3BEHA
narorenesa JIAI mokazaHo y manyeHToB, KOTOPbIE UMEH MTOJIOKUTEIBHBIM OTBET HA OCTPBIN TECT
Ha BBEJICHUE Ba30/IMJIATATOPOB, a B MOCJIEAYIOIIEM, XOPOIIMI U YCTOMYHMBBIN OTBET HA TEPAHUIO
BKK [83]. dosnrocpoynsblii OTBET ONpeAessieTcsl Kak KIMHIYecKoe yiyurieHue (poctmkenne OK
[ wmu II NYHA) ¢ ycToW4HMBBIM yiTydIlIeHHEM T'eMOJIWHAMHUKHU MO KpaifHed mepe depe3 1 rop
toiasko Ha (one tepanuu BKK [1, 6, 8, 83, 84]. Onxnako s¢dextusHocts Tepanuu BKK, kak
MIPaBUJIO, IPOIPECCUBHO CHIXKAETCS C BO3PACTOM U B IOCIEAYIOLIEM MOXET MOTpeOOoBaThCS
Ha3HaueHue cneunpudeckoit JIAI Tepanuu. HanpoTus, manueHTs! ¢ JUIMTEIBHBIM U yCTOWYHBBIM
MOJIOKHUTETBHBIM 0TBeTOM Ha Tepamnuio BKK nmokaszanu marodusmnonornyeckue, GeHOTUUYIECKHE

XapaKTePUCTHKH, XapaKTePU3YyIOIIHUECs 3HAUUTEIbHO JYUYIIUM MPOTHO30M B OTJIMYUH OT JIPYTHX
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nanueHToB ¢ JIAI'. BenkuBaemocTs y nereit ¢ nWJIAL, orBevaromux Ha tepanuto BKK coctaBuna

80% [85]. B cBsi3u ¢ uem B 2018 . mpeioskeHo BBeneHue HoBou moarpymnmsl JIAT [1, 6, 8].

BeHookki1H03MOHHAsI 00JI€3HB JIETKUX U JIETOYHbIH KANM/LISAPHBIA reMAaHTHOMAaTO3

Jlerounast BeHOOKKJt03MOHHAs 6051e3Hb (JIBOB) — penkas hopma jaeroqHoi runepTeH3nu,
XapaKTepu3yrouasics [IPEUMYLIECTBEHHBIM peMOIEIMPOBAaHUEM JIETOYHBIX BEHYII
[27]. Jlerounsiii kanwuispublid remanruomaro3 (JIKI) — penkoe cocyaucroe 3abosieBaHue
JErKUX, XapaKTEepU3yHIleecs  AaHOMaJbHbIM  AHIMOIE€HE30M  JIETOYHBIX  KalWLISPOB,
UHOUWIBTPUPYIOIIUX TMEPUOPOHXUATBHBINA, MEPUBACKYJISPHBIA WHTEPCTUUIUN U JIETOYHYIO
napeaxumy. B coBpemennoii knaccupukamuu JII' JIBOB u JIKT cuutaroTcst OOIIMM SIBJICHUEM U
NPE/CTaBIISIOT pa3jiMyHble MPOSBICHHUS OJHOTO W TOro e 3aboneBanus [6, 8, 27, 86-87].
['ucronornueckue mnpusHaku JIBOB/JIKI waxoaunu y manueHTOB apTepuutoM Takascy,
cunapom Kaprarenepa, ckiiepoaepMuell U CUCTEMHON KpacHO# BosyaHku [86-87]. OtkpbiTue
myrtamun EIF2AK4 noarBepauno, uro JIBOb wu  JIKD  sBistoTcst 1IBYMsI  KJIMHUKO-
NaTOJIOTMYECKUMU TPOSIBIICHUSIMU OJHOTO0 W Toro e 3abosieBanusi [88-90]. Bece marmeHTsl,
Hecyle OuamsenbHble MyTanuu B reHe EIF2AK4, oTHOCAT K HacleNCTBEHHOW Tpyrine
JIT'. Omnwucansl cinyvau pa3sutus JIBOb Ha ¢oHe BBICOKOI03HON XMMHOTEpANuu, OCOOEHHO B
YCJIOBUSIX TPAHCIUIAHTAI[MH T€MOMOATHYECKUX CTBOJIOBBIX KieTok [91]. Xors JIBOB u JIAT
MMEIOT CXOXKYI0 KIMHUYECKYIO KapTHUHY C NPU3HAKAMHU TsDKEJION npekanwuapHoi JII', BaxHO
paznuyaTh ST JBa COCTOsHMs, nockonbky JIBOB wumeer Xyamwuii HpOrHo3 C OYEHb
OTpaHMYEHHBIM OTBeTOM Ha Ttepanuio JIAIT m puckom oTE€ka JIETKMX B Ciydae JIeYEHUs
BazouiiaTaTopamMu. Bo3morkeH Tounslil guarno3 JIBOB Ha ocHOBe HEMHBAa3MBHBIX UCCIICIOBAHUIA
C HCHOJb30BAaHUEM OLIEHKH caTypalud KUCIOPOJa, BBIABIECHUS HU3KOW U y3nOHHON
CIIOCOOHOCTH IO OKHCH YTJIEpOJia U XapaKTePHBIX MPU3HAKOB Ha KOMIBIOTEPHON ToMorpaduu

IPYAHOU KIIETKH C BBICOKUM paspereruem [27, 86-90].

IMepcucTupyromas Jjero4Hasi runepTeH3uss HOBOPOKIAEHHbIX

[Tepcuctupyromas nerounas runeprensus HopopoxaeHHbix ([IJII'H) mpencrasisier codoi
CHHJIPOM, B OCHOBE KOTOPOr0 HapyILICHHE HOPMAJIBHOM MEPECTPOMKH M aJanTalld COCYHOB
JIETKUX HOBOPOKJIEHHOTO K MOCTHATAJIbHOU >XM3HH. COCTOSHHUE XapaKTepU3yEeTCS YCTOWUYHUBBIM
nobimeareM JICC mpu HopManbaoM win Huskom [ICC [8, 92-96]. TIJITH o6sr4HO mposiBisieTCst
BCKOPE MOCIE POKIAECHUS, BbI3bIBAs TSHKENYHO IBIXATEIbHYIO HEIOCTATOYHOCTh U THMIIOKCEMUIO,
O0OyCIIOBJICHHYIO HEIOCTAaTOYHON mnepdy3uell Jerkux U MepcUCTUPOBaHHEM (PeTambHBIX

KOMMYHHUKAIIMH C BeHoapTepuaibHbIM cOpocoM. HoBopoxaenusie ¢ IIJIIH moasepikeHsl
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BBICOKOMY DPHCKY TsXKETOH acPukcum u e€ OCIOXKHEHHH, BKIIOYas HEBPOJIOIHYECKUE
HOBPEXJICHHS, TIOJIMOPTaHHY0 TUCHYHKIUIO U cMepTh [93-94].

BHyTpuyTpoOHO oOpraHoM ra3ooOMeHa CIyKUT IulaneHta. Beicokuii yposens JICC
ABII€TCS  00fA3aTENbHBIM  YCJIOBUEM HOPMAaJIbHOTO  (PETaJbHOTO KPOBOOOpAIEHUS, OH
MOJJICP)KUBACTCS HU3KUM IMaplUalbHbBIM HampsokeHuem kuciopoga (PaOz 30-40 mm prt. cT.),
BBICOKMM YPOBHEM LIMPKYJIUPYIOLIMX Ba30KOHCTPUKTOPOB, BKIIIOUYAsl SIHAOTENINH-1, CEpOTOHUH U
METa0OJUTHl  NPOCTArJIaHAWHOB, a  TaKKE  MEXaHHYECKUM  CHABICHHEM  COCY/I0B
HeyHKIHOHUpPYIoIel mapenxumoii jerkux [97]. Cympacucremubie mokaszarean JICC
o0OecrieunBarOT BBICOKME YPOBHM JaBJICHHUS B MpaBbIX kamepax, mo3romy 80-90% oObnéma
CMEIIaHHOM KPOBHU IUIOJA, MOCTYNAIOUIEH B MpaBble KaMEphl, IIONAJAET B JIEBbIE KaMEphl Yepe3
¢deranpHBIe KOMMYHHUKaMK, U Todabko 10-20% — B nerkue. Ilocne poxaeHus: U MpeKpamieHus
IUTALIEHTAPHOTO KPOBOOOpAIllEHUsI JIETKUE PACHpPaBISAIOTCA, HA4Yalo ra3000MEHa IOBBIIIACT
HACBILICHHE KPOBU KHUCIOPOAOM, YBEIMYMBAET JIETOYHYIO TMepdy3ui0, COOTBETCTBEHHO
camwkaerca JICC u pacrer OIIC, deranbHble KOMMYHUKAMU TIEpECTAIOT (DYHKIIMOHHUPOBATE.
VYcenemHas anantanuss K BHEYTPOOHOM JKM3HM TpeOyeT ObICTPOro YBEIMYEHHS JIETOYHOI'O
KPOBOTOKA MIPU POKICHHUH, YTOOBI JIETKHE CTATH MECTOM razoobmMeHa. JIroObie 3a001eBaHus — OT
BPOXKIACHHBIX AaHOMAIUK pAa3BUTHS JIETKUX 1O WX HH(EKIIMOHHOTO TMOPaKEHUsS, a TaKkKe
KOMOMHAIMM 3THX 3a00JIeBaHUN MOTYT HapyLIMTh Ipolecc (U3HOIOIHYEcKOl MepecTpoilku
remMoanHaMuKH y pederka [94, 95]. TTokazana B3anmocBs3b pazsutus [IJITH ¢ anTeHaTanbHbIME
dakTopaMu B BHJE MPEIKIAMIICUH, XOPUOAMHUOHUTA, MPUEMOM MAaTEephIO JEKapCTBEHHBIX
CpeACTB (HeCTepOUAHbIE MPOTUBOBOCHAIUTENBHBIE MpenapaThl, HHTHOUTOPBI 0OpPAaTHOTO 3axXBaTa
CEpOTOHMHA) U IPYTUMU NIEPUHATATbHBIMU COOBITUSMHU, IPUBOIALIMMH K aHOMaJIbHOMY POCTY U
(YHKIIMOHUPOBAHUIO JIETOYHBIX COCYAOB M, BO3MOXHO, MOBBIIAIOMKUMH pUCK pazButus JIAT B

6ostee mo3aHeM Bo3pacte [97-100].

1.2.2. T'pynna 2. JlerouyHasi rumnepTeH3Hsi, aCCOMMPOBAHHAsA ¢ 3a00JieBaHUSIMM

JeBbIx kamep cepaua (JII'-JIK)

3a0osieBaHus JIEBBIX KaMmep Cepjlla, COMPOBOXKIAIOIIUECS TMOBBIIMICHUEM TaBICHUS
HAIOJHEHHS JIEBOTO KETyJ04YKa M JIEBOTO MPEACEPAMs, SBISIIOTCS CaMOM YacTOM MPUYMHOMN
Pa3BUTHUS JICTOYHOM THUTIEPTCH3WH B OOIIEH MOIMYJISIIHA W BCTPEUYAIOTCS TIPH IMTUPOKOM CIIEKTpe
cepaeuHo-cocymucThix 3abosneBanuii [101-104]. Drtuonorus JII-JIK y nmereir ornuuaercs OT
TaKOBOH y B3pOCIBIX, UTO BIMSIET HA MPOTHO3 U BBEIOOP MeToza JieueHus. Passutue JII™ sBisercs
HE3aBHCHMBIM TIPEIUKTOPOM HEOIArompUsATHOTO IMPOTHO3a TPH 3a00JIEBaHUAX JIEBBIX Kamep
cepAma, B T. 4. JEBOXKEIYI0YKOBOW HEIOCTATOYHOCTH Jr000# stnoioruu [105-110]. JlroObie

BPOXKJICHHBIE M PUOOPETEHHBIE aHOMAJIMH, COTIPOBOXKIAIOIIUECS 3aTPYJHEHUEM MyTel IPUTOKa
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¥ OTTOKA JICBOTO KETYJ0UKa, YUUTHIBAS 3aKPBITOCTh T€MOJMHAMUYECKON CUCTEMBI, IPHUBOJIHUT K
YBEJIMUEHUIO JABJICHHUS B JIEBOM NPEICEPIUU U PETPOTPAJHO — B CHCTEME JICTOYHBIX BCH.
BpoxieHHbie ¥ TPHOOPETEHHBIC CTEHO3bI JICTOYHBIX BEH, OOCTPYKIUS IyTEH MPUTOKA JIEBOTO
XKeynouka 00bEMHBIM 00pa30BaHHEM, MUTPAIIbHBIC U A0PTAJIbHBIC TIOPOKH, KOAPKTAIHS a0PTHI,
MUOKapAuanbHas TUCHYHKIUS JTF000H STHOIOTHU KaK CHCTOJMYECKAs, TaK M JTUACTOJINYCCKAs,
COITPOBOKIAIOIIASCS YBEITUUYEHUEM KOHEYHO-IUACTOINYECKOTO JaBIICHHS B JIEBOM XKeIyJ0UKe ¢
MOCIIEAYIOIUM PETPOTPATHBIM ITOBHIIICHUEM JABJICHUS B JIEBOM MPEACEPANH U JIETOYHBIX BEHAX
MOTYT OCIIOKHATHCS JjerouHoi rumeprensueri [105-110]. VBennueHune MmocTHArpys3Ku JIECBOTO
JKENyI0oYKa TPU CUCTEMHOHM apTepHaJbHON THUINEPTCH3MH TAaK)KE aCCOIMHUPYETCS C JIETOYHOM
runepreHsueid. B Tabmuie 4 oTpakeHbl OCHOBHBIC MPUYHHBI PA3BUTHSI JICTOYHON TUIICPTCH3HH,
ACCOIMHPYIOMIEHCS ¢ O0JIE3HAMU JIEBBIX KaMep cepala y JACTeH.

Kputeprem mocTaHOBKM JMAarHO3a MOCTKANWUIAPHOMN JISTOYHOH THIIEPTEH3UU SIBISICTCS
TIOBBIIICHUE JIABJICHUS 3aKJIMHHUBAHUS JICTOYHON apTepuu Oojiee 15 MM PT. CT. IpH CpeaHEM
JaBJICHUH B JIETOYHOU apTepuu 6omee 20 MM pr. cT. [1, 6, 8].

Ha panaux cragusx 3a0ojcBaHUS TOBBIIICHWE JIABJICHUS B CHCTEME JITOYHOU
UPKYJISILNAU, 00YCIIOBIIEHHOE TIOBBIICHHEM TOHYCA apTepUil M apTePHOII JIETKUX, MOXKET OBITh
oOparumbIM.  JlerouHoe COCyAHMCTOE CONPOTUBJICHUE OCTAeTCs HOpPMalbHBIM. [lpm
poTpecCUpoBaHNM 3a00JeBaHMs Ha ()OHE BEHO3HOTO 3acTOsl 3aIlyCKAaeTCs CTPYKTYypHOE
PEMOAETHPOBAHNE JIETOYHOTO COCYJUCTOTO pYyCia, BKIIOYas mNponrddepanuio HHTUMBL H
runeprpoduro Meauu. K maccHBHONW MNOCTKAMUIUISIPHOM MPHUCOEAMHSIETCS MpeKamumUIspHas
JIero4Has TUIepTeH3us, GopMupys komouHuposannyto ¢opmy JII'. JlnacTonudeckoe naBieHHE
B JICTOYHOW apTEepPHH y ITUX MAIMECHTOB MOBBIIICHO HEMPOIMOPIMOHAIBHO JNABICHUIO B JICBOM

IpeCepPANH ¢ TOBBIIICHHEM TUACTOINYECKOTO TpaHCHyIbMoHanbsHOro rpaguenta (TTII) Gonee
7 MM pr. 1. u nJICC 6onee 3 en. Byna x M2. CTpYKTypHOE PeMOIETHPOBAHIE COCYIUCTOTO pyclia

HeoOpatumo [107, 110, 111]. IlpucoenuHeHrne NpeKamUUIIPHOTO KOMIIOHEHTA YBEJINYMBAET
IIOCTHAarpy3Ky Ha IpaBbld KEJIyA04YeK C IOCIEAYIOUIMM PpPa3BUTHEM IPABOKETYI0UYKOBOMN
HEJ0CTAaTOYHOCTH, YTO emE Oojiee HeONaronpusaTHO CKa3bIBaeTcs Ha MPOrHO3€ 3a00JeBaHUS U

SABJIACTCA HE3aBHUCHUMBIM IMPEANKTOPOM JICTAJIbHOCTH.
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Tabauua 4. OCHOBHBIC TPUYHUHBI PA3BUTHUS JIETOYHOU THIIEPTEH3UH, aCCOIUUPYIOIICIHCS

¢ Oose3HsAMU JIEBBIX Kamep cepaua y aerei [1, 6, 8, 103, 110, 111]

Hoarpynnst JII'-JIK

AcconMupoBaHHbIe 3200/1eBaHUS

JII' BcaenctBue XCH co
CHIDKEHHOH  (paxiueit

BEIOpOCa

JlunatanioHHAast KapAMOMHUOTIATHS

lunepTtpoduyeckas KapAMOMHOIIATHUS

ApUTMOTeHHAas! KapAMOMHOIIATUSI C TOPAXKEHUEM JIEBOTO JKEITy104Ka
HexoMmakTHbI MUOKap

dubposIacTo3 3HI0KApAA

CHMXEHHE CUCTONMYECKON (DYHKIMM CHCTEMHOTO J>KEIIy/l0YKa IMpHU

BIIC

JII' BcumeactBue XCH ¢
HOpMaJIbHOM  (ppakiueit

BEIOpOCa

l'uneprpoduyeckas kapauoMuonaTus

PecTpukTiBHAsS KapAHOMHONIATUS

HexoMmakTHbI MUOKapH

Bropuunas runeprpodus cucremuoro xenyaouka npu BIIC, A" u np.
CHHIpPOM T'HIIOIUIa3UH JIEBOTO JKEITYyA0UYKa

KoHCTpUKTUBHBIN IEpUKAPIUT

Kitarannasie nopoku

BpoxxnenHple M OpUOOpPETEHHbIE CTEHO3bl M HEJAOCTAaTOYHOCTHU

MHUTPAIBHOT0, A0PTAIBHOIO KJIAMAHOB, apTepuanbHOro AB kiamana

Hpyrue BIIC c

oOcTpyKuuen nyTen

IIPHUTOKAa U OTTOKaA JICBOI'O

1. CTeHO3 W/WJIM TUIOILIA3Ms JIETOUHBIX BEH
a) U30JMPOBaHHBIC

0) accoruupoBanHubie ¢ BJIJ]

KeITyJ0uKa 2. OOCTpYKTUBHBIN aHOMATBHBIN APEHAXK JETOUYHBIX BEH, B T. U. CTEHO3
KOJUIEKTOPA JIETOYHBIX BEH
3. TpéxnpencepaHoe cepalie
4. Koapkranus, runonsa3us Win nepepsiB 1yTu aOpThI

OO6cTpykiust nytel | OmyXoiu, KHCThI, BETETAIlH, TPOMOBI

MPUTOKA U OTTOKA JIEBOTO

KEeTyJqouka  00BEMHBIM

o0pa3zoBaHHEeM

IlaTomorndyeckne M3MEHEHMS BKJIIOYAOT pacIupCHUuC JICTOYHBIX BCH, YTOJIILICHHUEC HUX

CTCHOK, IWJIaTalluIO KAITUJIJIAPHOTO pycClia, I/IHTepCTI/IHI/IaJ'IBHI)II\/’I OTCK, AJILBCOJIAIPHBIC reMOpparuu,

pacmiupeHre JUM(AaTHYEeCKUX COCYJIOB W yBEIMUYEHUE JIUMQPaTHUECKUX Y3JIOB.

[Tpu

porpeccupoBaHiM 3a0oJjeBaHMs pa3BUBaercs yroiieHue (Gpubpo3) MHTHUMBI U rUnEpTpodus

MEIUHN JUCTAJIBHBIX JICTOYHBIX apTeprI. CHM)KEHUE BEHO3HOI'O BO3BparTa JICBOI'O JKCIIyAO4YKa
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OPUBOJUT K MPOTPECCUPYIOIIEMY BEHO3HOMY 3acTOI0, OTEKY JIETKUX, aJlbBEOJSPHBIM

KPOBOTEUCHHSIM M MOXET IIPUBECTH K MPEXkIEeBpEeMEHHON rubdenu 6onpHoro [111].

1.2.3. I'pynna 3. Jlerounasi runepTeH3usi, aCCOIMMPOBAHHAS C MATOJIOTHeM

JIerkux u/uiam runoxcuei (JIIM-3J1)

JlerouHasi runepTeH3us B COYETAaHHHM C 3a00JIEBaHUEM JIETKUX W/WIIM TUIIOKCUEH —
npezcTaBisieT co00i CI0XKHYI0, BECbMa I'eTeporeHHyo rpymiy. B o6meit monyssmuu JII' moxer
OCJIOKHHUTh TE€YeHHE OOJIBIIMHCTBA XPOHMYECKHX 3a00JIEBaHMH JIETKMX, HO Yalle BCETr0 OHa
OCIIO)KHSAET  XPOHHYECKYI0  OOCTPYKTHBHYIO  OOJie3Hb  JIETKMX  W/WIM  3Mpuzemy,
WHTEPCTUIUANBHYIO OONIe3Hb JIETKUX, OOCTPYKTHMBHOE alHO? CHAa H  albBEOJISIPHYIO
TUTIOBEHTUJISIIIMIO B YCJIOBHSIX BBICOKOTOPhs [6, 8]. IlanmueHTsl naHHOW Tpynmbl OOBIYHO
JEMOHCTPUPYIOT YMEPEHHYIO cTeneHb Tsbkectu JII' co cpelHuM AaBiieHHEeM B JIETOYHOM apTepun
B Auarna3oHe ot 25 10 35 MM pt. ct. OHaKOo BO BpeMs 000CTpeHu OCHOBHOTO 3a00JIeBaHuUs, TIPU
buznyecKoil Harpy3Kke ¥ BO BpeMs CHa MOTYT BO3HUKATh TPAH3UTOPHBIE TIOBBIIICHUS TABJICHUS B
neroyHon aprepuu. IIpu 3TOM HanuuMe pAa)ke YMEPEHHOM JIETOYHOM THIIEPTEH3UH IIPH
XPOHUYECKHUX 3a00JIEBaHUSAX JETKUX CBA3aHO C HEOJIaroNpHUSTHBIM IPOTHO30M U YBEIMYEHUEM
cmeptHocTH [112]. Mexanusm pa3sutus 31oi rpyimisl JII' MHOrodakropHsiii. KittoueBbiM 3BeHOM
[IaTOreHe3a SABJIAECTCS XPOHUYECKass WM PELMIMBUPYIOLIAS CUCTEMHAs TMIIOKCEMUs, KOTopas
aKTUBHUPYET YYBCTBHUTENBHBIN K Kuciaopoay ¢akrtop Tpanckpuniuu (HIF), ssustomuiica sapom
MeTaboJIMYECKOTO OTBETAa HAa T'MIIOKCHUYECKYIO0 CTHUMYJISILHMIO, a TaKKe OKUCIMTEIbHBIA CTpecc,
MeTaboIM3M METauIOB, MOHHBIE KaHajbl, BOCIAJIUTEIbHbIE IUTOKUHBI, KIETOUHBII aronTo3 u
cocyucTble (DaKTOpbI, KOTOpBIE 3allyCKalOT M MOJAEP)KUBAIOT MEXaHU3M PEMOJAEIHPOBAHUS
gerounbix cocymoB [113-114]. Hauano dopmupoBanust JII'-3JT mnpoxomut jBe (asbi:
TUIIOKCUYECKas JIErOYHasi BAa30KOHCTPUKIMS M TUIIOKCUYECKOE PEMOJIETMPOBAHUE JIETOYHBIX
cocyzioB. 3a00JIeBaHNE TOPAXKAET JAUCTaJIbHBbIE YYAaCTKHU JIETOYHOI'O COCYJUCTOrO pycia ¢
(dopMupoBaHuEM, KaK MPaBHUIIO, MpeKanmmuiapHoi ¢popmsl JIT' [115].

Hannas rpynna JII' siBiseTcst BTopoit 1o pacripoctpaneHHoctu ¢opmoii JII' y nereit mocne
JIAT' m accouumpyercsi, MOMHUMO HH3KOM OKCHUTEHAIIMH, CHIDKCHHEM (DYHKITMOHAIBHBIX
nokasareneii nerkux [1, 8, 111-115]. B otnuuue oT B3pocibix manueHToB 3-it rpymmsl JII, y
KoTopbiX JII' yarmie Bcero OCIOXKHSET XPOHHMUYECKYIO OOCTPYKTHBHYIO OOJIE€3Hb JIETKHX W/WIN
aMPH3EeMy, HHTEPCTULHAIBHYIO OOJIE3Hb JIETKHX, OOCTPYKTHBHOE allHO? CHA M aJIbBEOJISIPHYIO
TUMOBEHTUJISIIUIO B YCJIOBUSIX BBICOKOTOpbS, Y AETEH Beaylled mpuuuHOW 3Tou rpynmsl JII'
ABIIIOTCS HapyUICHUs pa3BUTHSI U BPOKJIECHHbIE aHOMAJINH JIETKUX, BKJIIOYas: OPOHXOJIETOUHYIO
JUCIIIA3UI0, BPOXKIECHHYIO AuadparMaibHyl0 TPBIKY, albBEOIAPHO-KAMWIIPHYIO JHUCILIIa3HIo,

BAapHUAHTLL THIIONJIa3u I JICTKHUX, JICTOYHBIN I/IHTepCTI/II_[I/IaJIBHblf/'I TJIMKOI'CHO3, TI'CHCTUYCCKHU

29



00yCJIOBJICHHBIC aHOMaNIMHM Oenka cypdakTaHTa, KOMOMHUPOBAHHBIE OpPOHXO-JIECTOYHBIC
3aboneBanus npu cuaapome [Jayna [111-117]. CTpyKTypHBIE U COCYTUCThIC AHOMAIIUH JICTKUX Y
3TOM TpyMIbl JeTei mpenctaBieHbl B Tabmuue 5. CreneHb (QyHKIMOHAIBHBIX HApyLIICHUNA H
BBIPa)KEHHOCTh HapyILIEHUH razoo0MeHa 0oJiee 3HaYMTEIbHbI B 9TUX rpynnax. Pa3surue Ha ¢pone
ocHOBHOTO 3ab6oneBanus JII', kak mpaBUJIO OT YMEPEHHOM A0 KpailHe TsHKEIOM, SIBISETCA OJHUM
U3 OCHOBHBIX (DaKTOPOB, ONPENEISIOMUX TPOTHO3 3TUX MAUEHTOB U aCCOLUUPYETCS C BBICOKHM
ypoBHeM JietanbHOCTH [117-123]. OcHOBHBIC YCHIIUS JIOJDKHBI OBITh HAIIPABJICHBI HA TEPAIUIO
OCHOBHOIO 3a00JieBaHMs JIETKMX, IIOCKOJIBKY HMEIOIIMECs] B  HACTOALIEEe JIErOYHbIE
BA30/IMJIATATOPhl HE OOJIafa0T JIOCTATOYHOM J0Ka3aTesIbHOW 0a30i I JieueHHs JIErO4YHOM

TUIEPTEH3UH, aCCOLUMUPOBAHHOMN ¢ XpOHUYECKUMHU 3a00JIEBAHUEM JIETKUX.
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Ta6auna 5. [Topoku 1 aHOMaTUH pa3BUTHS JIETKUX, accormupoBannbie ¢ JII' [115-137]

Hedext pazBuTus

Cocyaucrasi naToJiorus

Wutepctunmansueie | UHTEpcTHLIMANBHBIE 3200€BaHNUS JIETKUX, XapaKTEPU3YIOIIUECS

3a00JeBaHus HapyIlIeHHeM ra3000MeHa, PeCTPUKTUBHON (PU3UOIOTHEH JIETKUX U

JIETKUX U y3HBIM MOpaKEHUEM JIETKUX MIPU BU3yaln3aluuu. Bkioyaior
reTepOreHHYI0 IPYIITy COCTOSHUMN, CBI3aHHBIX C HAPYIICHUEM Pa3BUTH
aJIbBEOJI U JJUCTAJIbHBIX OT/JEJIOB AbIXaTEIbHBIX IyTEH

AnpBe0JIIpHO- Penxoe, reHeTHyecku AeTepMUHHpPOBaHHOE, (haTtanbHOE 3aboieBaHHE

KanwuisipHas JIETKUX Y HOBOPOXKJEHHBIX M JETEW IpyJHOr0 BO3PACTa, CBA3AHHOE C

AUCIjiasusa C
AdHOMAJINAMH BCH

ui 0e3 HEro

aHOMaJbHBIM PA3BUTHEM KAMWUISIPHO-COCYIUCTOM CHCTEMBI BOKPYT
aJIbBEOJT JIETKUX. Y MEHbIICHUE albBEOJSPHBIX KAMUIUISIPOB, YTOJIIEHUE
TKaHU aJbBEOJSIPHOW TIEPETOPOJIKA ¥ HECHOCOOHOCTh KaNMJUISIPOB
KOHTaKTUPOBATh C aJbBEOJIIPHBIM SIUTENNEM. BbISBIECHBI FT€HOMHBIE U
TeHEeTUYEeCKHUe JIeNelnn Kiactepa reHoB (aktopa Tpanckpuriuu FOX B

16p24.1 n unakTHBUpYIOLIKe ToueuHble MmyTanuu FOXF1.

BpOonnerquaﬂ

UCILIA3USI

Tspkénoe MHorogakropHoe 3alosieBaHMEe MOP(OIOTHYECKH HE3PEIIbIX
JIETKUX, pPa3BUBAIOLICECS] Yy MAJOBECHBIX U TIyOOKO HEIOHOUIEHHBIX
JIeTel, KOTOpOe 0OBIYHO BBI3bIBAETCS AIUTEIbHON BEHTUIIALIUEH JIETKUX .
[TpoTekaet ¢ nperMyIIeCTBEHHBIM OpaskeHHUeM OPOHXHOJI ¥ TapEeHXHUMbI
JEeTKUX, pa3BUTHEM HMpu3embl, (uOpo3a /WM HapylIeHHUEM
pEIIMKAIMKY AJIbBEOJI; IPOSABISAETCS 3aBUCHUMOCTBIO OT KHCIOPOAA B
BO3pacTe 28 CyTOK HU3HU U cTapliie, O pOHX00OCTPYKTUBHBIM CUHAPOMOM
U CHUMITOMAaMHU JIbIXaTEJbHOM  HEJOCTaTOYHOCTU. 3aboJieBaHME
COMPOBOXKAAECTCA CHMJKEHHUEM BETBIEHHUS COCYAOB, W3MEHEHHbBIM
pacnpeeieHueM COCyI0B B MHTEPCTULIMH JIETKUX U IEPCUCTUPYIOIINMU
BHYTPUJIETOYHBIMH BEHO3HBIMH aHacToMo3aMu. Hapymienue pocrta u
pa3BUTHSA COCYAOB MPHUBOJUT K CHIKEHUIO UX IUIOTHOCTH MO BCeH
MUKPOKaNWIISIPHON CETH JIETKUX M CONPOBOXKAAETCA HW3MEHEHHEM
CTPYKTYPBI COCYUCTOM CTEHKHU C TUIEpIUIa3Held HHTUMBI U U30BITOUHON
MYCKYJISIpU3allMed MEJNKHX JIETOYHBIX aprepuil. PemonenupoBanue
JIETOYHBIX COCYZOB, Hapsly C HENpPONOPLUUOHAIBHOCTBIO COCYAUCTON
CETH W JIETOYHOU TKaHH, SIBIIAIOTCS KIIIOUEBBIMM 3BEHBSIMM I1aTOTE€HE3a

JIT" mpu BJI/I.
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HdedexT pazButus

Cocyaucrasi naTojaorus

Bpoxnennas
nradparmanbHas

rpbIKa

BpokneHHBI TOpPOK pa3BUTHUS, BKIIOYAOIMIUN J1e()eKT pa3BUTHUSL
nuadparMbl U HapylIeHHE OpPraHOreHe3a JIETKUX, YTO MPUBOIUT K UX
HEJOPa3BUTUIO — JIETOYHOM THUIOIUIA3UH, HAPYLIECHUIO PAa3BUTHUSA
COCYJIUCTOM CETH CO CHM)XEHHMEM €€ IUIOTHOCTH U NOCIEIyHOLUM

KOHIOCHTPUYCCKHUM PEMOACIIUPOBAHUCM.

I'unonna3zus nerkux
(nepBuYHas u

BTOpUYHA)

BposkaeHHble reHeTHUecKre aHOMAIIUY UITH CEPbE3HOE CHIKEHUE YPOBHS
aMHUOTUYECKOM JKMJIKOCTH, IPUBOJAIIEE K HAPYIIEHUIO PEHATAIbHOTO
pa3BUTHSA aIbBEOT U cocyAoB. CONPOBOXKAAETCS YMEHbIIEHUEM 00bEMa
JETKUX, TsDKENoM, pedpakTepHON AbIXaTeIbHOW HEAOCTATOYHOCTHIO,
KOTOpasi He MOAJACTCSI arPECCUBHOMY JICUEHUIO (BKIIFOUYAsT WHCTUILISIIUN
cypdakTaHTa/MHTAISIINAN OKCHA a30Ta/MEXaHUYECKYIO0 PECIUPATOPHYIO

HO,I[,Z[GP)KKY). OOBIYHO HECOBMECTUMO C JKH3HLIO.

Jlerounsrit
WHTEPCTUITUATBHBINA

TJIMKOI'CHO3

Penkas weneranpHas mnenuaTpuyeckas ¢GopMa HHTEPCTHUIHAIBHOTO
3a00JIeBaHus JIETKUX, BO3MOXHO MIpeodajaHue y My>KYrH. MiaJIeHIIbI ¢
pecnupaTopHbIM JIUCTPECC-CUHAPOMOM. I'ucronornuecknumu
XapaKTEePUCTUKAMU SIBJIAIOTCS HAKOIUIEHME MOHOYACTHI TJIMKOT€HA B
MHTEPCTULMAJIBHBIX KJIETKaX W CBSA3aHHbIE C HUMU aHOMAJIUU pPOCTA

JICTKUX, 3aTparuBarOminue BCC CTPYKTYPHI JICTKUX.
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HdedexT pazButus

Cocyaucrasi naTojaorus

Jlerounsri
AJIbBEOJISIPHBIN
npotenno3 [115,

126]

Penkoe 3a0oneBaHue JIErKHX, MPH KOTOPOM HPOHUCXOIUT AaHOMAIBHOE
HaKOIJICHHE Cyp(]aKTaHTa B aJbBEOJIAX, IPEMATCTBYIOIEE ra3000MeHy U
BIMSIONIEE HA POCT JIETKMX. Bo3MOXHasg NpuuMHAa — ayTOAaHTHTENA
IPOTUB I'PAHYJIONUTAPHO-MAKPO(AraIbHOTO KOJIOHHUECTUMYIIUPYIOIIETO
daxropa (GM-CSF).

3aboneBaHue XapaKTepU3yeTcs aHOMaJIbHBIM HAKOTIJICHHEM Cyp(haKkTaHTa
B aJbBEOJIaX, MPEMATCTBYIOIIEE Ta3000MEHY M BIMSIONIEE HAa POCT
nerkux. Hemocratounas  yrunusanuss  cypdakTaHTa MPUBOIUT K
HapyUIEHUIO Ta3000MeHa M JIbIXaTEJIbHOH HEIOCTaTOYHOCTH, MOXKET
OCJIOXKHSTBCS BOCHAIUTEILHBIMA H3MEHEHUSIMH B JIETOYHOH TKaHH, C
MOCJIEIYIOIUM Pa3BUTHEM HHTEpCTUIManbHOro (pubpo3a. Hapymenne
QIBBEOJIIPHON CTPYKTYpbI, B YaCTHOCTH, B BHUJE NMPUMUTHBHOTO THUIIA
CTPOCHHS aJIbBEOJ M N3MEHEHUI ITHEBMOLIUTOB I10 THITY PETeHEPaTHBHON
THIEPIUIA3UH B COYETAHWU C Tporpeccupyrommm (Gudpozom u
BOBJICYCHHEM B TIPOILIECC COCYAOB JIETKHX JIGKUT B OCHOBE PA3BUTHUS

JIETOYHOH TUIICPTCH3UM.

Jlerounas Penkoe  HapymieHwe — pa3BUTHS  JIETKMX,  XapaKTEpHU3YyIOLIeecs
TuMGaHTHIKTa3usl | CyOIIeBpaIbHOM, MEXKI0IEBOMA, IEPUBACKYIIPHON U IEpUOPOHXUATHLHON
nuMdaHTUIKTa3HEH.
AHOMAIINK I'enernyecku 0O0YCHOBIEHHBIH A€PUINT TOBEPXHOCTHO-aKTUBHOIO
cypbakTaHTHOrO Oenka cypdakTaHTa, NPUBOASIINNA K HapyLIEHUIO PAa3BUTHUS JIETKHX.
Oenka Brinensaior COCTOSIHMS, COIIPOBOXKAAEMBIE neuIuTOM
cypdakrantHoro nporenHa B u cypdakrantHoro mporenna C. Moxer
MPOSIBIISATHCS KaK MHTEPCTHIIMATBLHOE 3a00TeBaHNe JIeTKUX. BeposTHas
npuunHa — MyTtanuu B reHax AbCA3, TBX4, TT®1/HKX2-1.
Jlerounslii OO0ycrioBNeH aHOMAJIbHBIM HAKOTUICHHEM TJIWKOTe€HAa B WHTEPCTHIIUU
WHTEPCTUIIMATBHBIN | JITKOTO, YTO MPUBOJIUT K €T0 YTOJIICHUIO U 3aTpyaHseT nuddys3uto
[JIMKOTE€HO3 ra3oB uepe3 albBEOJOKAMMIUIAPHYI0O MeMOpaHy. [HcToimormdeckumu

XapaKTCPUCTUKAMU SBJIIFOTCA HAKOIIJIICHUC MOHOYACTUYHOI'O TJIMKOTCHA
B MHTCPCTUHHAJIBHBIX KJIETKaX W CBA3AHHBIC C OTUM HApPYUICHHUA POCTa

JIETKUX, BIMSIOIIME HA BCE CTPYKTYPHI JIETKHX.

33




HedexT pazsutus | Cocyaucrasi maToJiorust

JIT" mpu Gone3Hu MHorogakTopHoe  COCTOSIHME,  BKJIIOYAIOLIEE  PELUIUBUPYIOLINE
JHayna OOCTpYKTHBHBIC  3a0O0JICBaHUSI  BEPXHUX  JBIXATCIbHBIX  IyTEH,
TPaxeoOPOHXOMAISIIUIO, FacTPO330(aranbHBIN PEITFOKC, yMEHBIIICHHBIN
00bém nerkux. [Ipu nHammunu BIIC ¢ aprepuo-BeHo3HbIM cOpocom JIIT
pa3BuBaeTca B mepBble Mecsaubl cku3Hu. Ho JIIT mpu CJI moxer

manudectupoBats u B orcyrcteun BIIC.

1.2.4. T'pynna 4. JlerouHasi runepTeH3usi, 00ycJ0BJIeHHAasE 00CTPYKIMEi JIeroYHbIX
aprepuii
Peruonansnoe wiu qud@y3Hoe MoBBIIEHUE JaBICHUS B CUCTEME JIETOUHON apTepUn MOXKET
OBITH OOYCIIOBJIEHO MHOXECTBOM (DaKTOpOB, BKJIIOYasl Hepuepuyeckrue CTEHO3bI JETOYHBIX
apTepuii (Kak BpPOXKJIEHHBIE, B T. 4. B cocTaBe koMOuHupoBanHoro BIIC, Tak u nmpuoOpeTeHHEbIE,
HaMpuMep, B CIIEJACTBUC IMEPEHECEHHOTO apTepHHTA), a TAK)KE COABICHHUE WM OOCTPYKIIUIO
JICTOYHBIX apTEPHIl AHTHOCAPKOMOM, APYTUMH BHYTPHUCOCYAUCTBIMHU OITyXOJIIMU WIIM KuCTaMm [1,

6, 8]. Hanpumep, nero4Hblii rUmaTu03 sBJISETCS JTOMUHHpYIOUICH (OPMOIl IXMHOKOKKO3a B
neauaTpudeckoi momyssinuu [138].

HauOonee yactoit npuunHoit JII', 00ycinoBieHHO 00CTpYyKIMEN TIeTrOUHON apTepHH SBIISIETCS
XpoHHUecKas TpombOosMOonuueckass JjeroyHass runeprensus (XTOJI) — peakoe, HO
NOTEHLIMAIbHO ONACHOE JUIsl )KU3HU COCTOSTHUE, Haboaromieecst y HeOO0JIbIION 4acTH OOJIbHBIX
nocse ocTpoir TpoMOodMOonuu serounoit aprepuu [139]. Tpurrepom 3abosieBaHUs SBISETCS
Hepa3peluBIIascs TpoMOOIMOOIHUS MPOKCUMAIBHBIX U CPEAHUX CErMEHTOB JIETOYHOIO
apTepUaIbHOTO pycia ¢ TMOCIEaYIONIeH opranu3anued TpoMOOTUUECKOM MacChl ¢ 0OCTPYKIIUEH,
YaCTUYHOM WJIM MOJIHOM OKKIIF03MEN MPOCBETA JIETOUHbIX apTepuil (puOpo3HO-OpraHn30BaHHBIMU
TpoMOaMu. MexaHuyeckass OOCTPYKLHMS 3alycKaeT IpoLecc BTOPUYHOM BacKyJONMAaTHH C
KOHLICHTPUYECKUM PEMOJECIMPOBAHUEM HEOKKIIIO3UPOBAHHBIX IUCTAJIBHBIX OTACIIOB JIETOYHOIO
cocyaucTtoro pycna, Gopmupys npexkamwuisipaeiid tun JII, mo maromopdoiornyeckum
npuzHakam 1noxoxud Ha JIAI. Kpurepuem NOCTaHOBKM JAMarHo3a SBISIETCS HaJIA4Yue
npexkanwusapHod JII', moaTBepkAEHHOM IIpU KaTeTepu3alMy IPaBbIX OTACIOB cepAla B
COYeTaHUM C Bepu(uKaueil opraHn30BaHHBIX TPOMOOB/3MOOJIOB B JIESTOYHOM CTBOJIE, JOJIEBBIX,
CErMEHTapHbIX, CyOCErMEHTapHBIX JIETOYHBIX apTEPUSX MO TaHHBIMU CEJIEKTUBHON aHTHOTpaduH,
MHOT'OCpPE30BOIl KOMITbIOTEpHAsi TOMOTrpaduy, BBISIBIEHUU XapaKTepHBIX NedeKkToB mnepdy3uu
JTUCTANIbHBIX YYacTKOB JIETOYHOTO COCYJUCTOrO pycjia MpU BEHTHIALMOHHO-TIEPPY3UOHHOM
cuuHTHrpadun jerkux [6, 140, 141]. [Ipu nokazannom smu3one TOJIA AMarHOCTHYECKHIA TTOUCK

g uckimoueHust  gopmupoBanus XTOJIIT HeoOxomumo mUpeanpuHATh yepe3 3 Mecsia
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a/IeKBaTHOM Tepanuy aHTHKOAryJIsIHTaMH, HO y MAllMEHTOB C BBIPAKEHHOM CUMITOMATUKON WIIN
y MaIMEeHTOB C yXYIIIEHUEM COCTOSIHUS MOKET MOTpeboBaThes Oosiee paHHee 00ciIeJ0BaHuE.

B orcyrcrBue nedeHus, IpyU IpOrpecCUpPYyIOLIEH IIPABOKEIYI0YKOBOM HETOCTATOUHOCTH
nporHo3 ¢atanbHblii. CBOEBpEMEHHAss TPOMOIHAAPTEPIKTOMUS SIBIISETCS olepanueil BeIOOpa,
IPUBOAALIECH K 3HAUUTEIBHOMY YIy4IICHUIO (PYHKIIMOHAIIBHOTO COCTOSIHUSA, CEPJICYHO-JIETOUHOM
reMOJIMHAMUKY U BbDKHUBaeMocTH [142].

bonee nonosunsl aereit ¢ XTOJII' Hu umeroT B aHamHe3e ykazaHuil Ha TOJIA win
BEHO3HbIE TPOMOO03bl. OKOJIO TPETH MALMEHTOB JI0JTr0e BpeMs HabIoJaluch ¢ Auarao3om nJIArL,
YTO FOBOPHT B Ype3BbIYaiHON BaxkHOCTH UcKmoucHus X TOJIIN y takux manuentos [142]. Ipu
9TOM (aKTOphl PHCKa TPOMOO3IMOOIMHU BBIABISIOTCS y OonbimmHcTBa neredt ¢ XTOJIT, w,
IPUMEPHO, Y TPETH MAIIEHTOB MUMEETCS MOJIOKUTEIHHBIN CeMEWHBIN aHaMHe3 TPOMOOIMOOJHH.
bonee 80% pnereit ¢ XTOJII' nMeroT yka3zaHus Ha TUIIEPKOAryJALMIO, B OCHOBE KOTOpPOM
3a00JI€BaHUs, CONPOBOXAaeMble TpoMOoduaue. VYBEJIWYEHHBIH YpOBEHb BOJIYaHOYHOTO
AQHTHKOATYJISIHTA, aHTUTEN K KapauonunuHy u nepumut nporemHa C um S - Hambomee
pacmpocTpaneHHbIe (PaKTOPEI, IPeapacnoIaraloiuMy K TpoMOodumin. MyTanuu, KOJUpyroIue
oenok antutpomoObuHa III, mporpomOuHa, mnasmuHoreHa dakropa V Jleiinena nnu dakropa VI
Takke MOryT ObITh (hakTopoM pucka XTIJIT .

B otcyTrcTBUE pu3HAKOB TpoMOOdUINY, pakTopamMu pucka TpoMO0IMOOINH MOTYT OBITH
3a00JIeBaHNS M COCTOSIHUS, ACCOLMUPYIOLIUECS C PUCKOM TpomMOooOpa3oBaHMs, BKIIIOYas,
BEHTPUKYJIO-aTpUaIbHbI IIyHT, cuHapoM Kiunnens-TpeHone-BebGepa, — Hedpornueckuit
CHUHJIPOM, JUINTEJIbHAs MMMOOMIM3AIUsl KOHEYHOCTH, T'€MOIIOOMHONATUH, COCTOSHUE MOCie
CIUIEHPKTOMUH, B T. Y. AyTOCIJIEHIKTOMUHU, HAIIPUMEP IPU FOMO3UTOTHBIX (hopMax CEpIOBUIHO-
KJIETOYHOW  aHEeMHUH, JUIMTENbHbIE  IIEHTpaJbHbIE  BEHO3HbIE  KaTeTepbl,  AJIEKTPOAbI
BHYTPHCEP/ICUHbIX HUMIUIAHTUPYEMBIX YCTPOWCTB, 3JI0Ka4€CTBEHHBbIE HOBOOOpA30BaHUS B
anamHue3e [140-142]. Taxue manueHTH! JODKHBI IPOXOIUTh PETyJISIPHBINA CKPUHUHT, TTOCKOJIBKY
CBOEBpEMEHHOCTH JiedeHus: TOJIA nmeeT KpuTHueckoe 3HaueHue. Y neter ¢ qokazanHoi TOJIA
Ha (OHE TUMEPKOATYJSIIIUN W/UIU JPYTuX (HaKTOPOB pHCKa TPOMOOIMOOTUN PEKOMEHIYETCS
TIIaTeNIbHOE  OOClieZ0OBaHWE,  BKJIIOYas  IMPOBEACHHWE  BEHTHWIALMOHHO-TIEP(Y3HOHHOTO
CKaHUPOBaHMA M  aJIeKBaTHOE JIEYeHHE JUIsi  OOECNe4YeHHs IOJIHOTO  pa3pelieHHs

TpoMO00Opa3oBaHus.

1.2.5. I'pynna 5. JlerouHasi runepTeH3usi ¢ HeSICHBIMH W/WJIM MHOTO()AKTOPHBIMH

MEXaHU3MaMHU

B a1y rpynmy BkitoueHbl 3a0051€BaHMsl, O KOTOPBIX U3BECTHO, YTO OHU MOTYT OCJIOKHHUTHCS

JIETOYHOM FI/IHepTeH?;I/ICI\/JL HO MCXAaHU3M €€ PAa3BUTHUA CHIC OO KOHIA HC U3YYCH WJIM BKIIIOYACT
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HECKOJIbKO MyCKOBBIX (hPaKTOPOB, CTEIICHB BIUSHUE KOTOPBIX TaKXKe HyXIaeTcs B u3y4denu [1, 6,
8, 143].

Knaccudukanus 3aboneBanuii, Bomenmmx B 5-1o rpymmy JII', npencrasnena B Tabaue 6.

Taboauua 6. [Togknaccel JerouyHoit runepreH3uu S-ii rpynmbl: JII'T ¢ HESACHBIMU W/WIH

MHOro(akTopHsIMU Mexanu3mamu [ 1, 6, 8, 102, 143-160]

I'pynnsl 3a60J1eBaHmii 3a0osieBanus

5.1 T'emaronoruueckue 5.1.1. 'eMonuTHYEeCKUE AaHEMUU

HapyIICHUS 5.1.2. MuenonponudepaTUBHbBIE 3a00JICBaHUS

5.2 CuctemHble U 5.2.1. JlaHTepranco-KIeTOYHbIH THCTUOLUTO3 JIETKUX

metabonnueckue 3aboneBanus | 5.2.2. bonesns [ome
5.2.3. 'MMKOreHo3sl
5.2.4. Heiipodubpomaros
5.2.5. Capkownjio3

5.3. lpyrue 5.3.1. XpoHuueckas moyeyHast HeAOCTATOYHOCTB C
reMOIMaIH30M WK 0e3 Hero

5.3.2. Dubpo3upyromuii MeAUaCTUHUT

5.4 CnoxHble BpOXKIECHHBIE 5.4.1. CermeHTapHasi IeroyHasi TMIIEPTEH3U

IIOPOKU cepaua * OTXOXJEHUE  JIETOYHOM  apTepuM  OT  OTKPBITOrO
apTepHaAJILHOTO MPOTOKA

* ATpe3us Jero4yHoi aprepun

* Atpesus JIETOYHOMN apTepuu c nepexTom
MEXOKETYJOUKOBOM TEPEropoJKH U KPYNHBIMH aopTO-
JIETOYHBIMH KOJIJIATEPAJIbHBIMU apTEPUSIMU

* 'eMuTpyHkyc

* [lpyroe

5.4.2. EnVHCTBEHHBIN XKely10ueK (HeOTIepHpPOBAHHBIN U
OTIEPUPOBAHHBIN)

5.4.3. Cungpowm sitarana
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I'emoryio0MHONATHH

JIT" sBsieTcst peakuM, HO (aTaabHBIM OCJIOXKHEHHUEM Y OOJBHBIX C TeMOTrTIO0MHONATHIAMU
[144-149]. TIpu DXOKI ckpuHHHre OOJBHBIX C CEPIOBUIHO-KIeTOYHbIMU aHemusiMu (CKA)
peructpamnus ckopoctd TK peryprurtamum Gomee 2,5 m/c accoummpyercss ¢ 8-9 KpaTHbIM
yBEIIMYEHHEM pHcKa panHeil rubenu [146, 147]. HecMoTpss Ha OTHOCHTEIBHO HEOONBIIHE
nokazarenu ckopoctu TK peryprutanuu, 3-IeTHSAS JIETAIBHOCTH MOXKET JOCTUTATh Yy TaKUX
00nbHBIX 40% U KOppENMpyeT CO CTENEHbIO BBIPAXKEHHOCTH BHYTPUCOCYAHUCTOTO IE€MOJIU3A.
Ocnosuble 3¢ ekt CKA BIUAIOT Ha QYHKIIMIO BCEX OPTaHOB U BKIIIOYAIOT BHYTPHUCOCYIUCTHIN
reMOJIN3 U MYJbTUCUCTEMHYIO BACKYJIONATHIO, 00YCIOBICHHYIO TU(PPY3HON OKKITFO3UEN MEIKUX
COCYJIOB C MIIEMHYECKU-TIEpQY3HOHHBIM MOBPEXKICHHEM COOTBETCTBYIOIIMX  OPTaHOB.
BricBoOOXKIeHHE CBOOOHOTO TEMOTJIOOMHA M aprHHAa3bl B KPOBOTOK IMPUBOJHUT K COCTOSIHUSM
XpoHuueckoi ne3okcurenanuu [148]. Tlpu nqanHo# rpyrimne reMorjao0uHONaTui maTohU3n0IOTHs
JIT', xak mpaBuI10, UMEET MPHU3HAKU IpeKamuuisipHoi JII', HO MOXKeT ObITh MOCTKAMUIUISIPHOMN UK
KOMOWHHUPOBAHHOM, €CIIM B MATOJIOTUYECKUN TPOILIECC BOBJIEKACTCS MHOKApA U (OPMHPYETCs
nuactonnveckas ero nucdyHkims [149-151]. B oTBeT Ha COCTOSHHE XPOHHUYECKOTO I'eMOJIH3a
YCUIIMBAETCS CHHTE3 JHJOTeNnHa-1, CHIKaeTCs AOCTYMHOCTh MOJEKYJ OKCHAa a30Ta, 4TO
MPUBOJIUT K TOBBIIICHHON aAre3ud COCYAMCTHIX KJIeTOK. Hapyimienus OanaHca Ba30aKkTHBHBIX
NeNTHJA0OB W ONOCPENOBaHHAs TEMOJM30M  TUIIOKCEMHUS  MOJIJEP’KUBAIOT  CTOMKYIO
Ba30KOHCTPUKITUIO JIETOYHBIX cocyaoB. [larorenermyeckuii kackan npu CKA Takke MOXKeT
BKJIIOYAaTh XPOHUYECKOE TPOMOOIMOOIMUECKOE MOBPEKICHUE M ACENTHUYECKOE BOCHAJICHHE.
MynbrucuctemMnass  nposugepatuBHas — Backyjomatus  npu  CKA,  mnpossnstiomascs
nuactonuueckor auchynkuuen JDK, JII, apuTMHSMH M XpOHUYECKONW OOJE3HBIO MOYEK,
HPOSIBIISIIOT ce0si Ha BTOpoM jecsituiietun xu3nu [148-151]. uactonuyeckas aucyukims, JII

Y BHE3aIlHasi CMEPTh SABIISIOTCS OCHOBHBIMH TprurHamu cmeptHocTH oT CKA [150-151].

MuesonposdepaTuBHbie 3200J1€BAHUSA

Cpenu mamueHToB ¢ MuenonponudepaTuBHbIMU 3a0oneBanusmu (MII3) nanbonbmemy
pucky pa3zsutus JII' moaBepKeHbl MAMEHTHI C XPOHUYECKUM MHUEIIONIHBIM JIEKO30M, HCTUHHON
HNOJHUIUTEMHEH, JICCEHIHUANbHBIM TpoMmOomuTro3oM u  Muenopubpozom. Pazsurue JII'
ACCOIMMPYETCS Y TaKMX OOJBHBIX CO 3HAYMTEIBHBIM CHIKEHHEM BbDKHMBaemMoctu [152, 153].
[TaTorenes3 JII' mpu MII3 umeer aBa OCHOBHBIX (DeHOTHMA: XpOHUYECKass TPOMOOIMOoInYecKas
JII' (XTOJII') u nponudepaTuBHAs JIero4yHas apTepuonaTus. TpomOoTHdeckue sBIeHUS (Kak
BEHO3HBIE, TAK U apTePHATIbHBIE) 1 MUKPOLMPKYJIATOPHBIC HAPYIIEHUS XapaKTePHBI JJIs1 O0JIbHBIX

UCTHHHOW TOJMHIUTEMHEH M 3CCEHIMAIbHBIM TpoMOoIuTo3oM [154]. Jlerounas BacKysomaTHst
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MOXET OCIOXHUTh TeueHue MII3 npu YacTo CONyTCTBYIOIIEM NOPAKEHUU TIEYEHU C
NPUCOEIMHEHUEM NOpTaIbHOU runepren3un y 13% Gonpubix ¢ MIT3 [155].

He menee BaxHBIM (haKTOPOM SIBIISIETCS JIEKapCTBEHHO-UHAyHpoBanHas JII' mpu MII3.
HNHrubutopsl THPO3WHKHUHA3BI, KOTOPBIE YacTO UCIOJNB3YI0oTCs B Tepanuu MII3, acconuupyrorcs
¢ npexanmwuispabiMu Gopmamu JII' [156]. ITpu sTom Takue dpopmel JIAIT MOTyT perpeccupoBath
mocje MpeKpalleHuss Kypca mpenaparta. TpaHCIUIAaHTalMs KOCTHOTO MO3Ta TaKKe MOXKET

YBEIUYUThH PUCK JICTOYHON BEHOOKKIIIO3MOHHOM 00Jie3HH y nanuenToB ¢ MII3 [157].

XpoHuyeckas NOYeYHAS HEJOCTATOYHOCTD

Jlerounas runeprensus (JII') yacto BcTpedaercst y NalMeHTOB C XPOHUYECKOM O0JIE3HBIO
novek (XBII) u ¢ accouuupyercst ¢ BBICOKOH JieTanbHOCTHIO [158]. BonbIIMHCTBO NMAMEHTOB €
XBIT uMErOT MOCTKAMMIIIAPHBIA WJIH KOMOMHUPOBAHHBIN IIPe- ¥ MOCTKAMWIUIApHBIN THIl JIT', peke
U30IUpoBaHHbIil  npekamwuisipubiii Tan JII [159]. Mexanusm passutus JII' mpu  XBII
MHOTO(DAKTOPHBIA W  MOXET BKJIIOYAaTh: XPOHUYECKYIO Tieperpy3ky oo0bémom JIK,
PEMOAETMPOBAHNE JIETOYHBIX COCYJOB HM3-3a AuMcOaaHca YpPOBHS Ba30aKTHBHBIX (DaKTOPOB
(Hampumep, OKCHAa a30Ta, MPOCTAIMKIMHA U SHAOTENHMHA), BOCIAIUTEIbHOE MOBPEXKACHUE U
COITYTCTBYIOIIIHE 3a00JIeBaHUs JIETKUX (HAIIPUMep, OOCTPYKTUBHOE allTHO? BO CHE U XPOHUYECKUI

OOCTPYKTHBHBII CHHIPOM), KOTOpbIe 00bIuHO cBsi3anbl ¢ XbIT [160].

1.3. 3HI/II[eMl/IOJ'lOI‘I/[ﬂ 3200J1€BaHNS WM _COCTOSIHMS (rpynnbl 3200J1€BaHUIi NN

COCTOSIHMIA)

JII' — moTeHIuanbHo (baTaJ'IBHOG 3&60HeBaHI/IC, KOTOPOC BCTPEUACTCA B JI000M BO3pacTe.

PacnpocTpaH€HHOCTh 3HAYMTENEHO BAapHUPYET B 3aBHCUMOCTH OT pPErHOHa MHUpa, MpUYEeM
pa3nuums OMpeAeISIOTCS TeHETHUYECKUMHE, TeorpauuecKiMH, SKOJIOTHYECKHMH M COIMATBHO-
skoHOMHYecKiMHU (pakTopamu [6, 100, 161-165]. 3HaunTenbHBINA Mporpecc B AMATHOCTUKE U
neyennu JII' mocTeneHHO MpeBpaTHII 3TO COCTOSHUE U3 Op(aHHOro 3a00JeBaHUS B CEPbE3HYIO
robanpHy0 Tpobaemy 3apaBooxpanenus [161]. Tlo omenkam, okono 80% rmobGanbHOTO
OpemMeHH 0O0JIe3HU MPUXOANUTCS Ha CTPAHBI C HU3KAM U CPETHHM YpOBHEM noxona, rae JII™ vare
BCTpevaeTcs y 60s1ee MOJIOABIX JIFOJIeH, 0 CPAaBHEHHUIO CO CTPaHAMH C BBICOKUM YPOBHEM J0XO0a,
rne JII' nmpeobnamaer y moxwibix moaed crapme 65 ner [162]. Ilpu Tom, uto Hambonee
pactpoctpanenHoi npuunHoi JII' Bo BceM Mupe sSBIsOTCS 3a007€BaHNUE JIEBBIX KaMep Cep/la,
pacnpoctpaneHHOCTh JII' Ha mopsAI0K BhIIIE B rpynnax pucka, Takux kak BUY-unpunupoBantbie
HalMeHThl, OOJbHbIE IIMCTOCOMO30M, CHUCTEMHBIM CKJIEPO30M HJIM CEPIOBHIHO-KIETOYHOM

amemueit [101, 104, 148, 161-164].
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HctunaHass pacnpocTpaHEHHOCTh 3a00JIeBaHUsI y JeTed JOCTOBEpHO Hewus3BecTHA. Ilo
JAHHBIM TOJUJIAHJCKOTO HALMOHAJIBHOTO SIHJEMHOJIOTUYECKOTO HCCIIECIOBAHUS, €KEroIHbIN
ypoBenb 3aboneBaemoctu JII' cpenu neteit cocrarnser 63,7 na 1 000 000 nereii [165]. M3 Hux
82% umenu tpanszutopHyto JIATL, Bkirouas nepcuctupytronryro JII' HoBopoxkaennoro u JIAI npu
BIIC, paspemuBiytocs mociie CBOEBpEeMEHHOM Koppekiuu. ['pyria nporpeccupyronux Gopm B
26,9% o6pazoBana JIAI" (u3 Hux 28% — uJIAT, 72% — JIAT'-BIIC), 27,8 % — JII" npu nopaxxeHuu
JICBBIX OT/IETIOB cepna, 44,2% — 3aboneBanus nerkux/runokcemusi, 0,9% —rpomoboamMbouecKas
00J1e3Hb.

[lo maHHBIM HaIMOHANBHBIX PETUCTPOB, 3a00eBaeMOCTh Bcemu rpymnmnamu JII' y nereit
3HauYUTENbHO BapbupyeT — oT 4 10 10 ciayyaes Ha 1 000 000 nereii B roa B EBporie u ot 4,8 10 8,1
ciydaeB Ha 1 000 000 mereii B ron B CeBeproii Amepuke [101, 165-168].

Pacmipoctpanennocts JII' Bapeupyet ot 20-40 cnyuaeB na 1 000 000 nereit B EBporne no

25,7-32,6 ciyuaes Ha 1 000 000 nereit B CIIIA [1011, 165-168].

I'enoepnuie xapakmepucmuxu

VY B3pocinbix 6o0nbpHBIX JIAI' 3a005€BaHNME UMEET XOPOILO YCTAHOBJIEHHBIM I€HACpPHBIN
JUMOp(U3M, KOTOPBIN KacaeTcss He TOJNbKO snuaeMuonoruu JIAI y KeHIMH U MY>X4YHH, HO U
pasinuMsi B KIMHUYECKOM TedeHHe 3a00JieBaHMsI, OTBET€ Ha TEpaluio M, COOTBETCTBEHHO,
nporuo3e 3abosesanus [39, 164, 169-170]. Pacmpoctpanennocts JIAT y sKeHIIUH TPUMEPHO B
1,7-4 pa3a Beime, TOrna Kak Oojiee HEOJArONPUSTHBIN MPOTHO3 ACCOLMHUPYIOTCS C MY’KCKUM
nosoM. [l myxuun ¢ JIAI' xapaktepHbl Ooyiee BbIpak€Hbl HapylleHUs (YHKIMH MPaBOTrO
XKenyJlouka u 6osiee HU3Kas BBDKMBAEMOCTh. B maToO0Monoruu reHiepHbIxX Xapakrepuctuk JIAT
Y4acTBYIOT HE TOJIBKO SHJOTEHHbIE IOJIOBBIE TOPMOHBI, B YAaCTHOCTH 17B-3CTpaguion U ero
MeTabONNUThI, HO pAa3JIMYUE B YPOBHE OKHMCIUTEIBHOIO CTpecca C MEHbIlEH aKTUBHOCTHIO
AQHTUOKCUJIAHTHBIX (EPMEHTOB Yy MYKYMH, Ppa3IUYHBIA THUN KJIETOYHBIX peakuuil c
npeo0iaaHleM anonTo3a JAJIs )KEHIIUH U KJIIETOYHOT'0 HeKpo3a y My»kuuH [1].

XapakTepHoe JUTsl B3pOCIBIX Mpeodiiaanue Uil )KEHCKOro Bo3pacTta B cTpykType JIAL ¢
COOTHOIIICHUEM KEHIINH U MYyXuuH ~1,7:1-4,8:1 He HabmrogaeTcst pu ae0r0Te 3a00JIeBaHUS B
JIETCKOM BO3pPAacTe, PU KOTOPOM 3200JI€BA€MOCTbD B I1€JIOM OJMHAKOBA JJIsl MATbUYUKOB U J€BOYEK.
BripaxkeHHass Bo3pacTHasi M naroreHetnueckas BapuabenbHocTh JIIT u JIAI, B uwactHOCTH, B
NeANaTPUYECKON TMONYJISIUU  ONPENeNSIOT U pa3jiMyuHble TEHJEpHbIE XapaKTePUCTHKU
Bo3pacTHbIX rpymni. Bo 2-5-i rpynmnax JII' cootHomenue manpuukoB U aeBouek 1:1-1,5:1 ¢

HE3HAYUTENILHBIM MTpeo0IIaanueM JIMI My>KCKoro moua [165-168].
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I'pynna 1. Jlerounasi aprepuajibHasi TMNIEPTEH3US

Houonamuueckas JIAI'

Pacuérnpie mokaszarenu 3aboneBaemoctu uauonatuiaeckoe uJIAIT Bapsupytot ot 0,47 1o
1-2 cnyqaeB Ha 1 000 000 nmereii B 3aBHCHMOCTH OT PETMOHA, C OIICHUBAEMBIMHU IMOKa3aTEIIMU
pacripoctpaneHnocts ot 2,1 10 6,0 caygaes na 1 000 000 gerckoro nacenenus [101, 165-168].

Hacneocmeennasn JIAI'

Wctunnas pacnpoctpanéHHocTh HacneactBeHHod JIAIT (HJIAI) He wu3BecTHa.
Wudopmarnivs HaKaraIuBaeTcs IOCTEIIEHHO M0 MEpe U3YUYCHHS POJIM MOJIEKYJISIPHO-TEHETHYECKIX
U snureHeTHueckux (akropos B matorenese JIAI [40-42, 52]. B renaepHoOii CTPYKType MyTallHii
B rene BMPR2 nipeo6nanarot mysxunnsl (10 78%). IlopakenHsie myTtaiueii B rene BMPR2, kak
HPaBUIIO, MOJIOKE U UMEIOT OoJiee TsDKENOe KIIMHIYECKOe TeueHune 1 mporuo3 [40].

JIAT, unoyyuposannas iexapcmeamu u moKCcuHamu

Pacnipoctpanennocts 31oii rpynmsl JIAL y neteit He u3BecTHa.

Accoyuuposannvie popmol JIAI

[Tokazarenu 3aboneBaemocTu accormupoBanHbix ¢popMm JIAT (aJIAT) BapeupytoT ot 4,3
1o 7,3 cnyuaeB Ha 1 000 000 nmeteit B 3aBUCHMOCTH OT PErHOHA, C OIICHUBAEMbIMU TTOKA3aTEISIMU
pacnpoctpanentnocts ot 21,3 1o 27,0 ciiyyaes Ha 1 000 000 gerckoro Hacenenus [101, 165-168].

JIAT, accoyuuposannas ¢ cucmemuvimu 3abonesanuimu coeounumenvrou mxanu (JIAL-
3CT)

Y B3pocnbeix OONBHBIX 3a00JI€BaHMS COENWHUTENBHONW TKAHU SIBISIFOTCS OJHOW U3
ocHOBHBIX mpuunH JIAT, cocraBisis okosio 20% [61, 161-163]. ¥V nereii JIAT-3CT BcTpeuaercs
PEnKo, 10 TaHHBIM psifa HAIIMOHAJIBHBIX PETUCTPOB ATa rpymma coctaBisieT 0-4% manueHToB ¢
JIAT [101, 165-168]. Bo MHOTOHAaIIMOHATBHOM KOTOpTe U3 389 /eTeli ¢ CHCTEMHBIM FOBEHUIIBHBIM
aptputroM u3 peructpa CARRA y 16 (4%) Obuta guarnoctupoBana JIAI' [171]. Tlo naHHBIM
OXOKI ckpununra JIAI' Obima auarHoctupoBaHa y 2% koroptsl u3 850 gereil ¢ cucteMHOM
KPacHOM BOJTYAHKO# B TEYCHHUE MEPBBIX 2 JIET OCTAHOBKH Juaruosa [172].

JIAT, accoyuuposannas ¢ BU4-ungexyueti

Tounast pacnpocTpaHEHHOCTH JierouHoW rumnepreHsun y BUY-unduimpoBanHbIX nereit
HensBecTHA. OueHkH pactipoctpaneHHOCTH JIAD y B3pocnbix BUY nHUIIMPOBaHHBIX BapbUPYIOT
or 0,5% mo 9,9%, uro mpumepro B 1000-2500 pa3 Bbime, yeM B OOIIEH, YTO OMpenessieT
pPEKOMEHIAINI0  peryisspHoro ckpuHuHra BUY-undunupoBaHHbix B3pocisix [74-76]. B
sHaeMuuHblx 1o BWY permonax Asum, Adpuxun u FOxHON AMeEpuUKH Yy BEpPTUKAIBHO
uHpuuuposanubix BUY nereii pacnipocrpanensocts JIAI' Bapeupyer ot 4,4% 1o 7%, dacrora
koMmOuaHupoBaHHbIX Gopm JII' gocturaer 40% [75-83]. Tlpu 3TOM BO3pacT 3apak€HHs] MIPACT

pemaroiee 3HaueHue. Y 3apaxkeHHbix BUY B panHem Bo3pacte pacnpoctpaneHHOCTh JIAT-BUY
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cocrapisietT 48-75%. 3a mpenenamu sHaemudeckux peruoHoB JIAI-BUY y nmereit Bctpewaercs
PEIKO: eMHUYHBIC CITydau B KaxIoM u3 peructpoB Mcnanum, Hunepnannos u BenmkoOpuranuu
[165-166]. Takas peakas BBIABIIEMOCTh MOXET ObITh  OOYyCJOBJI€HA  OTCYTCTBHEM
CHUCTEMATHUYECKOTO CEepJEYHO-COCYyIUcTOro ckpuHunra y aereii ¢ BUY undekueit. [Tockonbky
JIAT' MoXeT TmposBISATbCS TOJNBKO Yepe3 TOAbl WM JECATWIETHS IIOCie 3apaskeHus,
CHCTEeMaTHUYECKH CKPUHHHT CIEeAyeT pekoMeH10BaTh BUY-nHGUIMPOBaHHBIM JETSIM.

JIATL', accoyuuposanuas ¢ nopmanvHou eunepmeHsuei

Bo B3pocnoii nomynsiumu IIIIT pa3BuBaercs y 1,1-6,3% mnanueHTOB ¢ NOpTaIbHOR
TUTIEPTEH3UEH, B OOJIBIIMHCTBE CIy4acB 0OyCIOBJICHHOW muppo3oMm medeHu [60]. YV nmereit ¢
NOpTaNbHON THIepTeH3ueil pacnpoctpaneHHocts I komebnercs or 1% mo 5,2% [53-55].
Pacnpoctpanennocts JIAT npu y neteit ¢ BIIKII moxkeT BappupoBaTh B 3aBUCUMOCTH OT PErHOHA
ot 10 10 45%, uto onpenensetr BIIKIII kak Bexymuryto npuuuny [T y gereii [55-58].

JIAT', accoyuuposannas ¢ BIIC

Tpansutopnas JIAT', npexonsmas mocie koppekuuu BIIC Betpewaercs B 21,9 cimyyae Ha
1 000 000 u siBrsieTcst 0HOM U3 caMbIX pacrpocTpaH€HHBIX (opM JIAD y nereit, ycrynast TOJIBKO
HEePCUCTUPYIONICH JIETOYHON THUIEPTEH3WH y HOBOpPOXKAeHHbIX [165, 173, 174]. [lo aaHHBIM
HallMOHAIBHBIX peructpoB EBponbl pacnpoctpaneHHocTs JIAT-BIIC y nereil 3HaYMTENBHO
Bapbupyet ot 7,8 10 15,0 Ha 1000 000 gereit B 3aBucumocTH ot peruona [101, 165-168, 173-174].

B crpamax ¢ J0CTaTOYHO  pa3BUTOM  CEPACYHO-COCYIUCTOM  XHPYyprueu
pactipoctpaneHHocTh JIAD y B3pocibix ¢ BIIC cocraBnser oxono 4,2%, npencTaBieHHOCTb
HAIUEHTOB C CHHAPOMOM Dii3eHMeHrepa MUHIUMalbHAa 1 He nipeBbimaet 1% [173, 174]. Ilpocteie
nperpukycnuaaibasie BIIC ¢ aprepuoBeno3nsiM cOpocom ocnoxustoTes JIAL B 6-17% cnyuaes,
KaK MpaBuio, Ha 3-4 necsaTwietuun xu3HU, U3 HUX CO pasBuBatoT He Oonee 2%. Hamporus,
nocrrpukycnuansisie BIIC ¢ aprepuoBeno3nsiM cOpocom ocnoxustores JIAIT yxe Ha 1 roay
#u3HU, 50% M3 HUX Pa30BBIOT CHUHAPOM ODW3EHMEHrepa, 4YTOo OINpeAesieT HeoOXOIUMOCTh
XHpypruueckoit koppekimu qanHoi rpymibsl BIIC B niepBbie Mmecsip xku3nu [45, 48, 49, 174, 175].

JIATL', accoyuuposannas ¢ mucmocomo3om

ITo onienkam BO3, B Mupe Gosnee 230 MIJIIIMOHOB YEJIOBEK MOPAXKEHO IIMCTOCOMO30M, U3
koTopbix y 10% pa3BuBaerca remnarocene3éHouHass ¢opma, KOTOpas, B CBOIO Ouepeb,
ocnoxusiercss JIAI' B 5% [68]. Illucrocomo3 sSBIsIETCS SHAEMHUYECKHAM 3a00JCBAHUEM U PEIKO

BCTPEYAETCS B PA3BUTHIX CTpaHax, snuaemuonorus II-JIAT y nereit He u3BecTHa.

JIAI ¢ ycmotiuusbim omeemom Ha mepanuto 61okamopamu kanvyuesvix kananoe (bKK)
Onuaemuonoruto stoid rpynnsl JIAIT emé mnpeacrout usyunts. OCHOBBIBAasACH Ha

kputepusix CuTboHa, 3Ta MOArPyIIa MOXKET BKJIt0YaTh 0Kouo 8-15% nereit ¢ uJIAT [13].
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JIAI' ¢ npusnakamu c NpusHaKamu NOPAdNCeHUs BeH/Kanuiisapos: 6eHOOKKIIO3UOHHAs
Oonesnv neckux | necounvlil KANULIAPHBIN 2EMAHSUOMAMO3

1o nanHBIM HalMOHANIBHBIX peructpos cTpaH EBponsl u CIIA, a Takxe MEKIyHapOIHOTO
peructpa TOPP manusiii Bua JIAI muarnoctuposanu B 0,7-2% ciyuaes JIAI [164, 175].

Iepcucmupyrowas JII' nosopoocoennvix (IIJIIH)

[IUITH siBnsieTcst HanOomnee yacTol mpuunHOM Tpan3uTopHoi JIAT, coctaBiss okosno 30
clly4yaeB Ha MHWUIMOH Jered B roxa [165-167, 175]. B amoxy, mpeniiecTBOBAaBIIYIO TEparuu
WHTAJSIITIOHHBIM OKcuoM azoTa, [IJII'H Bo3Hukana npumepHo y 2 u3 1000 pokn€HHBIX )KHBBIMH,
IIPY 5TOM OHa Obli1a HarnboJIee BHICOKA Y JIOHOIIEHHBIX U IO3IHUX HEJOHOMICHHBIX aeTel [176]. B
nepuop ¢ 2003 mo 2012 r. pacnpocrparnennocTs [IJII'H cpean riry0OKO HEAOHOIIEHHBIX ACTEH
cocraBmia 8,1%, mpuyueM TEHACHIUS €XETOIHO YBEIHMYMBACTCSA, OTYACTH H3-32 YBEITHUCHHUS
BBDKMBAEMOCTH JIETEH ¢ KpailHe HU3KOM Maccoil Tena mpu poxkaeHuu. J{ojis HOBOPOKICHHBIX C
[TJITH o6patHO mpomopiroHaibHa FeCTallMOHHOMY BO3pacTy: 3a00J1€eBaeMOCTh COCTaBIseT 15-
22% y nerelt, ponuBmuxcs Ha 22-24 Henmene recrtanuu, 1Mo cpaBHeHuto ¢ 3,8-5,2% y gereid,
poaMBIIMXCS HA 27 Heaenu recraiuu 1 nosxe [176, 177]. HecmoTps Ha ycriexu B HEOHATAIbHON
kapauopecnuparopaor nomoiu, [IJII'H no-npexneMy octaércs 0OIHOW M3 OCHOBHBIX INPUYUH
HEOHATaJIbHOM 3a00J1€BaEMOCTH M CMEPTHOCTH ¢ ypOBHeM JsietanbHocTh 4-33% [95-98].

I'pynna 2. JIT', o0yc/ioB/ieHHasi 3200;1eBAHUAMH JIEeBbIX KaMep cepala

VY B3pocnbix 6onbHBIX JII' pu marosioruu JeBbIX Kamep cepaia — OJHa U3 Haubolee
pactipoctpaneHHbIX popm JII', koTopast coctaBnsieT 48—80% B CTPyKType JIErOYHBIX THIEPTEH3UH
[101, 103, 104, 162, 178]. Dnuaemuonorus JII' y meteii ¢ 3a001€BaHUsIMU JIEBBIX KaMep cepiiia
Hen3BecTHA. [lo JaHHBIM HECKOJIBKMX HAIlMOHAIBHBIX Teauarpuueckux peructpos JII' srta
rpymma 00JbHBIX cocTaBmia oT 5 10 14% uccnemxyemoit monyssiiuu [165-168].

I'pynna 3. JIT, 06yciioBiieHHAasi 3200/1eBAHHSIME JIETKHX M/WJIM THIIOKCEMU e

Bo B3pocioit nomynsaun y 3-4% NalMeHTOB ¢ XPOHUUYECKUMH 3a00JIEBAaHUSMM JIETKHX
perucrpupyercs nosbimenue cpearero IJIA 6omee 40 mm pr. ct. T [6, 111].

VY nereit uzonupoBanHas JII', accouunpoBaHHasi ¢ 3a00J€BaHUSIMU JIETKUX, 00pa3yeT
BTOpyl0 10 uunciaeHHoctn rpynmy JII' mocne JIAILY, cocraBinss or 34 nmo 49% Beex
3aperucTpupoBaHHbix ciyuaeB [101, 165-166, 175, 175]. 3abosieBaHusi JIETKUX 4YacTo
conpoBoxaaroT apyrue rpymmbl JIT: 10-12% neteit ¢ JII' ©”MEIOT COMYTCTBYOIIME 3a00JIeBAHUS
nerkux, npu 3tomM bBJIJ] sBusieTrcs Hambonee pacmpocTpaHEHHBIM 3a00JeBaHUEM, KOTOPOE
ocnoxusercs JII' B 25-30% cnyuaeB, GopMupYIO TKENOE CEpIEYHO-TIETOUHOE 3a00JI€BaHHE C
KpaiiHe HeONmarompusTHbIM mporHo3oMm [112-114]. Ho 47% nereit ¢ BJIJ, ocnoxuénnoit JII'
YMHPAIOT 4Yepe3 2 roja mociie moctaHoBku auarHoza JII'. Tspkénas, wacto cymepcucteMHas

dopma JII" ocnoxkusieT Teuenue 3aboneBanus 6onee 60% nereit ¢ BpoxkaéHHOM AradparMagibHON
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TPBDKEN M THIOIUIA3UEH JIETKUX, ONpPENENsis BBICOKMA YPOBEHb CMEPTHOCTH B ATOM TpYIE B
nepuos HoBopokaeHHoctu [112-117]. JII' ocnoxkusier Teuenue 4,3% gerelt ¢ CHHAPOMOM
HOYHOTO armHod [121]

I'pynna 4. JIT', 00ycy10B1eHHas1 00CTPYKUMEH Jero4YHoi apTepun

Hctunnas pacnpocrpaneHHocth X TOJIIT B momyssiiiuy He M3BECTHA, 3a00JIEBaHUE PEIKO
JUarHocTupyercst y nereid. Ilo naHHBIM HECKOJIBKMX HAaLMOHAJIBHBIX peructpoB JII' y nerei
3a00JI€eBaHNE 3aPETUCTPUPOBAHO B EJMHUYHBIX ClIydasiX, cocTaBisis npuMmepHo B 0-1,4% cimyuyaes
[111, 141, 165-168, 175].

I'pynna 5. Jlerounasi runepTeH3usi ¢ HESICHLIMM M MHOTO()AKTOPHBIMHM MeXaHU3MAMHU
3a0oJieBaHMSA

JII" siBnsieTCsl Cepbe3HBIM OCIOXKHEHUEM U OJIHOM M3 OCHOBHBIX IPUYUH THOENIN B3POCIIbIX
MAIMEHTOB C XPOHMYECKUMHU remoiutuueckumu aHemusimu [144]. Tlpu DXOKI ckpunuHre
noseimenne J[JIA peructpupyercs y 30% B3pocnbix ¢ remornobunom SS u y 10-25% c
remorsiobunom SC [145, 146]. B wuccienoBaHHsAX, HCIOJB3YIOIMX HHBAa3UBHYIO OLICHKY,
pacnpocTtpaneHHOCTh JII' ipy ceprnoBHHO-KJIETOYHOM aHEMUHU y B3POCIBIX BapbUpYeET OT 6 10
11% [144, 145]. BepkrBaeMOCTb B3pOCbIX ¢ reMorioouHoM SS B Teuenue 40 MecsIeB Jaxe mpu
He3HaunTensHoM noBbimennn JIJIA He npesbimaeT 40% [151].

VY nereit JII' ocnoxusier TeueHue 3adoneBanus y 10-20% neteit ¢ ceprnoBUIHO-KJIETOUHOM
aQHEMUEH, TAaKXKe SBJISSACH OCHOBHOM npuyuHOW rudesu [147-149].

JI'  3HayuTeNnpHO  yXYANIAeT TMPOTHO3 W BBDKUBAEMOCTh  OOJBHBIX  C
muenonpoiudepatuBHbiMu 3aboneBanusmu. [Ipu DXOKI' ckpuHUHTE NaHHOE OCIOKHEHUE
BoIsiBIIsIeTCs B 35-40% ciyvaes [152, 153]. M3-3a TshkecTH OCHOBHOTO 3a00JICBaHUST MHBA3MBHAS
OlICHKa MapaMeTpoB T'e€MOJMHAMHMKHU IPOBOJUTCS HE Yy BCeX MalMEHTOB. B uccrienoBaHusX,
MCTIOJIb30BABIINX HHBA3UBHYIO OlICHKY, kputepuu JII' BeisiBisunuch y 7% OombHbIX [154-155].

JIT' siBnsieTCsl 4acThIM OCJOKHEHHEM Y B3POCIBIX OOJNBHBIX C XPOHUYECKOW MOYEUHOM
HEJ0CTaTOYHOCTHIO — 110 48,7% mo manasiM DX OKI' ckpunnnra. PactpocTpaHE€HHOCTH JIEeTOYHOM
TUTIEPTEH3UN 3aBUCHUT OT CTaIuu 3a00sieBaHus U koJsieonercst oT 9 10 39% y i ¢ XBII 5 cragum,
ot 18,8 o 68,8% y mareHToB, HaXOAAUIMXCS Ha reMoauanuse, u ot 0 1o 42% y manueHToB,
HAXOJAIIMXCS Ha MepuToHeanbHoM nuanuse [158, 159]. [Ipu uHBa3MBHOI OlleHKE apamMeTpoB
reMOIMHAaMUKHU MNoKa3zaTend emié Beiire: 10 68% manuentos ¢ XIIH umeror JII' B kadecTBe
daransHOTO OCcnoxkHeHus. [Ipeobnanaromum penorunom JII' cpenu manmentos ¢ XBII sBasercs
noctkanmwuisipHas JII', BesiBiusiemas y  76% Takux OonbpHBIX, pexe (24%) BBIABISIOT
npekanmwuisipayto JII [159]. I[Tpu 3ToM BEDKMBAEGMOCTh B 00€UX TPYIINax OJJMHAKOBO HU3Kast. [Ipu

npekanuuisiproit JIT', accormupoBantoii ¢ XBIT, 10 75% GoabHBIX COCTaBIISIOT sKeHIIHHBI [160].
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1.4. Oco0eHHOCTH KOAUPOBAHNS 32001eBaAHU UJIH COCTOSHUSA (TPVINLI 32001eBaHHI

WIN _cOCTOsIHMI) 1o MekAYHAPOAHO! CTATHCTHYECKOH kJaccuukanmu 0Oose3Heil u

npo0.ieM, CBA3AHHbBIX CO 3/I0POBLEM

127 — [Ipyrue ¢opMbl JIerouHo-cepaeYHOi HEJOCTATOYHOCTH

127.0 — JIerounas (apTepuanbHas) TUIIEPTEH3US IEPBUYHAS (MIUOTIATHYECKAS )
127.2 — JIpyras BTopruHas JierouHasi TMIepTeH3Us

128.8 — JIpyrue yrouHeHHbIe 0OJIE3HH JIETOUYHBIX COCYI0B

128.9 — bose3Hb JeroyHbIX COCy1I0B HEYyTOUHEHHAS

1.5. Kanaccuduxkanusg 3200 1€eBaHUSA HMJIH COCTOSAHUHA (rpyvonbl 3a00J1eBAHMIT WJIN

COCTOSIHMA)

TepMI/IH JICTOYHAasA THIICPTCH3US O6’I)CIII/IH$I€T 9THUOJIOTHYCCKH U HaTOMOp(bOJIOFI/ILIeCKI/I

pa3iauuHble 3a00N€BaHMsT M COCTOSHHUSA, UMEIONIME 3HAUUTENbHBbIE KIMHUYECKHE U
MPOTHOCTUYECKHE pa3nuyus. B Hacrosmiee BpeMs A ONpENesieHUs M CUCTEMAaTU3allud 3TOTO
0OJIBIIOTO CIUCKA 3200JICBaHUI HCITOIB3YETCS HECKOJIBKO KIIACCU(UKALIUN:

1. N'emonunamuueckas kinaccuduranms JII'

2. Knuawnueckas knaccudukanuro JII™ (oOmmast).

3. Knaccudukanus neauarpuyeckoi JIETOYHOM TUNepTeH3MOHHOM COCYMCTON O0IEe3HHU.

4. ®ynkuuoHanpHas kiaccuduxanuu JIIN (BO3).

5. OyHKIMOHAJIbHAS TenuaTpuueckas KiaccupuKalus MeIuaTpUuYecKol JeroyHoin

TMIIEPTEH3UOHHOM COCyAUCTON OONE3HN.

6. Ilaromopdonornueckas knaccuduxanms JII'.

1.5.1. 'emoounamuueckan knaccugpuxayus JII

B 3aBucuMOCTH OT YpOBHS MOpa)XEHUSA JIETOYHOIO COCYIAUCTOrO pPyClia BBIACIAIOT
MPEeKANIISIPHYIO, MOCTKANMWUISIPHYI0 U KOMOMHUPOBAHHYIO Mpe- U MOCTKANMUIUISIpHBIE (POPMBI
JIT' [1, 6. 8]. 'emoauHaMuYecKue KpUTEPHU 3THX (OPM M MX pa3lIUuus, ONpeiessieMbie TPU

KaTCTCpU3aluu KaMep cepaua, NpcACTaBJICHbI B Ta6J'II/II_IC 1.
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Ta6auna 7. 'emoauHamMuueckas KiacCH(UKAIMs JIETOYHON TUIIEPTEH3un y aereit [1, 8,

13]
I'emogunamuueckue | Kpurepum Acconuanus
THnsl JII' ¢ KIMHHYECKHUMH
rpynnamu JIT'
Jlerounas Cpennee nasnenue B JIA > 20 mm pr. CT. 1,2,3,4ub5
TUIEPTEH3Us
(Bce dhopmbI)
[pexanmmnsapuas JII' | Cpennee nasnenue B JIA > 20 MM pT. CT. 1,3,4u5
Hasnenue 3aknunuBanus JIA < 15 mm pr. CT.
WHpeke 1eroyHoro cocy 1ucToro
conpoTupieHus > 3 ex1. Byna x m?
[TocTkammnisipHas Cpennee nasnenue B JIA > 20 MM pT. CT. 2us
M30JIMpPOBaHHAas JaBnenue 3akinHuBanus JIA > 15 MM pT. cT
WHpeke 1eroyHoro cocy IucToro
2
conpotusiieHus <3 en. Byna x m
KomOunupoBannas Cpennee nasnenue B JIA > 20 MM pT. CT. 2us
npe- u JaBnenne 3aknnHuBanus JIA > 15 MM pT. cT
MOCTKaNWIISIPHAS WHpaekce 1erouHoro cocy 1ucToro
>3en B 2
conpotuBiieHus > 3 ea. Byga x m

1.5.2 Obwasn krunuueckan knaccugpuxayus JII

JIT" kaK CUHIPOM, aCCOIIMUPYETCS C OOIMIMPHBIM CIIEKTPOM 3a00JI€BaHUM, U TOJIBKO B IBYX
dopmax (umauomatuyeckas W HacieactBeHHas JIAIY) pacuieHuMBaeTcs Kak CaMOCTOSITEIBHOE
(n3ommupoBanHoe) 3a0oneBanue. [lepBas knmuHuueckas kinaccudukanus JII', npennoxxennas BO3
B 1973 r., BKIII04ana ToJabKO 2 KaTeropuu: nepsuyHas u BropuuHas JII'. 3a npomeamme 50 ner
MPOM30LUIN 3HAYUTENbHbIE U3MEHEHUSI B TIOHWMMAHUU STHOJOTHUH U MAaTOPU3NOJIOTHH, a TAKXKe
KJIMHUYECKUX pa3nuyuii pasHbix BapuaHtoB JII'. B 2024 r. Ha OCHOBaHUM MaTepuajoB 7-TO
Bcemupnoro cumnozuyma mno JII' onyOnukoBaHa OOHOBIIEHHass U NEpPEeCMOTpPEHHas
KJaccu(uKanus, BKIIOYAIOIAs MATh OCHOBHBIX KiMHWYeckux rpymn JII, oObenuHsemMbIx
o0umMM  MaTtoMop(OIOTHYECKUMH, TE€MOJAMHAMUYECKUMH, KIMHMYECKUMHU MpHU3HAKaMU W,
COOTBETCTBEHHO, 00mIel crparerueii Tepanuu (tadm. 8) [1, 6]. [l coOmoieHUs TpUHITHIIA
MIPEEMCTBEHHOCTH JJaHHAas Kiaccu(UKaIUs HCIONb3yeTcs B KayecTBe paboyero MHCTPYMEHTa B
€XKEIHEBHON KJIMHMYECKON TMpaKTUKE Yy JeTed W B3pOCHBIX, a TaKKe B pa3IMYHbIX

OIUACMHUOJOTMYCCKUX HCCICAOBAHHNAX, BKIKOYasd HAIWMOHAJIBHBIC W PETHOHAJIBHBIC PETHCTPLI
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neroyHou runepteHszun. OO0benUHEHNE pa3audyHbIX BapuadToB JII' 00ycrmoBiaeHo oOmumMu 1yist

KOHKPETHOM I'PYIIIBI IOJXOIaMHU K TAKTUKE BEICHMUS.

Ta6auna 8. OO1as KIHHUYECKast KIacCH(pHUKAIKs JIETOYHON runepTeH3un [1]

I'pynna 1.
Jlerounas
aprepuajibHas
THNepTeH3us

1.1. Unuonatuueckas JIAI'
1.1.1 JIAT ¢ ycroiiunBbiM 0TBeTOM Ha Tepanuio bKK.
1.2. Hacnencreennas JIAT?
1.3 JIAT, uHayuupoBaHHAasl JIEKAPCTBEHHBIMHM IIperapaTamMu |
TOKCHHAMHU>
1.4. JIAT', accortuupoBaHHasi C:
1.4.1. cucteMHbIMU 3200JIEBAaHUSIMUA COCAMHUTEIBHON TKAaHU
1.4.2. BUY-undexueit
1.4.3. nopTanbpHOI runepTeH3nen
1.4.4. BPOKICHHBIMH TIOPOKAMH CEp/IIa°
1.4.5. mmcrocomo3oM
1.5. JIAT ¢ sBHBIMU IIpU3HAKaMU BEHOOKKIIFO3WOHHOU Oose3Hun/
TreMaHTUOMATO032 JICTOYHBIX KAIHJUISPOB
1.6. [Tepcuctupyromnias JII' HOBOpOXKICHHBIX

I'pynna 2.

JIT', o0ycsioBIeHHAS
3a00/1eBAHUSIMH JIEBBIX
KaMep cepana

2.1. CepnevHasi HEIOCTaTOYHOCTb:

2.1.1 ¢ coxpaneHHo# (pakiueit BrIOpoca

2.1.2 co CHMKECHHOW WM YMEPEHHO CHUKEeHHO DB

2.1.3 KapIMOMHOIIATUH CO CICITU(PUUECKON ITHOJIOTHEH
2.2. Ilopoku KIlamaHoB cepaua:

2.2.1 nopakeHHe a0pPTAITBHOTO KjlanaHa

2.2.2 mopaxeHne MUTPAJILHOTO KJIarmaHa

2.2.3 cMelIaHHOoe MOpaKEHUE KITaaHoB cepia
2.3. BpoxkIeHHast/IproOpETeHHAs CEPICYHO-COCY TUCTasI
MaTOJIOTUs, TPUBOAAIIA K TOCTKanuuisipaon JII'

I'pymma 3.

JIT', o0ycioBeHHast
3200/1eBaHUSIMH JIETKHX
/MM THIIOKCEMHUeit

3.1. XpoHunueckue OOCTPYKTHBHBIE 3a00NI€BaHHS JIETKHX WA
ampuzema
3.2. UHTepCcTHIIMATBEHOE 3a00JIeBaHUE JISTKUX
3.3. CouetaHHbIii nerounsit GpuOpo3 u smMmpuzema
3.4 JIpyrue mapeHXUMaTo3HbIC 3a00JICBAHUS JICTKHX
3.5 HenapenxumaTo3Hble pecTpUKTHBHbIE 3a00J1€BaHUS:
3.5.1 cuHAPOMBI THITOBEHTIIISIIAN
3.5.2 THEBMOHAKTOMHUS
3.6. 'mnokcwust 6e3 3a001eBaHM JIETKHUX (B T. 9. BEICOKOTOpPHAs)
3.7. AHOMaJIMU pa3BUTHS JIETKUX

I'pynma 4.

JIT', o0ycoBeHHast
00CTpyKIUeil JIero4Hoi
aprepuu

4.1. Xpornueckas TpoMmObodMbommaeckas JII°
4.2. [lpyrue npuuuHbl OOCTPYKIIMHU JIETOYHOH apTepuu

I'pynma 5.

JleroyHnasi runepTreH3us
C HEACHBIMHU U
MHOT0(p)aKTOPHBIMH
MEXaHU3MaMH
3a00J1eBaHUA

5.1. 'emaTonorudeckue 3a001e¢BaHUs

5.2. CucreMHbI€ 3a00JIEBaHUS

5.3. MeTtaboanueckue 3a00JI€BaHUS

5.4. XpoHudeckas modeuHas HeIOCTaTOYHOCTh C WK 0e3 Auann3a
5.5. TpomboTHYeckass MUKPOAHTHOIIATHS OITyXOJIU JIETKOTO

5.6. PUOPO3UPYIOUIHIA METUACTUHUT

5.7. Cno>xHBIN BPOXKJICHHBIN TTOPOK cepara

! myramuu B renax BMPR2, ACVRL1*, TBX4, ENG, SOX17, KCNK3 u apyrux

2

aM(l)eTaMI/IHBI, MeTaM(l)CTaMI/IHLI, I[aSaTI/IHI/I6, pamncoBoC Macjio
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3 xpome: cnoxubix BIIC, otHecennsix k rpynmne 5 u BIIC ¢ o6cTpyKuueii myTeii IpuToKa JIEBOro
JKEIyI0YKa, OTHECCHHBIX K TpyTie 2
B xmaccudpukammo JIIT Nice 2018 roma BKIIOYEHBI JIOMOJIHUTENIBHBIE MPHYUHBI

HeoHaTalbHOM U gerckoi JIAID', BkIIIOYas NEPCUCTUPYIOUIYIO JIETOYHYIO THIEPTEH3UIO
HOBOpOXAcHHOTO, JIAI' ¢ mocTKamwuIsspHOW oOCTpyKIMerd (0OCTpyKTHBHOE 3a00jeBaHUE
JIETOYHBIX BEH M T'€MAHTMOMATO3 JIETOYHBIX KalWUIAPOB), BPOXKIACHHBIC IMOCTKATUUIAPHBIE
OOCTPYKTHUBHBIC TMOPaKEHHsS (CTEHO3 JIETOYHBIX BEH M Jpyras OOCTPYKIHs JIEBOTO CEpAla),
BPOKJCHHbIE 3a00JIeBaHUs U MOPOKH JIETKUX M HOBBIE F€HETHYECKHE MPUUMHBI AeTckor JIAT.
Opnako, gaHHasi KiacCU(UKALKI HE OTPa)KaeT B IMOJIHOM Mepe OCOOEHHOCTH U BBIPAKEHHYIO

rereporeHHocTs JII' B 1eTckom Bo3pacre.

1.5.3. Knaccugpuxayua neouampuueckoii 1€204HOIU 2UNEPMEHIUOHHOI COCYOUCHMOTL

bonesnu

B 2011 r. IlennaTpuueckoil ueneBoil rpynmnoit HayuHno-uccinenoBareinbckoro MHCTUTYTA
JETOYHBIX COCYJIOB Ha coBemanuu B [laHame NpPeANIoKEH TEPMUH «IeauaTpudecKas
THIIEPTEH3UBHAS COCY/AMCTas OOJIe3Hb JIETKUX» W TPEACTaBICHAa INepBas KIMHUYECKas
KJIaccu(UKaIus, BKIIOYAIOIIAs IeCATh OCHOBHBIX rpymm u 109 moarpynm (tatxa. 9, 10) [102].
JanHas kinaccuduKaIys He OpUCHTUPOBaHA Ha BBIOOP MeTo/1a JieueHust. Ho3o1oruu o0beiuHeHbI
B IPYIIIBI HA OCHOBAaHMH OOLIMX MAaTOTEHETHYECKUX M MaTO(PH3HOIOTHYECKUX pU3HaKoB. Llens
e€ — CHCTEeMaTU3UPOBAaTh BHIPAKEHHYIO TETEPOreHHOCTh JIETOYHOH THUHEPTEH3UH BO BCEX
BO3PACTHBIX KaTErOPHUsIX OT BHYTPUYTPOOHOTO TIEPHO/Ia 0 MOAPOCTKOBOTO BO3PACTa, YIIYUIIUTh
NOHUMAaHHUE TaTOreHe3a W MaTo()U3UOJIOrUU 3a00JIeBaHKsI, TEM CaMbIM OOJIEMYMTh CIOXKHYFO
3aja4yy JIUarHOCTUYECKOro TIIOMCKAa Yy peOCHKAa C BBISBICHHOH JIETOYHOW THIIEPTEH3UEH.
[Tanamckas kinaccupuKanus BBIACTSIET MHOTO(QAKTOPHBIE TPUYUHBI JIETCKOM JIETOYHOM
THIIEPTEH3UH, BKJIIOYAs aHOMAJMHU POCTa M Pa3BUTHS JICTKUX, BPOXKICHHBIC MOPOKU CEpIa,
XPOMOCOMHBIC AHOMAJIMH, HAPYIICHUsS JbIXaHUS BO CHE, XPOHUYECKYIO aCIHpALUI0 |
npeHaTalbHble HAPYIICHHs, KOTOPbIE CIIOCOOCTBYIOT Pa3BUTHIO TMOCTHATAJBHBIX 3a00JICBaHUIT

JICTKHX.
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Tabdauuma 9. OcHOBHBIE KaTETOPUU MEAUATPUYECKOM THUIEPTEH3MOHHON COCYIUCTOM

Oouie3nu nerkux [102]

Karteropusi | OcHOBHBIE KaTeropuu

1 HpeHaTaJ'IBHaH HJIM BPOXKACHHAA TUIICPTCH3MOHHAA COCyaAuCTas 00JIE3HB JIETKUX

2 [lepunaTtanbHas Ae3aganTanys JErOYHBIX COCYI0B (IEPCUCTUPYIOIIAs JIETOYHAas

rUIepTeH31s HoBopoxAeHHbIX, [IJII'H)

3 [lennaTpuyeckue cepAeyHO-COCYTUCThIE 3a00JICBaHUS
4 bponxo-neroynas gucruiasus
5 N3onmupoBaHHas eAUaTpUIECKas TUIIEPTEH3UOHHAS COCYIUCTast O0JIE3Hb JIETKUX

(u3omupoBanHas neauarpudeckas JIAT)

6 MHuorodakropHas neauarpuyeckast JErouHas runepTeH3ust COCyAUCTOrO

MMPOUCXOKACHUA B COYCTAHUHN C BPOKACHHBIMU ITOPOKAMH PA3BUTHA

7 He,I[I/IanI/ILICCKI/Ie 3a00J1eBaHUS JIETKUX

8 [Teguatpuueckue TpoMOoIMOoIHUeckue 3aboneBanusi, 00yCIaBIUBAOIINE

COCYIMCTYIO JICTOUYHYIO T'HIICPTCH3UTIO

9 HCI{I/IanI/I‘-ICCKI/Ie mno6ap1/1qec1<ne THUIIOKCUYCCKHUEC COCTOSAHUSA

10 He,I[I/IanI/ILICCKaSI THIICPTCH3UOHHAA COCYAUCTasA 0oJs1e3Hb JICTKHUX, CBsA3aHHas C

HAapyHmCHUEM ACATCIbHOCTU APYTHUX CUCTEM

[lonnas kmaccudukanus MNEAUATPUIECKON THIIEPTEH3UBHOM COCYIUCTONM OONe3HU
npenctaBieHa B Tabnuie 10 (cmpaBouHble Marepuansl). J[aHHas Kiaccu(UKaus Mojie3Ha ¢
KJIIMHUYECKOW TOYKU 3PEHHS, TaK KaK MO3BOJISIET TOUHO 0XapaKTepU30BaTh COCTOSIHHE PeOCHKaA C
Y4€TOM JTHOJIOTUU, OCOOCHHO y jeTel, cTtpanaromux JII', accommmupoBaHHOi C BpOXKICHHBIMU
MOPOKaMHU pa3BUTUS WM XPOMOCOMHBIMH HapylleHusMd. Hekoropble 3a0oneBaHUs WU
COCTOSIHUSI MOT'YT OCJIOKHSATBCS JIETOYHOM THIIEPTEH3UEN, KOTOPYHO MOKHO OTHECTH K Pa3JIMYHbIM

KaTEerOpHsIM.

1.5.4. @®ynkyuonanvnan knaccugpurkayus nezounoii czunepmenzuu no BO3

OyukuuoHanbHbl kinace (PK) nmanuenrta ¢ JII' — oauH M3 BaKHEWIIUX MapaMeTpoB U
MPOTHOCTHYECKUX (DaKTOPOB B OINPEICIISAIONINX TAKTUKY BEJICHUS TaKuX OONbHBIX [5, 7, 10, 11,
179, 180]. Ilo pexomenmanusm 3xcriepToB BO3 B 1998 roxy, mist 6onsHbIX ¢ JII' anantupoBana
byHKIMOHATBHAS KiIaccudukaims Hpro-Hopkckol accouumanuu kapauonoros (tabm. 11,

[Mpunoxenne I'1-I'N) [181].
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1.5.5 @yukyuonanvnasa neouampuueckan Kiaccugpukayus neouampuyecKkoil 1e204Hoi

2UNEPMEH3UOHHOU COCYOUCMOll HO1e3HU

OynknnonanbHas knaccudukamnus JII' mo BO3 npennasnadyena jyist Uil B Bozpacte 16 jget
U crapiie. Y JeTel CylecTBYIOT CBOM OCOOCHHOCTH OLICHKH (PYHKIIMOHAIBHOTO ctaryca mpu JII,
KOTOPBIE 3aBHCAT OT BO3PACTa, POCTA M PA3BUTHUS OPTAHOB U CUCTEM, UJTU MOTYT OBITh CBSI3aHBI CO
CBOMCTBEHHBIMU BO3PACTY MOBEICHYECKUMH PEAKIUSIMHU HA BHYTPEHHHE W BHEUIHUE CTUMYJIBL.
Onenka @K 3aBuCHT M OT cmocoOHOCTH peOeHKa OMUChIBaTh cUMOTOMBI. [loaToMy y nmerei
panHero Bo3pacta oneHKy @K pexomenyercst IpoBOIUTE C y4ETOM HOPMATUBHBIX [1APaMETPOB
(poct, pedrekcel, moBeAcHUE). Y MaleHbKUX JIETeH 0COOCHHO BAXKHO ONMPEAEITUTH, MOKHO JIH
CUMTaTh HapyLIEHHE KaKOH-IHOO (YHKIMM MPOSIBICHUEM OOJIE3HH, WM 3TO €CTECTBEHHBIN
MIPOLIECC Pa3BUTHUS OpraHu3ma. JTo cleAyeT MpuHUMaTh BO BHUMaHue npu oueHke OK y nereit ¢
JIT', pa3BuBIICiics HA POHE TEHETUYECKUX CHHAPOMOB, BIUSIONIUX Ha MOTOPHYIO U CEHCOPHYIO
chepy. C 6 ner peOEHOK, KaK MPaBWIIO, YK€ MOXKET CaM paccKazarb O CBOEM (U3HUYECKOM
COCTOSIHMH, a TAK)KE O CAMOYYBCTBHH.

Unensl neauatpuueckoi paboueid rpymnmbsl MHCTUTYTa U3ydeHHs 3a00JIeBaHUN COCY/IOB
nerkux (PVRI) Ha exeronnoii koudepenunu PVRI B [laname, B peBpane 2011 r. mpencraBmim
KOHCEHCYC 10 (PYHKIIMOHAIBHOHN KJIacCH(MKAIMU JISTOYHOW TUIIepTeH3uH y Aereid [182]. B weit
peycMOTpeHo 4 Kiacca TsbkecTH 3aboneBanust, kiacc |1l moapasaenen nHa moakmaccel A u b.
Knaccudukanus coctout u3 yHKIIMOHATBHBIX KIACCOB, pa3/IeJICHHBIX Ha 5 BO3PACTHBIX TPYIIII
(tabm. 12-15, [Mpunoxenne I'1-I'N). Tpu rpymniisl npegHazHaueHBbI IS JETel B BO3pacTe MITAIIIe
2 JIeT, KOrja MPOUCXOIAT CaMbleé aKTHUBHBIE MPOIECCH Pa3BUTHS W CO3PEBAHUS OpTaHHU3MA.
VYuuteiBas TOT (pakT, 4TO JETH B TOM BO3pPACTE HE MOTYT paccKa3aTh O CBOEM CaMOUYyBCTBUH,
OBUTM HCIOJB30BaHbl TaKWe OIICHOYHBbIE MapaMeTpbhl Kak MpHOaBka B Bece, Ha3HAUYCHUE
JIOTIOJTHUTEILHOTO TUTaHus (C y4€ToM TspkecTH 3abosneBanHus). KommdecTBO y4eOHBIX IHEH,
MPOITYIIEHHBIX 10 COCTOSHUIO 3JI0POBbSI, MPEJICTABIISAET COOOM BaXKHBIM KPUTEPHUH ISl OLICHKU
TSDKECTH 3a00JIeBaHUS y JETeH MIKOJIBHOTO BO3pacTa. B CBs3M ¢ 3TUM B KIacCH(PUKAIUIO ObLIH

BBeJIeHbI TapameTpsl (75%, 50% unm HUXkKe) MOCEemaeMOCTH HIKOJIBI.

1.5.6 Ilamomopgponozuueckas knaccugpuxauusn JII

B 1958 romgy Heath u Edwards npemnoxuim maToMopQoIOruiecKyto Kiaccu(pUKaIHio
JerovyHoi rumepren3ud s OompHbix B JIAT-BIIC [182-183]. BnocneactBum 3Ty
KJIacCU(pUKALMIO CTalu Hucnonb3oBarh g apyrux ¢opm JII.  CormacHo aBTopawm,
MOp(OJOTHUECKHE HW3MEHEHMs JIETOYHBIX COCYJOB DPAa3BHBAIOTCS IOCIEIOBATENBHO U

CTEPEOTHITHO.
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Cramus 1. Ilpu 6onpmom JIMIXKIT u OTKpBITOM apTepHAIIBHOM IMPOTOKE: MeAUaTbHAs
runeprpodus aprepuid M aprepuon; u3MeHeHwid B uHTHME HerT. [lpm JIMIIIL: knerounas
nposindepanuss KHTUMBI B MEJIBYAUIITNX MBIIICYHBIX apTePHsIX U apTeproiax; Gpudpo3 HHTUMBI B
JICTOYHBIX BEHAX.

Cranus 2. 'uneprpodus Meauu; KJIeToYHas nposudepanus HUHTUMBI.

Cragusa 3. Tuneprpoduss menuu; ¢uOpPO3 HMHTUMBI; paHHEE TIeHEPAIN30BAHHOE
paclIMpEHUE COCYAO0B B TSKENBIX CIIydasiX.

Cranusa 4. Ilporpeccupymoliee T'€HEpalu30BaHHOE paclIMpeHHe cocyloB U (puodpo3
UHTUMBI C OKKIIIO3MEH IpocBeTa aprepud, ¢uopoanactos. IloseieHue miIekcupOpPMHBIX
MOpaKEHUH, KOTOpBIE SBISIFOTCS OAHON M3 ()OPM CIIOKHBIX JUJIATAMOHHBIX TOPaKEHHH,
BO3HUKAIOIIKX B JIESTOYHBIX APTEPUOIIAX U MEJKUX MBIIIEUHBIX JIETOUHBIX apTEPUSIX.

Cragus 5. llosBiieHne Ipyrux «MOpaX€HUM pacIIMpPEHHs», BKIIIOYAs IIOXOKHUE Ha BEHBI
BETBM  T'MNEPTPO(UPOBAHHBIX  MBIIIEYHBIX  apTepuii, KaBEpPHO3HbIE  IOPAXEHUA U
AQHI'MOMATOUJHBIE TOPAKEHUS; CHJIBHO COCYAMCTOE JIETKOE H3-3a I[IOXO0XXMX Ha BEHbI
apTepHaJIbHbIX BETBE; JIETOUHbII T€MOCHIEPO3.

Cranusa 6. HekpoTusupyronmii apTepuur.

1.6. Knuunyeckasi KapTHHAa 3200J1eBAHNSA WM COCTOAHNSA (rpynnbl 32001eBaHNii HJIH

COCTOSIHM )

Cumnromsl JII' He cienupuYHBI M 3HAYUTEIHHO BapbUPYIOT B 3aBUCHMOCTH OT BO3pacTa

OOJBHBIX, UX KIMHUYECKOTO M ()yHKIIMOHAIBHOTO cTaryca [179, 180, 185-187]. B mianeHuyecTse
U paHHEM BO3pacTe KIMHUYECKHE IMPOSBICHUS SBHOM MPAaBOMKEITYJOUYKOBOM HEIOCTATOUHOCTH
KpaliHe peJKHU U BBISBISAIOTCS IIPU OUYEHB 3aIyIIEHHOM cTaauu 3a0oneBaHus. Y MaleHbKUX AeTel
MOKET HaOII0aThCsl OTcTaBaHue puznueckoM pazButun. Hambosee yacTeiMu jxanobamu y nerei
¢ JII" aBnsroTes c1abocTh U YTOMIIIEMOCTb, OJIBIIIKA B PA3JIMYHOM CTENEHU OT MHHUMAILHOU B
nebrTe TpHU 3HAYMTENHHOW (U3WYECKOW Harpys3ke, IO OJIBIIIKM B IMOKOE W MHUHUMAaJIbHOU
(bu3nvecKoil Harpy3ke B pa3zBepHyTou ctaauu. OMBIINIKa, KaK MPaBUI0, HOCUT WHCIIMPATOPHBIN
xapaktep. [Ipuctynsl yaymbs He XapakTepHbl. B 0TCyTCTBHE BHYTPUCEPIACYHBIX KOMMYHUKAITHI
JaHHBIE CHUMITOMBI OOYCIOBIEHBI HEAOCTATOYHBIM HAMOJIHEHUEM CHCTEMHOTO JKEIyJouka U
HU3KUM CEpJICUHBIM BBIOpOCOM BO Bpems Qusuueckoir Harpy3ku [8, 9]. ITlo wmepe
nporpeccupoBanud JII' noseiatorcs cumntomel [DK HenoctarounocTu. bonu B rpyIHON KJIETKe
npu (U3NYECKOl Harpy3ke OOBIYHO BO3HHUKAIOT M3-3a rumnonepdy3nud MHOKapAa, BbI3BaHHOU
MOBBIIIICHHBIM HampsbkeHueM creHku [DK 1 motpe6HOCThI0O MHUOKapaa B kuciaopoje. Pexe sTor
CUMIITOM MOXET OBITh BBI3BAH CIaBIICHUEM CTBOJIA JIEBOM KOPOHAPHOU apTepUU TUIATHPOBAHHON

JIA. HenmocratouHoe YBENHYEHHE CEpPJIEYHOTO BBHIOpOca BO BpeMsi (U3HUYECKON aKTHUBHOCTH
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MO3KET OBITh MPUUYMHOM Mpe- U CUHKOMAIbHBIX cocTosiHUM. [lepudepruueckue oTeku, yBeauueHue
NIEYEHH, acUUT M HaOyXaHHWE ILICHHBIX BEH BO3HUKAIOT B Pa3BEPHYOM CTaJuu 3acTONHOMN
NPaBOXKEITYJAOYKOBOM  HEJOCTATOYHOCTH UM  OOYCJIOBJIEHBI HApyIIEHHEM OHOIHEpPreTUKU
KapAMOMHUOIIMUTOB B YCIOBUSAX U30BITOUHOM Mpe- U MOCTHATPY3KH, U HECIIOCOOHOCTBHIO MUOKap/1a
IPaBOr0 JKEIYJOYKa IPEOJOJNEeTh IOBBIIICHHOE JIETOYHOE COCYIHCTOE CONPOTHBIICHHUE.
CHumxeHue anmnerurta u 00U B IPaBOM MOApedephe MOTYT BO3HUKATH HA (DOHE rernaToMeraini,
00yCIJIOBJIEHHOM 3aCTOWHBIMM SIBJICHUSIMU B IIeU€HU. PEOEHOK WK €ro poAuTeI MOTYT OTMEYATh
yBeJIMUYeHHE 00XBaTa KMBOTA M3-3a acluTa. Pexxe manueHThl 0OTMEUaloT Kalllelb, KPOBOXapKaHbe
U OXPUILIOCTH rojioca. [locneanss BpI3BaHA CIaBIEHUEM JIEBOIO BO3BPATHOIO TOPTAHHOTO HEPBA
pacIIMpeHHBIM CTBOJIOM JIETOYHOM aprepueil (cunapom OpTHepa), 4TO MOXKET NMPUBOAUTH K
HapyLIEHUIO MHHEPBAL[UHU I'0JIOCOBBIX CBSA30K.

«BuzutHoil kapTouHoii» JIAT-BIIC ¢ O6u- M yHUBEHTPUKYJISPHON TeMOJUHAMHUKON WU
MacCHBHBIM apTeproBeHO3HBIM copocoM (JIATL ¢ coxpanenueM neBo-mnpaBoro copoca u JII' npu
cnoxkubeix BIIC) cimyxar yacteie OpOHXOJETOUHBIC 3a00JI€BaHNUs, CBSI3aHHBIE C MIEPENOTHEHUEM
MaJIoro Kpyra kpoBoooOparienus [45-48, 187]. Onpiiika, cepamnedreHne, yroMiasieMoCTb, C1adoCcTh
U IJI0Xas IEPEHOCUMOCTh (PU3UYECKON HArPY3KH Y TAKUX MAIUEHTOB (B OCHOBHOM JIETEH paHHEro
BO3pacTa) CBSI3aHBI C 3aCTOMHOM JIEBO- U TPaBOXKENIyJIOYKOBOW HEJAOCTATOYHOCTBIO U
COMPOBOXKIAFOTCS BIAXKHBIMH XPHUITAMH B JICTKHX M yBelIn4YeHueM neuenu [8, 45-50].

Yacto amarno3 JII' Takke MOXKET OBITH PE3yJbTATOM CIIyYalWHBIX HAaXOJOK (Hampumep,
YBEIMUYEHUE  KapJUOTOPAKAILHOTO COOTHOIICHUS TPU  pPEHTreHorpaduu, OTKIOHEHUs
AIIEKTPUYECKONM OCH cepjlia, Mpu3HaKu runepTpoduu npaBbix kamep cepana npu OKI'. B psme
Clly4aeB IpH Kajobax Ha yTOMJISIEMOCTb, Kallelb, OABIIIKY y J€Tel MOKET ObITh OIIMOO0YHO
JTUAarHOCTUPOBAH OPOHXUT WM OpOHXHalbHas acTMma. Y JeTedl ¢ oOMOpoKaMH, B T. 4. C
CYJIOPOXHBIM KOMITOHEHTOM, MOJKET OBbITh BBICTABJICH OLIMOOYHBIN AUArHo3 snuierncuu [9].

XKanoOsl Ha epebou B puTME cep/aiia, yyalé€HHoe cep/eOneHne — peaKHii, HO OMacHbIN
CUMITOM y nanueHToB ¢ JII', KoTopbIit MOXKET ObITh 00YCIIOBJIEH Pa3BUTHEM KUZHEYTPOKAIOLTIX
apuTMuid (Hampumep, (GUOPWIIISAIUN WIM TpeneTaHus Mpencepanii), acCOUUUPYIOIUXCS C
yXyILIEHHEM MPOrHOo3a 3a00JIeBaHus M PUCKOM BHE3AIMHOMN cep/IeuHO cMepTH.

IIpu cunapome Dii3eHMeHTrepa HAOMIONACTCA IIMAHO3 W NPU3HAKU €ro CHUCTEMHBIX
OCJIOHEHUHN — IPUTPOIUTO3, AehopMaIusl JUCTATHHBIX (hajaHT TMaIbIEB MO TUITY «0apabaHHBIX
NaJ0YeK» U «YaCOBBIX CTEKOJ», HAPYIIEHUE OCAHKU BCIIEJACTBHE OCTEOAPTPOIATUU U CKOJINO03a,
JIETOYHBIE M Tapa/JIoKCalIbHble CUCTEMHBIE TPOMOO3bl, U IMOOJIMU, KPOBOTEUEHUS, CUMIITOMBI
HOJIarphl ¥ XOJIeIUTHA3a, HapyIIeHHe GYHKIMH ovek u jap. [19, 45-48].

['pO3HBIM OCJOXKHEHUEM JIUTEIBHO CyliecTByromeil JII' ABISIOTCS KpOBOXapKaHbE M

JICTOYHBIC KpPOBOTCUYCHHN, 06}’CJ'IOBJ'IGHHBIC pa3spbIBOM aTOJIOTHUYCCKUX JICTOYHBIX
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KoyarepanbHbiX aprepuii u3 BKK [46-48, 185]. [Ipyras nmpuuuHa KpOBOXapKaHbs — HH(GAPKTHI
JIETKOTO BCIEACTBUE TPOMOO3a aHEBPU3MATHYECKH DPACHIMPEHHBIX JIETOYHBIX apTepHil MpH
HHU3KOW CKOPOCTH KpOBOTOKA [47].

JlerouyHO-TUNIEPTEH3UOHHBIA KpHU3 y mnanueHtoB ¢ JII' — ObIcTpoe M OTHOCHUTENBHO
untensHoe nosbienne JICC, kak npaBuiio, 00yCIOBICHHOE pa3IMYHBIMU NIPOBOLMPYIOLIUMHU
dakTopamu — (GHU3MUECKON HArpy3KOH, cTpeccom, rumnoBojemueii u ap. CHIKEHUE JErOYHOTro
KPOBOTOKA M CEPJICYHOT0 BEIOpOCa, HApaCTaHNWE TUIIOKCEMUH, THITONepy3Hst U TUTIOKCHS TKaHEeH
IPU JIETOYHO-TUIIEPTEH3MOHHOM KpH3€ MHOTAA COMPOBOXKIAETCs MoTepeil co3HaHus. Jlerouno-
TUIIEPTEH3UOHHBI KpU3 MOXET J[UIMThCS HECKOJbKO 4YacoB M CYTOK, KYIHUPOBaTbCS

CaMOCTOSTEIILHO, MTOCTIC JICYCHHUS WM IIPUBECTH K JieTanbHoMy ucxony [20, 49-51, 186].
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2. IlmarnocTuka 3a00J1eBaHUS WM COCTOSTHUSA (TPYNIIbI 3200/ 1€ BAHMH WX
COCTOSIHMII), MEIUIIUHCKHE MOKA3aHUSA ¥ NPOTUBONOKA3aHUS K IPUMEHEHHNI0

METOJA0B THATHOCTUKHU

Kpumepuem ycmanoenenusn ouaznosza JII' aenaemca noeviuienue cpeoHezo O0aGIEHUA 6
nezounou apmepuu 6onee 20 mm pm. cm., onpeoensemoe y 0OHOUWIEHHbIX 0emell cmapuie

3 mecaues rxcuznu npu Kamemepuszayuu noyocmeii cepoya [1, 6, 8, 12, 13].

2.1. "Kajao0bl 1 aHAMHE3

e Pexomennyercs nersm ¢ JIIT BcecTopoHHMIA cOOp aHaMHE3a M KAIOO JUISL OICHKU

KJIMHUYECKOro ¥ (PyHKIMOHAIBHOTO cocTtosiHus [179-180, 186-188].

YAA2YYPA

Kommenrapuii: npu coope anammesa u scanob pekomeHoyemcs paccnpocums pebdenKa
u/unu e2o pooumenei O HAIUYUU Y HE2O YMOMIAEMOCMU, CHUNCEHUS NEePeHOCUMOCTU
Quauneckux Haspy3oK, omcmasauus 8 QuU3UYecKOM pazeumul, OO0bIUKU KAK Npu
Qusuueckoll Hazpyske, maxk u 6 NOKOe, NPUCMYNOE 20JI0B0KPYICEHUl, O0OMOPOKOS,
npogoyupyemvix Quauueckol Hazpy3Kou, Kauiis, KpPOBOXApPKAHbs, Oolell 6 2epyoHOu
KiemKe, nepeboes 8 pumme cepoya, cepoyeoduenus, bouetl 8 Hcugome, 0OméKos.

e  Pexomennyercs aetsm ¢ JII' mpu orieHKe aHAMHECTUYECKUX JAHHBIX YTOUHSITH HATHUUE Y
peb€Hka (akTopoB u 3a00TeBaHUi, accouuupyomuxcs ¢ pazsutueM JII' 11 yTouHeHUs
aTHONIOruy 3aboneBanus [8, 45, 56, 61, 73, 75, 179-181].

YAOA2YYPA

e PexomennoBano nersim ¢ JIAT-BIIC npu cbope aHAMHECTUYECKUX JIAaHHBIX BBIICHUTH
MIPOBOMIIACK JIH OTIEpaTUBHASL KOPPEKIIUS MOPOKa, €€ TUIT U MOAU(UKAIIIIO, pe3yIbTaThI,
HAJIMYUE WM OTCYTCTBUE OCIOXKHEHHH, crenens JII' 1o u mocie oneparuu [45-48, 188].
YAA3YYPA

e PexomennoBana aetsim ¢ JII' orieHKa ceMEHHOT0 aHaAMHE3a JIJIs ONIPEACIICHUS €€ CEMEMHOMN
dopmsl [40, 41].

YAA3YYPB
Kommenrapuii: /lpu cbope anammesa pekomeH008aHo paccnpocums pooumeinell pebenka
0 HAIU4UU 8 cemeuHoM anamuese ykazanui na JII' 11060t smuonocuu y poocmeeHHuKos 1—

2 cmenenu poocmea, 0 61U3KOPOOCMEEHHOM bpake pooumerneti peOeHKd.

2.2. Du3zuKajJbHOEe 00CJIe10BAHNE

e PexkomMmeHmyeTcss BceM ACTAM C MOJO3PEHUEM HIIM YCTAaHOBICHHBIM auarHozoM JII' mpu

busukaapbHOM 00caemoBannu pedbéuka [8, 13, 45, 179-182, 187, 188]:
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e TPOBECTHU OOIIUI OCMOTP,

e OIICHUTH AHTPONIOMETPHYECKHE JaHHbIE peOEHKA COTJacHO TMEPIEHTIILHOMY
pacripeieIeHUIo TI0 BO3PACTY H IOy,

e OILICHUTH COCTOSIHUE KOXHBIX TIOKPOBOB, CITM3HUCTHIX, MOIKOKHO-)KUPOBOW KIIETYATKH,
nuMdoy3IoB,

e OMPEICIIUTh TOHYC MBIIIII,

e OIICHHUTH (DOPMY TPYIHON KIICTKH, UCKIIOYUTh HATMYUE KOCTHBIX e(hopMaIinid,

e OIPENENUTH YACTOTY JABIXaHUS, TPOBECTH MEPKYCCHIO U ayCKYJIbTAIHIO JICTKUX,

e OIPENENIUTh XapaKTEPUCTUKUA BEPXYIICYHOTO W CEPACYHOTO TONYKA, TEPKYTOPHO
OTIPENINIUTh TPAHMIIBI CEpAlla, MPOBECTH ayCKYJIbTALHUIO CEP/Ia, ONPEACTHTbh YacTOTY
CEpJICYHBIX COKPAIICHUH, OIICHUTh PUTM TOHOB CEP/IIa, HAUTUYINE WK OTCYTCTBUE IITyMOB,
e OCMOTpPETb, MPOBECTH MAJIBIAIMIO MICHHBIX BEH, OIICHUTh WX HAIOJHECHHE B KIUHO- U
opTocTase,

e OTPEICIUTH MYJILCAIUIO APTEPHA BEPXHUX U HIDKHUX KOHEYHOCTEH,

e ONpEACIUTh apTepHAIbHOE JaBJICHUE HAa 00EUX pyKax U 00eux HOTax,

e TIPOBEJICHHE IyJILCOKCHMETPUU C OINPEACICHUEM CaTypallii KHCIOpOoJa Ha BCEX
4eThIpEX KoHeuHOCTsX (SpO2),

e OIICHUTH COCTOSIHHE IIepeIHEH OpIONIHONH CTEHKH, pa3Mepbl >KHBOTA, IPOBECTH
MaTBIAIMIO B IEPKYCCHIO KUBOTA,

e OMpEIeNUTh TEMIEPATypy KOHEYHOCTEH, HCKIIIOUUTH Nepudeprudeckue OTEKH,

e OIICHHUTH JUYPE3.

YAA3YYP A

KommenTapmii: [lpu ¢gusuxarbnom obcredosanuu ciedyem odpamumes GHUMAHUE HA
omcemasanue 8 U3ULECKOM U NCUXOMOMOPHOM PA36UMUU, HA YEEM KONCHLIX NOKPOBOS,
Hanuuue YeHmpaibHo20, NepudhepuydecKo2o ui CMEeUAHH020 YUAHO3A, USMEHeHUe panane
nanvyes nNo muny «0apabOaHMbIX NANOYEK» U HOSMEBbIX NIACMUH 8 BUOe «UACOBbIX
CMEKON», HA PACUWUPEHHbLE U HANOJIHEHHbIE 8€H WeU 8 KIUHONOLONCEHUU U Opmocmase;
Ha NONONCUMENbHBILL  BEHHbIU NYAbC; HA  USMEHeHUue @Qopmvl 2pYOHOU  KIemKU
(«bouxkoobpazHasy 2epyOHas Kiemkd, CepoeyHbvlll 20pd); HA YCUNEHHbIU, pPa3Iumon
CcepOeyHblil  MONYOK, pACUWUpeHue 2paHuy OMHOCUMENbHOU CepOeyHOl MYNOCmu;
ycunenue, axyeum |l mona mnao necounoii apmepueil; Oouacmoauyveckuu  Wym
OMHOCUMENbHOU He0OCMAmOYHOCMU KIanaHa Jne2ouynou apmepuu (wym I pexema—
Cmunna); cucmonudeckuil wym mpukyCRUOAaIbHOU HeOOCMAmMOYHOCMU, WyM apmepuo-
BEHO3HO20 COPOCA KPOBU NpU CUCMEMHO-IE20UHbIX ULYHMAX, HA YEeluyeHue nedeHu,

acyum, noxonooauue KOHeuHocmel, nepughepuieckue oméexu.
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PexomenmoBano netsm ¢ JII' mpoOBOIUTE ONEHKY (DYHKIIHOHAIBHOTO KJTacca Ui OICHKH
TSDKECTH 3a00ieBanus, crpatudukanuu pucka JII' Kak mpu nepBUYIHOM 00CIICTIOBAHUH, TaK
Y TIpY JTUHAMUYECKU HAOJIOAEHHUSX IS OLCHKHM OTBETAa Ha MPOBOANMYIO Teparuto (Tab.
12-15 Ipunoxenue I'1-I'N) [180-182, 187-189].

VIUL2 YYP A

2.3. JIabopaTopHbIe IMATHOCTHYECKHE HCCIEeI0BAHNS

PexomennoBano nersm ¢ JII' mpoBeaeHue oOmiero (KIMHHYECKOTO) aHaIM3a KPOBU C
ONpeeNICHUEM YpPOBHS TeMOIJoOWHA, TEeMaTOKpPUTa, KOJIUYECTBA JPUTPOLUTOB,
TPOMOOIIMTOB, JIEUKOLUTAPHON (HOPMYJIBI KaK MPU MEPBUYHOM OOCIEAOBAHUU, TaK U MPU
JTMHAMHUYECKOM Ha0JIt0IeHIH Kaxabie 3-6 mecsies [8, 12, 187, 188, 190, 191].
YAA2YYPA

KommenTapmii: Ilomumo cmanoapmuoii  ungopmayuu, nonyuaemoi npu auaiuse
2emMoepammsl, HeobXo0uMo obpawams SHUMAHUE HA OUHAMUK)Y VPOBHEU 2eMo2loduHa,
IPUMPOYUMOS, BKAIOUAS UX WUPUHY pacnpeldeleHusi no o00béMy, Yy NAYUeHmo8 C
cuHOpomom DuU3eHMeneepa — Ha Hanruyue u CnmeneHs NOAUYUmMo3d.

PexomennoBano netsm c¢ JII' mccinenoBaHue KHCIOTHO-OCHOBHOTO COCTOSIHHMSI M T'a30B
KPOBHU KaK MpU MEPBUYHOM OOCIENOBAHUU, TaK U MPHU JUHAMUYECKOM OOCIEIOBaHUU
Kaxaple 3-6 MecsIeB s oneHKH 3¢ dexktuBHOCTH Tepanuu [8, 12, 187, 188, 190, 191].
YAA3YYPA

PexomengoBano gersm c¢ JIIT mpoBeaeHue aHanmu3a KPOBH — OMOXUMHUYECKOTO
o0ImieTepaneBTHUECKOro ¢ ompeneneHueM ypoBHs 3aekTponutoB, ACT, AJIT, obuero
OmMpyOnHa, KpeaTHHWHA, MOYCBHHBI 1 MOUEBOM KHCIIOTHI B CBIBOPOTKE KPOBH KaK IMPHU
MEPBUYHOM 00CJIeIOBAaHHH, TAaK U MTPU JTUHAMUYECKUX HaOmoaeHusx [8, 12, 187-191].
YAA4YYP A

Kommenrtapuii: /[na nayuenmos, noayuarowjux nocCmosauHyo mepanuio aHma2oHucCmamu
peyenmopos snoomenuna oyenxa yposus ACT u AJIT oondxcna nposooumscs pecyisapHo,
excemMecsUHO Ol CBOEBPEMEHHO20 bLABIEHUS NOMEHYUAIbHO20 NOBPENCOCHUS NeYeH .
PexomennoBana nerssim ¢ JII' omeHka oOMeHa »ene3a, BKJIIOYAs YPOBEHb CBOOOIHOTO
xKenesza, peppuUTHHA U HMCCIEIOBAHUE JKEIEe30CBSI3bIBAIONICH CIOCOOHOCTH CHIBOPOTKH,
HACBIIIEHUS TpaHCc(heppruHA XKelle30M, KaK TPH MEePBUYHOM OOCJICIOBAaHUHU, TaK W TPH
JTUHAMHYECKOM HAOIOJCHUH KaXJble 6 MECSIEB JUII CBOEBPEMEHHOTO BBISBIICHUS €TO
neduirTa 1 MOCIeIyIOIIeH KOPPEKInH Kene3oaeGuiuTHoi anemun [192-194].
YAA3YYPA

PexomennoBano nersm ¢ JII' ompenenenue ypoBHs N-tepmuHanmbHOTO (DparmeHTa

HaTpuiiypetnueckoro mporentuaa mo3roBoro (NT-proBNP) st omenku TspkecTd
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3aboneBanus, ctparudukanun pucka JII' kak mpu mepBUYHOM 00CIICTIOBAHUU, TaK U TIPH
JMHAMUYECKHUX HAOJIOICHUSX /IS OLIEHKH OTBETa Ha MPOBOAMMYIO Y 60bHBIX ¢ JIT [195-
200].

YAA2YYP A

KommenTapmii: VYposenv NT-proBNP 6 cvigopomke Kposu 6vbiCOKO Koppeaupyem ¢
noKasamensimMu UHBA3UHoOU cemoounamuky, DK, ¢ynxkyueii npasoco iceryoouka u
gvlocusaemocmoito 'y demeil. Oyenxa uzmenenui ypoers NT-proBNP 6 ounamuxe maxorce
ompaoicaem  U3MEHeHUsi mANcecmu 3a00/e6aHUuss U UCHOIb3YeMCa 6 Kayecmee
npocHOCMuUYecko2o buomapkepa 3ggexmusnocmu mepanuu u pucka Heb1a2onpusmHo2o
ucxooa, 6KII0YAs 1eMalbHOCb.

Pexomennosano aetsim ¢ JII' onpenenenue yposHs ButamuHa B12 (umanokoOanamuHa) B
KpPOBH U (POJIMEBOM KUCIOTHI B CHIBOPOTKE KPOBH, KaK (pakTopa, BIMSIIOIIET0 HA TEUCHUE
3abonesanus [201, 202].

YA14YYPB

PexomenmoBano gersm ¢ JII' ompenenenue ypoBHS CBOOOTHOTO TPHUHOATHPOHHUHA,
CcBOOOIHOTO THpOKCHHA W THpeoTporHoro ropmona (TTI) Bcem GombHbIM ¢ JII' mipm
MEePBUYHOM OOCJEIOBAaHUU U JAMHAMHYECKOM HAOMIOJEHUU [UIsi OLEHKU (PYHKIMH
IIMTOBUIHOM KeJe3bl, Kak (akTopa, Biustomniero Ha redenue JII' [203].

YA14YYPB

PexomennoBano netsim ¢ JIAI' uccnenoBanune Ha BUYU-uHbexknuio ans HCKIIOYEHUS
acconunanuu ¢ BUU-undexrmeii [75-83].

YAA3VYYPA

KommenTapun:

1. 'V oemeii ¢ nepunamanvuvim konmaxkmom no BUY-unghexyuu ¢ éospacme maaouie 18
Mecayes, a makdyce y IUY, HAXO0AWUXCA 8 UHKYOAYUOHHOM Nnepuooe, peKOMeHOO8AHO
UCNOIbL306aMb  MONEKYIAPHO-OUON02UYECKoe — UCCIe008aHue  Kpo8u  HA  8UPYC
ummynooepuyuma uwenosexa BUY-1 (Human immunodeficiency virus HIV-1)

2. YV oemeii ¢ nepunamanvruvim konmakmom no BU9-unghexyuu 6 6o3pacme cmapuie 18
mecayes, a makaice y oemel Oe3 nepuHamaibHo20 KOHMAaKma 6 Kaiecmee CmanoapmHo2o
mMemoda nabopamophoti ouacHocmuxku BUY-ungexyuu ucnonvzosamv mecm-cucmemuol
0151 00HOBpeMeHHO20 onpedenenuss anmumen knaccos M, G (IgM, IgG) k eupycy
ummynooeghuyuma wenogexa BUY-1 (Human immunodeficiency virus HIV 1) u anmumen
knaccoe M, G (IgM, IgG) x eupycy ummyHnoOepuyuma uerosexa BHY-2 (Human

immunodeficiency virus HIV 2) 6 kpoeu u anmucena p24 eupyca ummyHoleghuyuma
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yenosexa BHUY-1 (Human immunodeficiency virus HIV-1) 6 kposu ¢ nocredyowum
npumeHenuem nOOMeEePHCOAOUWUX MeCmo8 (UMMYHHBIU, TUHEUHbI O10Mm).
PexomennoBano nersim ¢ JII' onpenenenue anturenoB HbeAg, HbsAg, HbcAg Bupyca
renatuta B (Hepatitis B virus) B kpoBu, antuten k Bupycy remaruta C (Hepatitis C virus),
JUTSL UCKJTFOUEHHMSI COMYTCTBYIOIIEH marosoruu [8, 187].

Y14 YYPB

PexomennoBano pnersm ¢ JII' mpoBeneHHME WMMYHOJIOTMYECKMX TECTOB, BKIIKOYAs
omnpezaeneHue ypoBHs C-peakTUBHOTO NMPOTEHHA, peBMaTHYECKOro (hakropa, aHTHUTEN K
anTureHam sapa kietku u JIHK, anTuTen k sKCTparupyembIM SACpHBIM aHTUTCHAM,
AQHTHUTEJ K MUTPYJUTMHUPOBAHHBIM O€lKaM, aHTUHEHTPODMIBHBIX ITUTOIIA3MATHICCKUX
aHTHUTEN, aHTH(POCHONHUITUIHBIX AHTUTEN ISl UCKIIOYCHHS aCCOIMHUPOBAHHBIX (OPM,
BKJIIOYast CHCTEMHBIE 3a00JI€BaHUs COCAMHUTEILHON TKaHu [62-68, 204].

YAAS5YYPB

Pexomennosano nersm c JII' onpenenenne yposHs anturen IgG u, IgM k kapauonununy,
dbochomunuaaM B KpOBH, BKIFOUYAs BOITYAHOUYHBIM AHTHKOATYJISHT, aHTHTEN K Oera-2-
TJIMKONIPOTEMHY B KpOBU sl BbisiBIeHUA (akTopoB pucka XTOJI; y OonbHBIX C
BEPOSITHBIM WJIA MOATBEPKIAEHHBIM AuarHo3oM XTOJII™ — mist ycTaHOBIEHUS €€ IPUYUHbI
[141, 142, 204].

Y14 YYPB

PexomennoBana nersim ¢ JII' orieHKa CUCTEMBI KOATYIISAIMU, BKIIOYas YPOBEHb MIPOTEHHA
C, npoteuna S, antutpombuna III, daxtopos Il, V, VII, VIII; dakropoB V Jleiinen,
omnpenaeneHue GyHKIMHU TPOMOOIIUTOB BceM maruerTam ¢ JII' 11 MCKITFOYCHHS HaTHIus
COCTOSIHMSI THIIEPKOATYJISAIIUK U OTpesienieHus: BepostHoro pucka XTIJIT [140, 142, 205,
206].

Y14 VYYPB

T'eHeTnueckoe o0cJae0BaAHUE

PexomennoBan getsim ¢ JII' CKpUHUHT Ha HaJMYWE HACIEACTBEHHBIX TpoMOOhUIni st
BbIsiBIIeHUS (akTopoB pucka XTIJI, y OOMBHBIX C BEPOSTHBIM WU MOATBEPKIEHHBIM
nuarHozoM XTOJIT — aist ycranoBnenus e€ npuunnsl [141, 142, 200].

YAA3YYPB

PexoMeHnnoBaHa KOHCYIbTAlMS TEHETHKA C MOCIEAYIONIUM MMPOBEICHUEM IT'€HETUYECKOTO
uccnenoanue aAetsM ¢ JIAIT Hen3BeCTHOW ASTHOJIOTMM (MAMOMATUYECKON), CEeMEHHOMN
¢dopmoit, JIAI-BIIC npu maineix/conyterByromux aepexrax, JJAI-BIIC, coxpanstomascs
nocne koppekuun BIIC, JIAT', accollMMpOBaHHOW C JIGKAPCTBEHHBIM HJIM TOKCHYECKUM

BOSI[GI\/'ICTBI/IGM I OonpeACIICHHUA MOJICKYJIIPHO-TCHECTUYCCKOTO BapHaHTA, IMPOBCACHHA
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pucK cTpaTtuduKanuy 3a00JIeBaHUS U BBISIBICHUS YWIEHOB CEMbH C BBICOKUM pUCKOM JIAT
[40-43, 207-210].

YAA3YYP A

Kommenrtapuii: [[erecoobpasno  exnwouums 6  2enemuueckoe — mecmuposanue
uccne0o8anue 2eHo8, Mymayuu 8 Komopwix, 0okazaro accoyuuposarnwvi ¢ JIAI: ACVRL],
ABCCS8, BMPR2, CAV1, ENG, TBX4, KCNK3, EIF2AKY, a maxkorce 6 cenax, seposmmuo
accoyuupogannwix ¢ JIAI': NOTCH3, SMADY, GDF2, AQP1, SMADS, SOX17 u ATPI13A43.
PekoMeH10BaHO JETSIM C OTATOLICHHBIM ceMeiHbIM aHamHe3oM 1o JII' ¢ Hammuunem
POJICTBEHHUKOB 1 cTemeHu pojcTBa ¢ MOHOreHHbIMU (Qopmamu HJIAIL, reHernueckoe
uccre0BaHKe sl Hanboliee paHHel nuarHoctuku 3adoneBanus JIAT [207-210].
YAA3VYYPB

PexoMeHni0BaH peryssipHbIi HEMBAa3UBHBINA CKPUHUHT JETEH-0eCCUMITOMHBIX HOCUTENEH
FEHEeTUYEeCKON MyTauuu, accouuupoBaHHoil ¢ JIAI, Ha Hamuume xputepueB JII'
BKITIOUarOmuil snekTpokapauorpammy (DKID), TpaHcTOpakalbHYHO 3XOKapauorpaduio
(DXOKT), ypoBers NT-proBNP [207-210].

YAA3YYP A

2.4. HNHCTpYMEHTAJIbHBIE THATHOCTHYECKHE MCCIETOBAHMSA

PekomennoBaHo nersM c mnojao3peHMeM Ha Hanuuue y Hux JII' Ha ocHoBaHuM
MEIUIIMHCKOTO aHaMHe3a, BKIIIOYas CEeMEHHBIN, Kano0, (U3MKAILHOTO OOCIEeIOBAHMS
IIPOBECTU KaK MOXKHO ObICTpee MepBUYHOE 0OCIIEOBAHUS, BKIIOYAIOLIUE PETHCTPALUIO
OKT, nmposenenne DXOKI u pentrenorpadgum opraHoB rpyaHoi kietku (puc. 1
[Mpunoxenwue B) [8, 12, 13, 22, 45-48].

YAA2YYPA

2.4.1. CtanaapTHas dJeKTpoKrapauorpadus

PexomennoBana peructpaiust snextpokapauorpammbl (JKI') mersm ¢ momo3peHuem Ha
naymuue JII' [211-214].

YAOA2YYP A

KommenTapuii: OKI' ssnsiemcs  8blcOKOUYBCMBUMENbHBIM, HO He CHeYUpUUHbIM
UHCMPYMEHMOM OUACHOCMUKU Te204HoU eunepmenzuu. Omcymcemeue usmenenutl a KT’
He uckatouaem JII, nosmomy OKI' He moocem cayscums memooom ckpurunea JII.
Ocnosnvimu  IKI-mapkepamu JII'  aenaromca  npusHaku 2unepmpopuu  npagozo
JHcenyoouka U npago2o npeocepouss, ¢ Koppekyueu Ha 603pacm pebeHKd, npu 3mom
Haluyue dmMux HPUSHAKO8 He Koppeaupyem ¢ madxcecmvio 3abonesanus. Hs3-3a

@usuonoeuueckoul npagoepammvl omrionenue I0C kax kpumepuii JII' nHenadéxcen y
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Ooemeti panneeo sospacma. IKI'y demeti ¢ JII" mosicem 8vbis6Ums MHONCECMBO AHOMANUL,
BKNIOYAS. HAPYWEHUS pumma u npogooumocmu, yonunenue unmepeanra QT, npusnaxu
uwemuu muoxkapoa. Xenyoouxosvie apummuu pecucmpupyiomes npu JII' pesce, uem
HAOJICeNYyO0UKO8ble  MAXUKAPOUU,  BO03HUKHOBEHUE  KOMOPbIX — ACCOYUUPYemcs  C
VXyouieHuem COCMOsAHUSL u npozpeccuposanuem npagoHCeny00uKo8ol
Hedocmamoynocmu. Ilepcucmuposanue mpenemanus uiu QuOpuUIIAYUU npeocepouii y
MAaxux 601bHLIX AGNAIOMCA PAKMOPOM BbICOKO20 PUCKA CMEPMU OM NPABOHCENYOOUKOBOU
Hedocmamounocmu  (cmepmuocms 0o 82%) [214]. Ilpu smom  cmabunvhoe
80CCMAHOGNIEHUe CUHYCO8020 pUMMA ACCOYUUPYEMCs ¢  VIVYUIEeHUe NpPoSHO3d U
CHUdICEHUem aemanvrocmu 0o 6,3%.

Pexomennoana neram c JII' peructpanus KT kaxapie 3-6 MecsleB A TUHAMUYECKOTO
Habmonenus [211-214].

YAA2YYP A

2.4.2. Penrrenorpadgusi opraHoB rpyaHoO KJIeTKH

PexomenioBana peHTreHorpadusi OpraHoB I'PYyIHOM KJIETKH JIeTAM ¢ nogo3peHueM Ha JII
npu nepBuYHOM obcnenoBanuu [12, 13, 22, 187, 188, 215, 216].

YAA3YYP A

Kommenrapmii: [Ipu npogedenuu penmeenozpaghuu ciedyem obpawjams HumManue Ha
namono2uieckue UsMeHeHus, 8KIYaouue NoGbleHUe NPO3PAYHOCMU J1e20YHbIX NoJlell
Ha nepugepuu 3a cuém 0OeOHeHUs 1e20YHO20 PUCYHKA,; 8b1OYXAHUE CIMBOLA U J1e601 6eMEU
Jle20uHOl apmepuu, Komopwvie gopmupyiom 6 npsimou npoekyuu Il oyey no negomy
KOHMYpy cepoya, pacuupenue KOpHell NecKux, yeeludeHue npasvlx 0moenog cepoyd.
Penmeenocpagpus  epyonoii  knemxu 00bluHO NO36045€M  0OOCHOBAHHO UCKIIOYUMDb
VMepeHHoe UNU MANCENOe NOPAXCEHUe NIeKUX UNU 8EHO3HYIO Ne20UHYI0 SUNEPMEH3UI0,
00YC08IEeHHYI0 DONE3HAMU NeBbIX Kamep cepoyd, NPUoOAWYo K oméky aeekux. Qonaxko
cmenenv JII' He o06s3amenvHO Koppeaupyem CcO CMeneHvlo PeHM2eHON02UYeCKUX
ominoHeHul. Y demetl ¢ nooospenuem Ha JII' penmeenocpagus modxicem 0ams UCXOOHYIO
ungopmayuro 0  COCMOSIHUU — JIe2KUX ¢ Y4emoM  NPUEMAeMO20  PUCKA/003bl
oonyuenus. Heobxooumocmv penmeenocpaguu epyorol Kiemxu npu nO8MOPHuIX U3UMAX
onpeoensaemcs KIUHU4ecKol cumyayuen.

He pexomennoBansl netsim ¢ JII' peryssipHbie peHTreHorpaduu OpraHoB rPyAHON KIETKU
OpU KaXIOM BH3MTE, €CIM HET KOHKPETHBIX KJIMHMYCCKUX IOKa3aHWil (Hampumep,
M3MEHCHHE KJIMHUYECKOTO CTaTyca, HajTnuue 3a00eBaHus Jerkux u ap.) [215, 216].

YIUL4 VYP C
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2.4.3. Dxoxapauorpadus

PexomennoBaHo mpoBeneHue TpaHCTOpakanbHOUW »Xokapauorpadpum (DXOKI) Bcem
JETSIM C TI0/I03PEHUEM Ha HaJIMYUe JISTOYHOW TUiepTeH3uu [217-222].

YAA2YYPA

KommenTtapuii: OXOKI' sensiemcs OCHO8HbIM MemMOOOM CKPUHUHSAd HA HAIUYUe
npusnakos JII'. Yyecmeumenvrocms memooa docmuzaem 85%, cneyuguunocms — (4%
npu HebOnbUOM 6pemMeHHOM uHmepgane (6 uodeare — 1 cymxu) mexncody DXOKI u
UHBA3UBHOU OYEHKOU NAPAMEmMpPo8 2eMOOUHAMUKU U CHUNCACMCS NPU YEETUUEHUU IMO020
npomexcymra [217-220]. Cxpunune na nanuuue JII' donscen 0bs13amenbHO Rpo8oOUMbCs
gcem Oemsam ¢ npozpeccupyioujeii 00bIUKOU, CHUMCEHUEM MOIEPAHMHOCINU K Pu3uyecKoll
Hazpy3ke, CUHKONe HEeYCMAHOBNIEeHHO20 2eHe3d, (UIUKATbHbIMU NPUSHAKAMU U
cumnmomamu, accoyuupyrowumuca c JII'. Ilpu eviasrenuu no0oOHLIX CUMNIMOMO8
HeobX00UMO UCKTIOYUMb HATUYUE BPOHCOEHHBIX NOPOKO8 Cepoyd U UHbIX CIPYKMYPHBIX
anomanui cepoya u cocyoos. Ilpu nposeoenuu IXOKI pexomenoosano oyenums ¢popmy,
JIUHelinble pasmepvl, 00BEMbL, MONWUHY MUOKAPOA NPABO2O IHCENYOOUKd, pa3Mepbl
npaeo2o  npeocepousl;, OYeHumv CmeneHb MPUKYCHUOANbHOU U  NYTbMOHANbHOU
peaypeumayuu. Ilokazamenamu, ceudemenvcmeyiowumu o Hawuyuu JII', saengomces
yeenudenue pamepos u Gopmsvl npasoeo npeocepous, yeeruveHue oo6vEMA, pamepos,
MONWYUHBL MUOKAPOA NPABO20 JHCENYO0UYKA, UBMEHeHUue @Qopmbl npagozo u 1e6020
HCENYOOUKO8 C OMKIOHEHUEM MENHCHCENYOOUKOBOU NepecopooKy 6 MNOJOCMb J1e8020
arcenyooura u gopmupogarue e2o D—ghopmul, pacuupenue cmeoia 1e20yHol apmepuu u
eé gemeell, UsMeHeHlUe NAMmmepHa KPOBOMOKA 6 1e204HOU apmepull, YKOpoueHue pemMeHU
U32HaHUs  npaeo2o  odicenyoouka. Pexomenooeano oyenums  cucmonuueckyro  u
OUACMONUYECKYI0  (PYHKYUIO Npasoco  J#Cenyooyka, paccyumams  CUCHOIUYECKOe,
ouacmonuyeckoe u cpeoHee 0asjleHust 8 1e204HOl apmepuu ¢ yyemom 0aeleHus 8 NPpagom
npeocepouyu  Ha  OCHOBAHUU  pA3Mepos U  cmeneHu  Koanabuposanus  BIIB.

Oxokapouoepaguueckue Kpumepuu 1e204HOU 2unepmeH3uu npedcmasieHvl 6 madauye 16.
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Ta6auna 16. Dxokapauorpaduueckre KpUTEPUH JErOYHON Tuneprensuu [1, 6, 8, 217]

Onpenenenue Kpurtepun

JIT" manoBeposiTHA Vi perypruramm < 2,8 M/C,
CIJIAY <36 mm pr. cT.,

oTcyTcTBYIOT nomnonHurensHsle DX OKI kputepun JII'

JII" Bo3MO>KHa 1. VTK peryprurauuu < 2,8 M/C;
CIJIA <36 MM pr. CcT.,

ectb gonoiaHurensHeie DXOKI kputepun JII'

2. Vix perypruraiuy = 2,9 M/ C,

CHJIA =37 — 50 MM pT. cT.

JIT JOCTOBEpHA Vi peryprutamn = 3,4 m/c,

CIJIA > 50 MM pr. cT.

L CJIVIA — cucronuueckoe faBieHNe B JIETOUHOH apTepun

2V 1k perypruramm — CKOPOCTh KPOBOTOKA TPHKYCITHAATBHON PErypruTamiu

e PexomennoBan perymspHbeii OXOKI' CKpMHMHI Ha Halu4yue IPU3HAKOB JIETOYHOU
TUTEPTEH3UHU JETSIM ¢ 3a00JIEBaHUSMU U COCTOSTHUSIMU, aCCOIIMMPOBAHHBIMU C Pa3BUTHEM
mr00b1x rpym JIT, a7 cBOeBpeMeHHOT0 BhIsiBIICHHS 3a0oneBanwus [8, 12, 13, 217-222].
YAA3VYYP A
Kommenrapmii: Pecynapuuiii ckpunune na uanuyue JII' Oondwcen npogooumcs 6cem
nayuenmam ¢ BIIC, cucmemuvimu 3a0071€6aHUAMU COCOUHUMETILHOU MKAHU, NOPMATLHOLL
eunepmen3sueil, wucmocomosom, BUH-unghexyueii, 3abonesanusamu cepoya, namonocuet
JIe2KUX, CUHOPOMOM HOUHO20 anHod, nepcucmupylowei JII' HosoposcoenHvlx 6 anammuese,
MpOMOOIMOOIUAMU, — 2EMOTUMUYECKUMU — AHEMUAMU, — MUETONPONUDEPaAMUSHbIMU
3a6o0ne6aHUAMU, MemaboIUYecKumMu  3a001e6anuAMU U  OONEe3HAMU  HAKONIEHUS,
XPOHUYECKOU  NOYeYHOU  HeOOCMAmOYHOCMblo, a  MAKdce  2eHemuyecKuMu U
XPOMOCOMHBIMU 3a0071e8AHUAMU, ACCOYUUpo8anHbimu ¢ JII'.

e PekomennoBano nersiMm ¢ BepostHou JII', BeisiBienHoit mpu IXOKI, moarBepauTh
JTAHHBIMU KaTeTepHU3alliy cep/ra i Bepudukanuu quarsosa [8, 12, 13, 187, 217-228].
YAOA2VYYP A

e PexomeHs0BaHBI JETSIM C YCTaHOBJIEHHbIM auarHo3oMm JII' perynsipHble MOBTOpPHBIE
OXOKI' ¢ ucnonp3oBaHueM clenuain3supoBaHHbix 18 JIIT mpoTOKoioB B cpeaHeM

Kakaple 3-6 MecsrneB UIsi  MOHUTOPHHTA 32 COCTOSHHEM  BHYTPHCEPACUHOM

61



IeMOIMHAMUKH, KOHTPOJS (YHKIUHM IPABOTO JKEIyJOuYKa, CTpaTH()UKAIUK pPUCKA H
OIpe/IeJICHUs OTBETa Ha MPOBoIUMYIo Tepanwo [8, 12, 13, 187, 217-222].

YIUL2 VYP A

2.4.3.1. Pacuér naBjieHHsl B JIETOYHOI apTepuu NMPH IXOKapauorpapuu

PexomennoBan aersm ¢ JII' pacy€r CUCTOINYECKOrO JABJICHUS B JIETOYHOW apTepuu IO
ITUKOBOMY CHCTOJINYECKOMY TPAaHCTPHUKYCIUAAIBHOMY rpaaucHTty nasienus (PGTk) [217,
222-224, 226, 227]

YAA1YYPA

KommenTapmii: Oyenka cucmonuueckoeo PGmK 001CHa Npo8oOuUmcs e MeHee yem 68
Mpéx  CMAHOAPMHLIX — IXOKAPOUOSpaAUUECKUX No3uyusax Oas  GblAGIEHUA €20
MAKcuManvHulx  3HauveHuu. Pacuém  cucmonuueckoco PGrx  npoussodumcs ¢
UCNOb308AHUEM MOOUDUYUPOBaHHO20 YpasHenus Bernoulli c koppexyuei na pacuémmuulii
noKasameinb 0asleHUs 8 NPAGOM Npedcepoun U y4émom epaouenma 8 8bIHOCAUleM MpaKme
npago2o AHceryoouKa.

Haubonee uwacmoie owubru, enusowue Ha oocmoseprocms npu pacueme C/JIA no
CKOPOCMU MPUKYCRUOATLHOU Pe2ypeUmayui.

1. 3uayumenvuoe (6onee 20%) omknonenue yena HaKIOHA CKAHUPYIOWe20 1yud,

2. HenpasuibHulll pacuém 0asieHus 8 npasom npeocepoull,

3. He nmpunamue K pacuémam 2pacueHma OaeleHus 8 8bIHOCAueM MpaKme npasoco

JHceny0ouKa.

Munumanshocms Uy BLIPANCEHHOCMb CMeneHU MPUKYCAUOALbHOU HeOOCAmoYHOCMU
Modicem 3ampyoHUmMs A0eK8amHyo oyeHKy oasienus 6 JIA u npueecmu k Hedooyenke u
nepeoyeHKe coomeemcmeeHHo.

PexomennoBan nersm c JII' pacuér cpennero maBieHus B jgerouHout aprepuu (cplJIA)
JUIsl HEMHBa3UBHOM olleHKH ypoBHs JIA [217, 218, 226-228].

YAA3YYPB

Kommenrtapmii: Pacuém 6o3mooicen HeCKOIbKUMU MEMOOAMU:

1. ucnonvsys ypasuenue, coe cp/l/IA = 0,61 x cucmonuueckoe /{JIA +2 mm pm. cm. unu
2. ompeodenenue cpllJIA no cymme pamnneco  (MUK0B020)  OUACIONUYECKO2O

MPAHCRYTbMOHAILHO20 2PAOUeHmMA U 0A81eHUs 8 NPABOM NpeocepOUlU.

PexomennoBano aetsm ¢ JII' onpenenenue AMacTOINYecKoro naBiueHus B JIA, ucrnonb3ys
CYMMY KOHEYHOTO JHUACTOJIMYECKOTO TPAHCIMYJIBMOHAIBHOTO TPATUeHTa U PAcYETHOTO
JaBIICHUS B IIPaBoOM mpejacepauu [217, 225, 227]

YAA3YYPB
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2.4.3.2. Ouenka mopdgonoruu u GyHKIHU MPABBIX KaMep cepana

PexomennoBano nersm c JII' onpeneneHre pa3MepoB U ILIOMIAAH TPABOTO ey 10uKa JIst
OLIEHKHU CTEIMEHH ero pemoaenupoBanus [229, 230].

YAA3VYYPB

KommenTapmii: Oyenka cmanoapmuuix pasmepos, HAOWadu Hpagoco HCeryoouKd U
@pakyuu yKopouenus niowaou npou3eooumscs 6 B-pesxcume ¢ yuémom pegepenmmvix
3HAYeHUIl NO NIOWAOU NOBePXHOCMU meld pebenka u pacuémom Z-score [229-231].
PexomennoBano neram c¢ JII' ompenesleHHEe KOHEYHO CHUCTOJIMYECKOIO MHJIEKCA
PEMOJICITUPOBAHUS IIPABOTO XKeTyA0uKa Juist cTparudukarmu pucka JII' [231].
YAA3VYYPB

PexomennoBano npersm c JII' ompeneneHue CHCTONMYECKON SKCKYypcHH (QUOPO3HOrO
Koibla TpukycnuganbHoro kinamaHa (TAPSE) nns  omnpeneneHue  mpoaoiibHOM
CHCTOJIMYECKOM (DYHKIIMH [TPABOTO XKEIyI0uKa U cTpatudukanuu pucka [232-235].
YAA2YYP A

Kommenrtapuii: Ouyenka nokasamens y Oemeui npogoOUMCs CmMpo20 ¢ YYEMom
peepencHbix 3HaYeHUll CO2NACHO 803PACMY U NIOWAOU NOBEPXHOCMU meld peDeHKa ¢
pacuémom Z-score [234, 235].

PexomennoBano nersm ¢ JII' ucnonb3oBathk mokazatens TAPSE s crpatudukanuu
pucka HeOrmaronpuaTHbIX coObiTUi mpu JII' Kak mpu MepBHYHOM OOCIEIOBAHUHU, TaK
MOCIICAYIOMNX JHHAMHYSCKUX HAOMIOJCHUSX IS OIEHKH OTBETAa Ha MPOBOIUMYIO
tepanuto [8, 217, 221, 232].

YAA3YYP A

PexomengoBana nersim ¢ JII' onenka nedopmanuu u ckopoctu nedopMalid MUOKapaa
mpaBoro kemymodka meronoM speckle tracking nmsi omeHKM €ro peruoHadbHOM U
rinobanbHO# QyHkuuu [236-237].

YAA3YYPB

PekomennoBano ormpeneneHrne 00BEMOB M (pakiMu BBIOpOCAa MPABOTO JKETyI0uYKa
MeTosioM 3D 11 OIEHKH CTENCHH €ro PEeMOCIUPOBAHUS W CHUCTOIHYECKON (PYHKIIMH
[238-240].

YAA3YYPB

PexomennoBana nmersim ¢ JII' oreHKa CTENEHU CHUCTOIUYECKOW IKCKYpCHUU CBOOOHOM
CTEHKH IIPABOT0 JKEITyI0UKa IS OMPEICIICHHUS €r0 CUCTOINYEeCKON GyHkiuu [241-242].
Y14 YYPB

Kommenrtapuii: Cruoicenue smozo noxazamens omHocumenbHo peghepeHcHbix 3HaYeHUll

y Oemetl sensiemcsi gvicokouyscmeumenvHuvim (100%) u evicokocneyugpuunvim (100%)
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MApPKepoOM CHUJCEeHUs 2100ANbHOU CUCMOIUYECKOU (YHKYUU Npasoco HceryoouKd,
KOppeaupyrowuM ¢ 8blocusaemocmoio y oemeti ¢ JII'.

PexomennoBano aersm ¢ JII' onpenesieHre COOTHOIIEHUS NTPOAOKUTEIIBHOCTH BPEMEHU
CHUCTOJIBl U TUACTOJIBI MIPABOTO JKEITYJ0YKa METOJ0M JOMILIEPOBCKOTO UCCIIEIOBAHUS AJIs
crparudukanuu pucka JII' [243, 244].

YAA3YYPB

Kommenrapuii: Veeruuenue omnowenus npooonscumenshocmu cucmonsl K OUacmore
>1,4 xoppenupyem co cHudcenuem ewloicusaemocmu y oemeu ¢ JII' u sensiemcs
unouxkamopom cmenenu msxcecmu JII' u 8blcoko2o pucka.

PexomenmoBana gersim ¢ JII' oleHKa CHCTONMYECKOW W JAMACTOIMYECKOW (YHKIMU
MPaBOTO JKEIyAOYKa METOJOM TKAHEBOTO JIOMIUIEPOBCKOTO HCCIEIOBAHUS IS
crpatudukanuu pucka [245-247].

YAA3VYYPB

KommenTtapuii: Cuuoicenue nukoeou cucmonuyeckou ckopocmu (S')  cmewenus
@Pubpo3Ho2O KOIBYA Mpexcmeopuamo2o Kianama y oemeti u MoON00vix jawoodeu ¢ JII
koppenupyem c¢ DB npaeoco oicenyoouka, DK nayuenma u moodcem cCyxicumo
npoenocmuyeckum maprkepom [248].

PexomenmoBano xgerssm ¢ JII' ompeneneHne BpeMEHH YCKOPEHHUS CHCTOJIHYECKOTO
KPOBOTOKA B CTBOJIE JIerouHoi aptepuu [248-250].

YAA2YYP A

Kommenrtapuii: Vkopouenue epemenu yckopeuus 6 6vlHOCAUleM mpakme npagozo
arcenyoouxa menee 100 mc sensemest svicoko uyscmeumenvhoim (84 %), u cneyugpuunvim
(84%) npusnaxom JII' y oemeit u e3pocnvix. I[lokazamenv 6blcOKO Koppeaupyem co
Ccmenenbo maxicecmu cocCmosaHus. Y oemeti 0aHHbll nOKA3amesb 3a8UCUm Om 803pacma
u, coomsemcmeentro, YCC, ezco oyenka Hyscoaemcs 6 onpedenenuu Z-SCOre.
PexomennoBano aetsm ¢ JII' onpenenenue pasmepos, 2D miomanu, o0bémMa u QyHKITUN
MIPABOTO MPEACEP M TS ONPEIeIeHUs PEAHArPy3KU MPaBoro xenyaouka [251-252].
YAA3YYPB

Kommenrtapuii: Cucmonuveckuti 2D unOexcupoganuwlii 06vém npasozo npeocepous,
paccuumannwiii. npu IXOKI, evicoko xoppenupyem C ypoeHeM Oa81eHUs 6 NPABOM

npeocepouu, onpeoensiemozo npu UHEA3UBHOM UCCIe008AHUU.

2.4.3.3. OueHka Mex:KeJyA049KOBOr0 COOTHOIICHH S
PexomennoBan netsim ¢ JII' pacuét cOOTHOMICHUS TUHEHHBIX TUaMETPOB IMPABOTO U JIEBOTO
KEIyJOYKOB B KOHIIE CHCTOJIBI Ui OmpeneseHust crerneHu caasineHus JDK wu

crpatudukanuu pucka JII' [253-257].
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YAA3VYYPB

KommenTapmii: Coomnowenus tunetiHblx Ouamempos npagoo U i1e8o2o Heiyo0ouKkos 8
KOHYe CUCMOJbl 8bICOKO KOPPENUPYIOm ¢ NOKA3amenamMu UHBA3UBHOU 2eMOOUHAMUKU U
ompadcaiom cmenenv msdicecmu JII. Omuowenue I1DK/JDK > 0,67 y oemeii cmapuwe 1
200a ¢ uyecmeumenvrocmvio 100% u cneyugpuunocmo 95% accoyuupyemes ¢ JIl™ [254].
Veenuuenue oannoeo coomumowenus 6onee 1,4 y oemeii cmapuwe 1 200a coomumocumcs ¢
Kpumepusimu evicoxko2o pucka JII' [255, 256].

PexomengoBano gnersm c¢ JII' ompeneneHue WHAEGKCOB JKCUEHTPUYHOCTH JIEBOTO
X)enmyaoudka B cuctony u auactony TDK/JDK nns onpenenenus crenenn cnasienns JIOK u
crparudukanuu pucka JII' [256-258].

YAA3YYPB

Kommenrapuii: D-ghopma nesozo sicenyoouxa c ysenuuenuem uHoexca 9KCYeHmpuyHoCmu
JDK 6 cucmony 6onee 1,1 y oemeil cmapwe 1 200a ¢ uyscmseumenvuocmoio 100% u
cneyugpuunocmo 97% accoyuupyemes ¢ JII™ [258].

PexomennoBano netsim ¢ JII' onpenenuTs JUaCTOIUYECKYIO0 (PYHKITMIO JIEBOTO KEITyJ0UKa
JUTs OLleHKH creneHu kommpeccun JII' u Tsokectu 3aboneBanus [259-260].

YIUI4VYP B

2.4.4. UYpe3BeHO3HAH KATETEPU3AUs CepaLa

HMNuBa3uBHas peructpanuda mnapamMeTpoB I'E¢MOAUMHAMHUKU C TIOMOIIBIO LIpeBBCHOL’sHOﬁ

KaTeTepu3alMi KaMep cepila SBISETCS 30J0ThIM cTaHaapTtoM auarHoctuku JII. Ilpu stom

IMOKa3aHus W aJIrOPUTM I3TOr0 JUArHOCTHYCCKOI'0 MCCICAOBAHUA PA3IUYAIOTCA Y HMAIIUCHTOB C

HasnmuyueM conytcTByromero BIIC umm Oes.

PekoMeH10BaHO BBINIOJHEHUE NPOLEAYPBl KaTepu3aluu Kamep cepaua aersam c JII' B
YCIOBHSAX CIIENAIN3UPOBAHHBIX JETCKUX KapAHOJIOTHYECKUX WIH
KapJAUOXUPYPIHUYECKUX LIEHTPOB, UMEIOIIUX JOCTATOYHBIM ONBIT BeAeHus aereit ¢ JII' u
CIOCOOHBIX 00€CHEeUnTh JIeUeHUE MOTEHIUANBHBIX OCI0XHEHUH, TaKUX Kak JIETOYHBIH
Kkpu3 [261-264].

YAA3 YYPA

PexoMen10BaHO MpoBeieHNE KaTeTepU3alK KaMmep cepla y pedeHKa ¢ MoJ03peHueM Ha
Hasnimuue JII' mo JaHHBIM peiBapuTeNbHOTO 00cIe0BaHus ((PU3HKAIBHOE 00CTIeI0BaHuUE,
OKT', DXOKT') [1-4, 265-270]:

a) 1 Bepuduxanuu nuarnosa JII' (BeisiBnenus kpurepues JII),

0) [nns ompeneNneHrs TeMOAMHAMUYECKOM rpy bl (MpeKanuuisipHasi, NOCTKanWUIsIpHas,

KOMOWMHUPOBaHHAs NIPe- U MOCTKAMMIIISIpHA ),
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B) U cTpaTU(UKAIIMK pUCKa HEOJAroNpUsATHBIX COOBITUH (HU3KHM, TPOMEKYTOUHBIH,
BbICOKMIT) 0 Havana JIAI'-repanuu,

r) y mauueHToB ¢ JIAT 6e3 BIIC ms onpenenenus Noka3aHuil K TapreTHOM Teparuu,

n) 'y nanuentoB ¢ JIAI'-BIIC s onpeneneHus nmoka3aHUM WM MPOTUBOIOKA3aHUN K
onepatuBHomy Jieuenuto BIIC.

YAA3YYPA

PexoMeH10BaHO JETSIM C BIIEPBBIE YCTAHOBJIEHHBIM JuarHo3oM JIAI mpoBeneHue OIHOTo

MIPOTOKOJIAa KaTeTepU3aliy MOJI0CTe! cep/ia 10 Ha3HAuUEHUS JIESTOYHBIX Ba30AUIISTATOPOB

Juis BepuduKanuu npexanuuiapHoi ¢opmel JII', crpaTudukanuu pucka, onpeneieHus

MeToza U 00béMa Tepanuu [8, 9, 13, 46, 265-270].

YAA2VYYP A

PekoMeHzi0BaHbI JIETSIM C YCTaHOBJIEHHBIM auarHo3oMm JII' moBTOpHBIE MpoLETypHI

KareTepu3alus kamep cepaua mpu [1-4, 8, 265-271]:

a) YXYIIIEHUU KIMHUYECKOIO COCTOSIHUS,

0) HeoO0XO0AMMOCTH OLIEHKH OTBETA HA POBOJIKUMYIO TEPAIUIO,

B) BBISIBIICHUU PAHHUX MPU3HAKOB MIPOrPECCUPOBAHUS 3a00JIeBaHNUs,

I) TIOSBJIEHUM HEWHBA3HBHBIX KPUTEPUEB MPOMEKYTOYHOI'O HMIIM BBICOKOTO PUCKA JIJIS
Oosee TOUHOM cTpartuduKalMK prcKa HEOIAroNpUSATHBIX COOBITHI U OIpeeneHUs
OCHOBaHUM JJIs ACKalallUU TEPAIUH,

7) OIleHKe He0OXOAMMOCTH BHECEHUS B CIIUCOK 0XKUJAaHUS TPAHCIUIAHTALUH JIETKUX.

YAA3YYP A

Kommenrtapuii: Humepsanvl medxncoy nosmopHuiMu Kamemepusayusmu  OO0AHCHbI

onpeoensimvcs Ha OCHOBAHUU KIUHUYECKUX OAHHbIX, a4 peueHue 0 npogedeHul npoyeoypl

Kamemepuzayuu OCHOBbIBAEMC S, 2NABHbIM  00pPA30M, HA NOAGIEHUU NPUSHAKOS

KIUHUYeCK020 YXYOuleHus, mpebylowe20 U3MeHeHus: mepanuu (KOMOUHUPOBAHHOU

0BOUHOU-MPOUHOU Mmepanuy, cMeHa npenapama O00HO20 Klacca) uau Heyoaue npu

oocmudiceHuU yeetl 1eyeHusl.

He pexomenayercss mnpoBoauTh Karerepusauuio jaersm ¢ JIIT u  HecraGmibHON

TeMOJIMHAMHKOMN, B TSXKEIOM COCTOSIHUH, IIPU KOTOPHIM TpedyeTcs HEMEeAJIEHHOE Havaio

Tepanuu [8, 262-270].

YA 4 YYPC

Kommenrapmii: [lpu cmabunuzayuu cocmosnus nayueHma ciedyem GepHymvbCs K

peweHulo 8onpoca O NpoedeHul Kamemepusayuu Kamep cepoyd, NOCKOJbKY eé

pe3yIbmamol MO2Yym NOGNUANMb HA 8b100p Memooa U cnocoda eyeHus.

He pexomeHnayeTcst MpOBOANTH KaTETEPHU3AIINIO U3-3a PUCKA OCIOKHEHH [8, 262-266]:
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a) HoBOpoxAcHHBIM ¢ JI[' u meTsM ¢ Maccoit Tena MeHee 5 Kr,

0) TpH TUMMYHON NEPCUCTUPYIOLIEH JETOYHOM TUIIEPTEH3UEN HOBOPOKICHHBIX.
YAA4YYPC

PexomennoBano nersm c JII' Bki1ouaTh B CTaHJAPTHBIN MPOTOKOJI KaTETEPU3AIMU OILICHKY
U pacuéT mapamMeTpoB reMOJMHAMUKHU Kak MpaBbIX, TaK W JIEBBIX Kamep cepaua [1-4, 8,
265-272]:

Cpennee naBiieHUE B IPABOM MPEACEPIUHN, MM PT. CT.

Cpennee naBieHHE B JIEBOM IMpeAcepAUd (MIPU HATUYUU MEXIPEACEPAHOTO COOOIICHHUS ),
JIaBJICHUE 3aKJIMHUBAHUS JIETOUYHOM apTepuu WM KOHEYHOE TUACTOJIMYECKON JIaBJICHHE
JICBOTO JKETYJJ0YKa, MM PT. CT.

CucTonmyeckoe IaBJIeHNUE B TIPABOM KEIyJ0UKEe, MM PT. CT.

Cucronnyeckoe, IMACTOIMYECKOE U CPe/IHEE AaBIICHUE B JIESTOYHOU apTepuu, MM PT. CT.
Cucronuyeckoe JaBJICHHUE B JIEBOM XKEIyA04YKe, MM PT. CT.

Cucronmueckoe, TMacTOIMYECKOe U CpeJiee JaBICHUE B a0PTE, MM PT. CT.

Carypanus kpoBu B JIA, aopte, JIEBOM IIpeCEPIMU U CMEIIAHOW BEHO3HOU KpOBH, %o
WHjieKc IErouHOro COCYAMCTOTO CONPOTHBIEHHS, ell. Byna x m?

Wunexc nepudepuueckoro (cucremHoro) cocyaucroro compotusienus (IICC),
en. Byna x m?

CepreuHblii HHIEKC Majoro kpyra kpooobpamtenus (CUMKK), n/vun/v?

Cepreunblii uHaeKe GombIIoro kpyra kposodpamenus (CUBKK), n/mun/m?

Cepreunslii mHAEKC Y PEeKTHBHOTO Terognoro kposoroka (CUDGKp), n/mun/m?
Hanwuue n BenmnamHa apTepUOBEHO3HOTO U BEHOAPTEPHATHLHOTO cOpoca KpoBH, %
YAA3VYYPB

PexomengoBano nersm ¢ momo3penueMm Ha JII' ompeneneHue cpeaHEro aBlICHHUS B
JIETOYHOM apTepuu 1is BbisiBiieHus kputepus JII [1-4, 6, 8, 265-270].

YAA2VYYPA

KommenTapmii: Kpumepuem nanuuus ne2ouHou eunepmeH3uu 000U KIUHUYECKOU
2pynnul U 11006020 2eMOOUHAMUYECKO20 Kadcca y 0emell A6IAemcs NoKa3amelb cCpeoHe2o
oasneHus 8 ne2ounoll apmepuu eviuie 20 Mm pm. cm.

PexomennoBan netsm ¢ JII' pacd€r cpeaHero CUCTEMHOTO JAaBJIEHUS U €r0 COOTHOIIECHUS
CO CpEIHWUM JaBJICHUEM B JICTOYHOW apTepUu IS ONPEACIICHUS CTCICHU TIKECTH
JIETOYHOM TUIIEPTEH3UH U CTpaTU(UKAIMK PUCKA HEOIArOMPUATHBIX COOBITUH, BKIIOYAs
neTanbHOCTH [1-4, 6, 8, 270].

Y43 YYPA
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KommenTtapmii: Coomuowenue cpeoneco J[JIA «k cpeonemy Al menee 0,5
coomeemcmayem Kpumepuio HU3K020 puckd, 3HaieHue 0anHo2o coomuowenus 6oaee 0,5,
Ho menee 0,15 — npomesrcymounoco pucka u 6onee 0,75 — 8b1COKOMY PUCK).
PexomennoBan pacuér mHekca JieroyHoro cocyauctoro conpotusienus (nJICC) mpu
MPOBEJICHUH KaTteTepu3anuu cepaua aersam c JII' s onpesenenus reMoIMHaMUYeCcKOro
knacca JII', ompeseneHust CTENEHU TSHKECTH U CTpaTU(UKAIMKE PUCKA C MOCIETYOIIHM
pElIeHrEeM BOIIPOCa O METOJIC U TAKTHKE BEJICHUS, a TAK)KE OINPEICICHHS OTBETA Ha YKe
mpoBoauMyto Tepanuio [1-4, 8, 264-266, 270].

YAA3VYYP A

Kommenrtapuii: Hnoexc JICC onpedensiom ¢ nomowwto ciedyroueti popmynvl. UHOEKc
JICC = (epVIA — J3JIA)/CUMKK, 20e cp/l/IA — cpeonee oasnenue 6 JIA, /[3JIA —
oasnenue saxnunusanus necounou apmepuu, a CUMKK — cepoeuHvlii unoekc mano2o
Kpyaa Kp8ooodpawjeHus. AnvmepHamueno 0agneHuio 3aKIUHUBAHUS 1e20YHOL apmepuu
MO2Ym UCHONIb308AMbCSL 0ABIEHUE 8 TeBOM Npedcepoul (Usmepenue 603MONCHO NPU HAYUU
MedcnpedcepOH020 CcoCOOWeHUsl) Ul KOHEYHOoe Oudacmoaudeckoe O0asieHue Jeeo2o
Jrceny0ouka (noxkazamenb MOJiCEM UCHONb308AMbCA NPU  OMCYMCEUU MUMPATLHO20
cmenosa). Hnoexc JICC (uJICC) > 3 ed. Byoa x m? nogepxnocmu mena pebenka a6nsemcs
Kpumepuem npekanuuisipHo20 KOMNOHEHMA J1e204YHOU 2UNepmeH3ul U noomeeparcoaem
Hanuuue Je204YHOU 2UNEPMEH3UOHHOU COCYOUCmoln Oone3Hu Kaxk y Oemell ¢
OUBEHMPUKYIAPHOM, MAK U C YHUBEHMPUKVIAPHO20 2eMOOUHAMUKOU. Buvissnenue danno2o
Kpumepust y 60JbHO20 C UCXOOHO 8EHO3HOIU 1e20YHOLL cUnepmen3uell CeuoemenbCmseyem o
passumuu KOMOUHUPOBAHHOU OpMbL npe- U NOCMKANUNIAPHOU 1e204HOU 2UnepmeH3ul
(mabn. 7). 3nauenue uJICC menee 10 ed. Byoa x M aensemcs kpumepuem HU3Ko20 pucka
JIT, om 10 0o 15 ed. Byoa x m* — npomescymounozo. Onpedenenue uJICC 6onee 15 eo.

Byoa x m?

omHOCUm nayueHma K Kame2opuu 8vbicoko2o pucka JII' u accoyuupyemcs c
8bICOKOIL IeEMAIbHOCMYBIO.

PekoMenni0BaHO ompesneneHne AaBieHUs 3aKJIMHUBaHUA JerouHod aprepum (3JIA)
netsim ¢ JII' st ycraHoBieHus remoiuHamudeckoro kiacca JII (mpe-, moCcTKanuuIsIpHbIiA
WM KOMOMHUPOBHHBIH) [1-4, 6, 8, 265-270].

YAA3 VYYP A

KommenTapmii: /[3/IA onpedensemcs npu OKKUO3UU 1€204HOU apmepuu OalloHOM
kamempa Ceana-I'anya. B omcymcmeue npenamcmeuii nymei Npumoxa J1e6o2o
npeocepous J{3J14 pasno dasnenuio 6 1egom npedcepouu. B Hopme smom nokasamensv He

oondicen  npesviams 15 mm  pm. cm., umo no3zeoasem ouggepenyuposams

npexanuiisApHyo u nocmkanuiapuyro gopmy JII. Yeenuuenue /[3JIA 6onee 15 mm pm.
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cm. ceudemenvbcmeyem O HANUYUU NOCMKANULIAPHO20 KomnoHewma JII' u moowcem
HaOI00amvbCs KAk npu U30aUposanHol eeHosHou JII, maxk u npu KOMOUHUPOBAHHOU Npe-
u nocmranuiaproun gopme JII'. Ilpu uzonuposanHol 6eHO3HOU (NOCMKANULISAPHOU)
Gopme cneyugpuuecxas JIAI" mepanus npomusonoxazauna. Pewenue o nasnavenuu JIAI'
mepanuu npu KOMOUHUPOBAHHOU (Npe- U nocmrkanuiiapHot) gopme JII' 0ondicno 6vime
Upe36bIYAIHO B36EULEHHBIM U COONI00aMb OANAHC NOMEHYUATbHOU NOJIb3bL U BEPOSAMHO20
gpeda. Baowcno ommemums, umo nocmkanunnapuas gopma JII, o06ycrosnennas
CMEeHO03aMU J1e20YHbIX 8€H, YACTNO CEA3AHHBIMU C 8POAHCOCHHOU OUAppazmaivbHOl epbliicell,
opyeumu BIIC wunu Oponxonecounoti oucniasuei, OOJINCHA OblMb UCKIIOUEHA KaK
nomenyuanvHasa npuduna JII".

PexoMennoBaHO omnpeneneHre OaBieHUs B MpaBoM mnpencepauu aetsm c¢ JII s
crpatudukanuu pucka JII' 1 oleHKu crencHu TsukecTH u [1-4, 8, 264-271].

YAA3YYP A

Kommenrapwmii: Huskoe (menee 10 mm pm. cm.) oaeienue 6 npasom npeocepouu
c8UdemenbCmeayem 0 HUZKOM PUcke Heb1azonpusamuulx coovimutl, accoyuuposanmvix c JIl,
nokazamenu om 10 0o 15 mm pm. cm. — 0 npomexcymounom pucke, bonee 15 mm pm. cm.
— 0 gvicokom pucke. [asnenue 8 npasom npedcepouu oonee 20 mMm pm. cm. sGIAemcs
MApKepoM  OYeHb  BbICOKO20  pUCKA U  NPOMUBONOKA3AHUEM K  npoyeoype
ampuocenmocmomuu.

PexomengoBaHno mpoBeneHue Karerepuzanuu cepaua y gered ¢ JIIT Ha ¢one
CaMOCTOSITENTLHOTO JBIXaHMs TallMeHTa, TUOO0 IMOJ YMEpPEHHOW celaluei, Korga 3TO
TOJILKO BO3MOXKHO [261-270].

YAA3VYYP A

PexomengoBano netsim ¢ JII' mpoBeneHue MEPBUYHOW M TOBTOPHBIX JTHHAMUYECKHX
KaTeTepu3alliii cep/ilia NPy UACHTUYIHBIX YPOBHSIX CO3HaHMs nmanuenTa [261, 262, 267].
YAA3VYYP A

Pexomennosano netsam ¢ JII' mpogomkate Ha3HaUeHHYO TapreTHyto tepanuto JIAI B neHb
MPOBEJICHUS KaTeTepu3alliu cepana Juis oreHku e€ adpdexruBroctu [261, 262, 267 -270
]

YAA3VYYP A

PexomennoBano nersm c JII' mpoBeneHHE OCTPOro TECTa Ha BAa30PEAKTUBHOCTH IIPH
KaTeTepU3aIliK Cep/lia Ui CTpaTU(UKAIIMK PUCKaA HEOIaronpusITHbIX coObiTHi [261, 266,
268. 273-276].

YAOA2YYP A
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PexomennoBano netsam ¢ JII' mpoBeaeHrE OCTPOro TECTa HAa BA30PEAKTUBHOCTD B YCIOBUSX
CHETMATTM3UPOBAHHOTO KapIUOJIOTHIECKOTO IIEHTPA, UMEIOIIETO OTBIT BEJICHUS JaHHOU
TpyNIbl MAIMEHTOB U TOTOBOTO K MOTEHIIMAIBHBIM OCJIOKHEHUSM, BKIIFOYAsl JISTOYHBIN
Kkpu3 [8, 261-264].

YAA3YYP A

PexoMeH10BaHO IETIM C HAMONATUYECKOM, HACJIEACTBEHHON UM MeTuKaMeHTO3HOoH JIAT
MIPOBEJICHUE TECTa HAa BA30PEAKTHBHOCTH ISl ONPEICICHHUS TAKTHKH MEIUKaMEHTO3HOTO
JICUEHHSI, CTpATH(HUKAIIMKA PUCKA U OMPEAEICHHS BEPOATHOIO mporyosa [261, 266-274].
YAA2YYP A

Kommenrtapuii: Tecm cocmoum 6 onpedenenuu 0CHOBHbIX NOKA3amenel 2eMOOUHAMUKY 6
omeem Ha B6edeHue KOPOMKOOeUCmeyrwux eazoouramamopos. Ilocie nonyuenus
UCXOOHBIX NApamMempos8 2eMOOUHAMUKY HNPOU3BOOUMCST OYEHKA peaKyuu OCHOBHbIX
nokaszamejeli Ha NOCIe008amenbHoe 86edeHUe OKCUOA A30Ma, KOMOUHAYUU OKCUOA a30mda
U KUCI0pOoOa, UNONPOCMA U KOMOUHAYUU OKCUOA d30md, KUciopooa u uionpocma. Tecm
HA 8A30PeaKmu8HOCHb QOAHCEH NPOBOOUMbCs 00 Havana JIAI -cneyuguueckoii mepanuu.
PexomennoBano nersm c JII' ucnonp3oBaHue UCXOJHOM KOMOMHAIMU okcuaa azora (20-
80 ppm) u kucaopoaa B Beicokoi KonienTpaiuu (FiO2 0,8-1,0) st cokparieHus: BpeMeH!
obcnenoBanus [8, 273-276].

YAA2YYPA

PekoMengoBaHa 1eTsAM € MapeHXWMATO3HBIMU/MHTEPCTULIMATIBHBIMU 3a00JI€BaHUSIMU
JETKUX TIOCTEeNIOBaTeNbHAs OIIEHKa MapaMeTpoB T'eMOJUHAMHUKUA Ha (OHE JIbIXaHHE
KOMHATHBIM BO311yXoM, 3ateM kuciopogaom (FiO2 1,0), 3atem kucnopogom (Fi02 1,0) u
okcuoM azota (60-80 ppm) [8, 273-276].

YAA3VYYP A

PexomengoBano netsim ¢ JII' mpu HEAOCTYMHOCTH HWHTAJSIIMOHHOTO OKCHAA a30ja
pPaccMOTPETh WHTAISIIMOHHBIN HIIOMPOCT B KAYeCTBE MOTCHIIMAIBHON €0 albTePHATHUBBI
JUIS TIPOBEJICHHSI TECTa Ha Ba30peakTHBHOCTH [277, 278].

Y14 YYPB

Kommenrtapmii:  /Jo3br  6800umbix  npenapamog 01  6a30peaKkmueHo20  mecma

npeocmasieHvl 8 maoauye 17.
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Taodauua 17. J10361 mpenapatoB, HCTIOIB3YEMBIX JJISI OCTPOTO TECTA HAa BA30PEAKTUBHOCTD Y JIeTEH

[273-277]

IMpenapar Ho3a
Oxkcwup a3ora 20-80 ppm
NnonpocTt uHTraNsIIIMOHHBIN 0,3-0,5 mMxr/kr

e PexomennoBano nersMm ¢ JII' 6e3 npru3HaKoB 3HAYMMOT0 apTEPUO-BEHO3HOIO cOpOca KPOBU
(Qp/Qs=1) kpuTepueM MOJOKUTECILHOIO OCTPOTO TECTa HAa Ba30PCAKTHBHOCTH CUUTATh
cHkeHue 6oinee, yem Ha 20% cpennero JJIA u coorHomenus naaekcos JICC u IICC nmpu
OTCYTCTBHH CHWKEHHS cepiedHoro Beiopoca [8, 261, 270, 273-275].

YAA2YYPB

e PexomenmoBano gersm ¢ JII' 1o mpoBemeHHs OCTPOro JICKAPCTBEHHOTO TecTa Ha
Ba30PCAKTUBHOCTh HCKIIIOYUTH JUArHO3 JIETOYHOTO BEHOOKKIIO3HMOHHOTO 3a00JICBaHWS,
MMOCKOJIbKY HMHTQISIIMOHHOE BBEACHHE BA30JWISATATOPOB y OTHX IMAIUEHTOB MOXKET
OCJIOXKHHTHCS TSHKENBIM, B T.4. (paTalbHBIM OTEKOM JIETKHX [274-276].

YA14YYPB

e PexomennoBano netsim ¢ JIAT-BIIC co 3HauuMbIM apTEepHOBEHO3HBIM COPOCOM KpOBHU
(Qp/Qs >1,5:1) mpoBemeHHE OCTPOrO TECTa HAa BA3OPEAKTHBHOCTH IS OMPEACICHHS
nokasanuit Kk xupyprudeckomy jiedenuto BIIC u crparudukanumu pucka JIT [8, 45, 273,
277, 278, 282-284].

YAA2YYPA

e PexomennoBano jaetsim ¢ JIAI-BIIC co 3HauuMbIM apTepHOBEHO3HBIM COPOCOM KpPOBH
(Qp/Qs >1,5:1) B kauecTBe KpUTEPHs IOJOKHTEILHOIO TECTa HA Ba30PEAKTUBHOCTH
paccmarpuBath cHmkenue UJICC u cootnomenuss nJICC/uIICC na 20% u Gonee, npu
noctmxeann wJICC < 6ex. Bynma x M?> u coorHomenune wuJICCMIICC < 0,3
cooTBeTCTBEHHO [8, 45, 273, 277, 278, 282 -284].

YAA2VYYP A
KommenTapun:
1) VYV nayuenmos co 3nauumvim cucmemno-ne2ounvim copocom chudicerue uJICC nuce 6

eo. Byoa x m?

u coomnoutenusi uJICCIulICC menee 0,3 ceudemenscmesyem, umo 3axpvimue
WLYHMA MOdHcem ObiMb BbINOIHEHO 6€30NACHO ¢ XOPOUWUM 00A20CPOUHBIM HPOSHO3OM.

2) Ipu uJICC om 6 0o 8 ed. Byoa x m?, pewenue o 3akpvimuu depekma (8 pade ciyuaes
Cc ocmasnenuem eHecmpayuu MedcnpeocepoHoll nepecopooKu) NPUHUMAEMCs C

ucnovb308anuem opy2ot O0CMynHOU KIUHUYECKOU UHDOPMAYUU.
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e He pekomengoBano getsim ¢ JII' mpuMeHEHHWE aHTArOHUCTOB KaJbIUEBBIX KaHAJIOB W

aJICHO3WHA MIPU OCTPOM TECTE Ha Ba30PEaKTUBHOCTH [8, 274, 277, 285].

YIJI5YYPC

2.4.5. JIpyrue MeToabl BU3VAJIU3AIAY

o Pexomennyercs pnersm c¢ JII' wHcnonb30BaHME BU3YAIM3HPYIOUIMX METOAUK IS
UCKJIIOUYEHHS] MApEHXUMATO3HBIX 3a00JIeBaHUM JIETKHX, BEHOOKKJIIO3MOHHON O0Jie3HU
JIETKUX, XPOHUUYECKONH TPOMOOIMOOINYECKOH JIETOYHOM T'MIEPTEH3UH U aHATOMHYECKUX
OOCTpYKIMiA, KOTOpble MOTYT BBIXOJUTH 34 pPaMKH TOTO, YTO MOXKET OBITh
JMarHOCTUPOBAHO C MOMOIIBIO TPAHCTOPAKAILHOM dX0oKapauorpaduu [6, 8, 286, 287].

YIUI3 VYP A

245.1. Komnbrorepnass  tomorpagusi ¢ BHYTPUBEHHBIM  0OJIOCHBIM

KOHTPACTHPOBAHHUEM, MYJIbTHILJIAHAPHON M TPEXMEPHOH PEeKOHCTPYKIUEH

e PexomeHmoBaHa KOMIIBIOTEpHAs ToMmMorpadus TpydHOW TOJOCTH C BHYTPUBEHHBIM
oomocHbiM kKoHTpacTupoBanueMm (KT) Bcem aersm ¢ momo3penuneM Ha Hammuue JII s
JETATBHOM OIICHKH COCTOSIHUS MapEHXUMBI JIETKUX, JJIS OLEHKH CTPYKTYphI, aHATOMHUHU
OpOHXHATIBHOIO JepeBa M JIETOUYHBIX COCYA0B, OCOOCHHOCTEH TeMOAMHAMHUKY JIETOYHOTO
COCYAMCTOTO pyciia, a Takke MOP(OJIOTHH OPTaHOB CPEJOCTEHUS, Cep/lla U cocy 0B [6, 8,
140, 210, 215, 286-292].

YAA3YYP A

Kommenrapmii: K7 opeanos epyonou nonocmu — 6adCHwlli Memoo, HO360NAI0UUL
onpedenumsv Kknunudeckuil xnacc JII'. Cmanoapmusupoanuvie npomoKovl GKIIOUAIOM
KT-uzobpasicenua napenxumvr neckux ¢ evicokum paspeuienuem u KT-aneuoepaguio.
Hccneoosanue neobxooumo npu ouazHocmuke UHMepCmuyuaIbHo20 3a001e6aHUsl 1e2KUX,
BOBJI, 8posicoennvix cocyoucmuix Manrb@opmayuii u AHOMAIUL, CMeH0308 U 00CMPYKYU
J1e2ounblx  cocy0os. 3anodospums Hanuuue JIIT npu KT-aneuoepaguu nossonsem
U3MeHeHUue CKOpOCMU DACHPOCMPAHEHUsT KOHMPACMHO20 ewjecmea U pasHuyd no
spemeHu mexncoy nukamu koumpacmuposanus JIA. Ilpu ounamuueckou KT y nayuenmos c
yemawnosnenHoim  ouacHosom JII' ckopocmev  pacnpocmpanenus koumpacma 6 JIA
cruxcaemcs. Ilpusnaxu XTOJII npu KT eéxnrouarom omcymcemaeue uiu 6He3anHulil 00pble
€0Cy008, 3aNOJIHEHHbIX KOHMPACMOM, U «MO3AUYHYIO Nepdy3uioy, KOmopas ompajicaem
HeoOHopooHocmeb nep@ysuu neekux. Ilpusnaxu BOBJI npu KT exnouarom yeenuuenue
TUM@amuueckux y3108, YenmpuiooyiapHsie 3ameMHeHUs N0 muny Mamogo2o cmekia u
ymoaujenue nepecopoooKk ¢ pacuiupeHuem ne2ouHou apmepuu. Hanpomus, npusnaxu

cemanacuomantoza J1e204HblX KAnuuisipoe npu KT exnouarom enadkoe ymoaueHue
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MeHCOONbKOBOU Nepe2opooKu, oupgysnvie myarbmu@oxaivHble 001acmu 3amemMHeHUll no
MUNY Mamogo2o CMmeKad, Niespanibhblli 8bINOM U PACUIUPEHHBLE YEHMPATbHbIE J1e20UHble
apmepuu. KT-aneuocpagus 6 nacmosaujee pems A611emcs 30J10MbIM CMAHOAPMOM 05
8blAGNEHUS MPOMOOIMOOIUU JIe20YHOU apmepuu Kak y Oemel, Mak U y 63POCIbIX.
Ilockonvky oemu mnaowezo eospacma nyuue neperocam KT-aneuocpaghuro opeanos
2PYOHOU KIemKU, Yem GeHMUIAYUOHHO-NEPPY3UOHHOE CKAHUPOBAHUEe, MHO2UE YEeHmpPbl
npeonoYumaom KOMNbIOMEPHYIO momozpaguro emecmo uccnedosanuil
seHmunayuu/nepgyzuu. BreOpenue npomoxonoe cHudiCeHus 003vl 00YyYeHUs npu
KOMNbIOMEPHOU MoMocpaduu makdice s611emcs 6aniCHuIM Gakmopom. YV e3pocivix
BEHMUNAYUOHHO-NEPPDY3UOHHOE CKAHUPOBAHUE OOJiee YY8CMBUMENbHO OJisl OUACHOCHUKU
Xponuueckou mpomoboamboauu necounol apmepuu, yem KT-aneuoepagus.
PekomennoBano aersm ¢ mono3penreMm Ha JII' m3MepeHHE COOTHOILEHUS AHMAMETPOB
OCHOBHOTO CTBOJIa JIETOYHOU apTepHUU K TUAMETPy BOCXOSIIEH aOpThl MPHU MPOBEICHUU
KT rpynHo# kietku 1ist BisiBiieHus npusHakos JII' [290-293].

YAA3YYPB

KommenTapuii: P50 uccrnedosarnuii nokasani 00Cmo8epHyro 8blCOKVIO KOPPENAYUIO MeHCOY
napamempamu, noayuyeHHvlmu u3 usoopaxcenuti KT, exntouas ouamempuvl j1e20YHOLU
apmepuu u HUCX00sUell A0pMmul, CYMMY OUAMEMPO8 JIe8OU U NPABOLL Ie20UHbIX apmepull,
ouamemp HUCX00sWel aopmyl U ux coomuowenue, u cpeonum J{JIA 6 zasucumocmu om
go3pacma u pocma pebeHka. YeenuueHuu cOOmHoueHUs OUuamempos 0CHO8HO20 CMBOJA
JIe2OUYHOU apmepuu K ouamempy eocxooawei aopmoul >1,4 sensemcs mapkepom JII.
Ionyuennvle ¢ nomowpio pecpeccuoHH020 aHaIu3a hopmynsl NO360AIONM 00CMOBEPHO C
gvicokol yyecmeumenvHocmyio (88,9%) u cneyuguunocmoio (72,2-77,8%) paccuumameo
cpeoHee OasiieHue 6 JlecouHou apmepuu. Taxoil HeUuHBA3UBHBIN MOHUMOPUHS MONCEMm
ObIMb UCNOIL308AH OJIL OYEHKU OmEema Ha NPO8OOUMYI0 Mepanuu U HeodxXo0ouMocmu eé
KOppexKyuu.

PexomennoBano nersm ¢ npekanwuisipHoi JII' HescHoOM »sTmosormu nposenenue KT
TPYJAHOH KIETKA C BHYTPHUBEHHBIM OONIOCHBIM KOHTPACTUPOBAaHHUEM, B T. Y. C
MyJIbTUIUIAHAPDHOM H  TPEXMEPHOW PEKOHCTPYKIMEH TMpU HAIUYUM  TPU3HAKOB
THIIEPKOATYJISIIUY I (aKTOPOB pricka TpomOoaMOomuu st nuarHoctuku X TOJIT [89,
139, 140, 295].

YAA2YYP A

Kommenrtapuii: KT neekux sgnsemcs gvicokouyscmaumenvhvim (99%) u cneyughuunvim
(97%) kpumepuem ouacnocmuxu kax TIJIA, max XTOJII'. Ilpu smom ompuyamenvhbiii

pesynomam KT mne ucxnrouaem XTOJII, m. k. HedOCmMamouHO XOpouio oyenusaem
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OUCMAIbHblE Ce2MEHMbl JIe20UH020 COCYOUCO20 pycaa. s amoil yenu pekomeHO008anda
BEHMUNAYUOHHO-NEPDYIUOHHAA CYUHYUSPADUAL.

He pexomennoBana nersam ¢ JII' KT rpyqiHO# KJIETKY TPU OYEBUAHOM WIJIM YCTAHOBJICHHOM
npuunne JII' (Hanpumep, JIEBO-IPaBblii CHCTEMHO-JIEr04YHbIN myHT) [6, 8, 289-290].
YA14YYPB

Kommenrtapuii: Eciu He ucknouenvl Opyeue namonocuyecKue aHamomMuyecKue
cocmoanus, accoyuupoganuvie ¢ JII, KT opeanos epyonoil kiemxu modcem Obimb
NOJNIe3HbIM.

PexomennoBano mnposeaenue KT Bbeicokoro paspemenus persim ¢ JII', KoTopeim
IUTAHUPYETCS TIPOIieypa TpaHCIUTaHTalMK Jierkux [6, 8, 87, 288].

YII3VVYP A

2.4.5.2. [InanapHasi BeHTHJISIHHOHHO-TIeP(PY3NOHHAS CHUMHTUTPaUA JerKNX
PexomennoBano netsm c¢ JII' mpoBeneHue IMaHApHOW BEHTHIIALMOHHO-TIEP(Y3HOHHOM
CHMHTUTpA(Us JIETKUX, €CIH JUAarHO3 OCTaeTCs HESCeH, HECMOTpPS Ha HCIOJIb30BAHUE
pa3IMyYHbIX METOAOB BHU3yanu3auuu (karerepusanus cepaua, KT rpyaHolt kieTku c
anruorpadueit) mis uckmouenus XTIJIT [6, 8, 140, 143, 296, 297].

YAA4YYP A

Kommenrapmii:  Benmunsayuonno-nepgyzuonnas  (V/Q)  cyunmuepagus — neekux
PEKOMeHO008aHa 6 Kauecmee CKPUHUH208020 mecma Nepeou JIUHUU 0N 63DPOCTbIX
nayuenmos ¢ XTOJI[. DOmom memoOd Xxopowio 3apekomMeHO08an cebsi u umeem
NpPeBoCX0OHYI0 OUACHOCIMUYECKYI0 YeHHOCMb, 0CODeHHO npu omcymcmeuu 3a601e6anuii
neekux. Mzobpaosicenue nepghysuu exkaouaem 6o30elicmeue UOHUSUPYIOWe20 U3IYYeHUsl U
mpebyem UHbEKYUU MAKpoacpe2upos8anHo20 4en08edecKko20 dalbOyMUHA, MeYeHHO20
99mTc (ouamempom 10-90 mxm). Maxpoazpezuposarmsviii anbOyMuH 3a0eprHcUBAEmcs 8
MENKUX JIe2OUHbIX apmepuonax, u Noiyyaemcs mpexmepHoe uzoopasicerue 1e204Hou
nep@ysuu. Ilpu XTIJII" obviuno eviasisiomces nepugepuieckue KIUHOBUOHbIE OepheKmbl
pasHoz2o pasmepa. Hecoomeemcmesue senmunsiyuu MOMNCHO NOOMEEPOUMb, CPABHUBASL
uzobpasxcenus genmunayuu u nepgyzuu. XTOJII mooxcem 6vims nponyuena na KT, mak
KaK UCMOHYeHHble OUCMANbHble COCYObl U CYOCeeMeHmapublli CMeHo3 Mo2ym Obimb He
oyeHenvl. Pannue uccredosanusi nokazanu, 4mo cyunmuepagus 6onee 4yscmeumenvha,

yem KT, ona evisenenus XTOJII.
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2.4.5.3. MarHuTHO-pe30HaHCHAasi ToMorpadusi

PekomennoBana maruutHo-pe3oHaHcHas Tomorpadus (MPT) cepaua npu nepBUYHOM
oOcienoBaHuu Aered ¢ nogo3penueM Ha Hanuuue JII', a Taxke B XOJe MOCIEAYIOLIEro
HAOJIIOICHUS JIJIs OIICHKH aHaTOMUH U QyHKIMU Kamep cepana [8, 215, 298-300].
YAA2VYYP A

Kommenrtapuii: MPT sensemcs 3010muim cmaHoapmom Ol OYeHKU CHMPYKmMypbl,
mopgponocuu u Gyukyuu cepoya u cocyoos. Ilpu JII' MPT noseonsem nposecmu
8CECMOPOHHIOI0 OYEHKY cepoya u NOOXo0um OJisl MOHUMOPUH2A, M. K. 4aCMb NApamMempos,
8KIIOYAs napamempsl YYHKYuU Muokapoa u cemoournamuxu LK umeem npoenocmuyeckoe
snauenue npu JIAI. Peszyriomamvr MPT mocym nomous onpederumv npuuuny JII,
0cobenno npu 3abonesanusx nesvix omoenos cepoya u XTIJII.

PexomennoBano nersm ¢ JII' nmpu nposenennun MPT cepana ¢ KOHTpacTHpOBaHHE
UCIIOJIb30BATh CICIYIONIME PSKUMbI Bu3yanu3aimu [8, 215, 298, 301]:

kuHO-MPT nans  ouenku wmaccbl, 00béMa M (QYHKUMH OOOUX IKEIYJAOYKOB, C
HCIIOJIb30BAaHUEM IaKEeTa CPE30B BJOJb JJIMHHOW MM KOPOTKOM OCH, MOKPHIBAIOIINUX BECh
00BEM cepna;

¢da3zoBo-kouTpactHbie MPT u3Mepenus JierouHoi apTepuu U €€ BETBEH, BOCXOIAIIEH
A0pTHI;

cranaapTabsie 2D uzmepenus notoka ((asoBo-koHTpacTHoe MPT) B 1erouHbIX BeHaX MpU
OILICHKE JIETOYHOI'O KPOBOTOKA.

YAA3VYYP A

PexomennoBano npu nposenennu MPT cepana nersim ¢ JII' ucnonb3oBaTh KOHTPACTHOE
YCHUJICHUS C TaIOJIMHUEM JJTsl BBISIBIICHUS U KOTMYECTBEHHOH OIIeHKH (huOpo3a MUoKapaa
[8, 215, 301].

YAA3VYYP A

PexomennoBano mnpu mnposenenun MPT cepauma gerssm ¢ JIIT mpoBecTd OLIEHKY
peruoHanbHoM pyHkimu muokapaa IDK y 6onenbix ¢ JII [8, 298, 299].

YAA4VYYP A

2.4.5.4. YabTpa3ByKOBOE HCCJIeJ0BAHHE OPTAaHOB OPIOLIHOM MOJ0CTH (KOMILIIEKCHOE)

PexomennoBano Bcem netsm ¢ JII' yapTpa3ByKoBO€ HCCIEAOBaHUE OPraHOB OPIOIIHOM
MOJIOCTH JJII MCKJIIOYEHHs 3a00JIeBaHUM IE€YEHH, BBISBICHUS NPU3HAKOB IMOPTaIbHOU
TUMEPTEH3UH, aHOMATIWi W Manb(opMaluii COCYJOB T€UeHHE, yYTOYHEHHS CTEeTIEeHH

3aCTOIHBIX SBJICHHSI 110 OOJBIIOMY KPYTY KPOBOOOpAIIICHNS, B T. 4. IPH3HAKOB aciuTa [53-

57].
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YIUI3 YVYP A

2.4.5.5. Jlerounbie GQyHKIIMOHAJIbHbIE TECTHI

PexomenpnoBano aetsm c JII' perysipHoe npoBeieHUE IMTyIbCOKCUMETPHUH C ONPEICICHIEM
caTypalyy KHCIIOpOJa OTIEIbHO HA pPyKaX M HOraX B COCTOSHUU TIOKOS U TIOCTE
(bu3MYECKOI HArpy3KH /ISl OLICHKH HAJTWYUS U CTETICHH TUTIOKCEMHH KaK TPU MIEPBUYHOM
00CIIeIOBaHMH, TaK M IIPH KaXJI0M JUHAMHUYeCKOM HaOmoaeHuu [6, 8, 12, 13, 45-47].
YIJ14YYPA

PexomennoBano nerssm c¢ JII' crapme 5 ner uccinenpoBaHue JeroyHOW (YHKIMH ¢
poBeIeHuEM OoMuIuIeTH3MOrpaduu U OIEHKON Iu(p(y3nOHHONW CHOCOOHOCTH JIETKHX
(DLCO) npu ycranosnenun auaruosa JII' ais onpeaesnenus KinHuueckoro kiacca JII' u
UCKJIFOYEHHUS JII0OOT0 COMyTCTBYIOIIEro OpoHXoJeroyHoro 3abosesanus [6, 8, 12, 13,
306].

YIIA3YYPA

Kommenrtapuii: ®@yuxyuonanvuvie ucciedoganus cucmemsvl  OblXaHus  0ObIYHO
npogoosmcs y Oemell cmapuie 5 jiem u3-3a HeoOX0OUMOCMU C1e008amb YKA3AHUAM U
oenamv CUNbHBIU 8b100X 8 MeYeHUe He MeHee Yemblpex-uecmu CeKyHo.

PexomennoBano gersm ¢ JII, KOTOPHIM TUIAHUPYETCS TEPANUS WHTATSIIHOHHBIM
WJIOMIPOCTOM, HCCleqoBaHHe (YHKIMK BHEIIHErO JAbIXaHWS JO Hadajla Tepamuu
HHTTAMOHHBIMU TipocTanonamu [306, 307].

YIIA3VYYPA

KommenTapmii: Mionpocm O0na uHeaniyuoHHO20 NPUMEHEHUSI MOJCEem Bbl3bléaAmb
OPOHXOCNA3M, YMO MONCEM CILYHCUMb NPULUHOLL 011 OMMEHbl npenapama.
PexomengoBano nposenenue mnonucoMHorpaduu aetsm ¢ JII', moaBep>KeHHBIM PHUCKY
HapylLIeHHs] JbIXaHUsl BO CHE, OCOOEHHO MalMeHTaM ¢ TpucoMmuen 21-i XpOMOCOMBI,
CUCTEMHBIMU 3a00JI€BaHUSMH COCIMHHUTEIHON TKaHW U JPYrod CHHAPOMATbHOU
MATOJIOTHEH, Y MAIMEHTOB C YMEHBIIICHHBIMH pa3MepaMy BEPXHUX JILIXaTeIbHBIX yTEH, B
T. 4. C THIIEPILIa3HeH aIEHOUIOB, y MAIIMEHTOB C )KaJlI00aM1 Ha 3HAYUTEIbHYIO COHITUBOCTD
B JIHEBHOE BpEMsl, @ TAK)KE BO BCEX CIIy4asiX HEaJleKBATHOTO OTBETA HAa MpoBoauMyto JIAT
TEpaIuio JIJIs BBISIBIICHUS CHHAPOMA allTHOd BO CHE WJIM aJbBEOJIIPHOW THITOBEHTHIISIIHH
[308-310].

YIA2YYPA

2.5. Uuast {MarHocTuka

He pexoMenmoBano pyTHHHOE TTpOBeIeHHE OUoTicuu Jerkux y aetei ¢ JII' u3-3a BBICKOTO

pHCKa BO3MOXKHBIX OCJIOKHeHHH [8, 47, 63, 286].
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Y4 YYPC

buornicust nerkmx MokeT OBITh PEKOMEHJOBaHA IMPH TIOJO3PCHUM HA HAJIU4YUe
HHTEPCTUIHAIBHBIX/TAPEHXUMATO3HBIX  3a00JICBAaHUN  JIETKMX, BEHO-OKKJIFO3UOHHOMU
00JIe3HM; KallWILIIPHOro reManruomarosa [8, 63, 286].

YAA3YYPC

buonicust merkux MokeT OBITh PEKOMEHJIOBAaHA KaK JOTOJHHUTENbHAs MPOIeaypa MHpu

NaJJTMATHBHOW KOPPEKIMK BPOXKIEHHBIX MMOPOKOB cep/iia [8, 45, 47, 50, 283].

YIUI3 YVYP C

2.6. Oco0eHHOCTH THATHOCTUKH OTACJIBLHBIX Irpynn JIAT

PexomennoBano nersiMm ¢ BepuduuupoBaHHON npexammuisipHon ¢opmoit JII' HescHo
STHOJIOTUU HCKIIIOUEHHE BCEX BO3MOXHBIX COCTOSHHUN W 3a00Ji€BaHUM, KOTOPHIE MOIJIU
Obl OBITH MPUUMHON pa3BUTHs NpekanuuiipHoi JII', BKiIroyas reHeTnyeckre MyTaluu 1
xpomocomuble aHoManuu, BIIC co 3HauuMBIM CUCTEMHO-JIETOYHBIM IIYHTOM, CHCTEMHBIE
3a00JIeBaHUsl COeAMHUTENbHONU TKaHu, BUY-uHpEKINIO, COCTOSIHUS COMPOBOXKIAEMBbIC
MOPTaJIbHOM TUIEPTEH3UEH, IIMCTOCOMO3, 3a00JIEBaHMSI M NOPOKU Pa3BUTHUS JIETKUX,
COCTOSIHUSI, CONPOBOXKaeMble CTEHO30M WJIM OOCTpyKLUEll JeroyHbX apTepuil, B T. U.
XTOJT [6, 8, 9, 12, 13, 45, 55, 61, 69, 78, 103, 111, 141].

YAA2YYP A

KommenTapmii: Ancopumm oeiicmeuti spaua npu ouaenocmuxke JII''y oemeii npeocmasnen
Ha pucyHke 1.

Pexomennosano nersam u noxgpoctkam ¢ JII' u BIIC npoBecTtr noaHOE AMarHOCTUYECKOE
oOcnenoBaHue, JIA OIpPEACNICHUs] TPUYUHHO-CIENCTBeHHOM cBsizu JII, BKirodas
MHBa3UBHYIO OLIEHKY I1apaMeTPOB 'eéMOIMHAMUKH ISl ONIPEIEICHNS TaKTUKU JieueHus |8,
13, 22, 45-50].

YAOA2YYP A

Pexomenn0BaHO NPOJOIIKUTE TNarHOCTHYECKUH ITOUCK APYTOl BO3MOKHOW PUYNHBI NN
nyckoBoro ¢akropa naersm c¢ JII' u BIIC nmpu orcyTrcTBUM AOKa3aHHOW NPUYMHHO-
cneactBeHHol cBs3u JIAT ¢ BIIC, korna BIIC paccmaTtpuBaeTcs kak (hoH, HO HE IPUYMHA
JIAT (puc. 1) [8, 13, 22, 45-50].

YAA2VYYPA

2.7. OneHka GQyHKIHUOHAJBLHON CIOCOOHOCTH
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Pexomennyercs nersm ¢ JII' crapmie 7 net mpoBeAeHUE TecTa ¢ 6-MUHYTHOM X0ab0OH
(T6MX) mpu mnepBHYHOM OOCIEIOBAaHMM JO Hayaja TEpalud JUIsl ONpeeIeHus
(bYHKIIMOHATBHBIX criocOOHOCTEH U cTpatudukanmu pucka JII' [311-315].

YAA2YYP A

KommenTapmuii: T6MX Oonoicen sexnrouams oyenxy Z-SCOFe npouoeHHOUu OUCmanyuu
CO2NIACHO HOPMAMUBHOMY pACHpeoeNeHus no 803pacmy, 6ecy u Nouxy pebeHKd, OYEHKY
oovuiuku no wikane bopea, ounamuxy YCC, wacmomut ovixanus, A, SpO-.
PexomennoBano getsim ¢ JII' crapme 7 ser mpoBeaeHue peryisipHbix TOMX miis
orpezieNieHUs] OTBETa Ha MPOBOAMMYIO TEpamuio, BKIIOYash TUHAMHUKY MEPEHOCHMOCTH
(bU3NIECKUX HATPY30K, CTPATU(UKAIUIO PUCKA HEOIAronpusATHBIX coObITHIA 1 pa3 B 3—6
mecses [311-315].

YAA2YYP A

PexomennoBano netsm ¢ JII' crapiie 7 net, npoumeamuM auctaniuio 6onee 300 meTpoB
npu T6MX, npoBefeHre KapAUOIyJIbMOHAIBHOIO HArpy304HOro TecTa (TpeaMHII—TeCT
WIN BEJIOIPrOMETPHUs) Ui JIOTOJIHUTEIBHOW OLEHKH NEPECHOCHUMOCTH (DU3UUECKUX
Harpy30K Mpu MEepBUYHOM OOCIEAOBAHUU U MPH AMHAMUYECKUX HaOmoneHusx 1 pa3 B 6
MECSIIEB IS ONPEIEIIEHUs OTBETa Ha Tepanuto [316].

YAA3YYP A

Pexomennyercs netsim ¢ JII' onpenenenue dpynkuronansHoro kiacca (PK) Ha ocHoBanumu
NEPEHOCUMOCTH (PU3MYECKMX HArpy30K, JAWHAMHMKH POCTa M Pa3BUTHUSA peOEHKa mpu
NEepPBUYHOM O0OCJIEJOBAaHUHU 10 Hayaja TepamuM A CTpaTH(UKALUU pHCKa, BKIHOYas
JIETAILHOCTb, JIJIs onpeeieHus o0béma teparnuu [8, 12, 180-182].

YAA2VYYPA

PexomenoBansl perymsipabie onienkr @K JII' pa3 B 3-6 mecsieB Ju1s onpeieeHus OTBeTa
Ha MPOBOAMMYIO TEPAIUIO, BKIIOYAs IUHAMHUKY MEPEHOCHMOCTH (PU3UUYECKUX HArpy30K,
crpatTuuKanmuy pHCcKa HEONArONMPHUATHBIX COOBITHH, BKIIOYAs JIETABHOCTh, W IS
Koppekuuu tepanuu [8, 12, 180-182].

YAA2YYP A

2.8. OnpeneieHne CTeneHy TAKECTH 32001eBAHNS

Pexomennayercs onenuBarh creneHb Tspkectd JIIT y geTeil Ha OCHOBaHWM KOMOWHAITUN
KIIMHAYECKUX JaHHBIX, BKJIIOYash MPOTPECCUPOBAHUE CHUMIITOMOB, HaJUYHe MPU3HAKOB
MIPAaBOKEIYJOUYKOBOM  HEJOCTATOYHOCTH, (GYHKIIMOHATBHOTO  KJlacca,  ypOBHSA
BNP/proBNP, kommiekca m3MepeHHid W pacdETHBIX IMOKa3aTeleH, MONYyYCHHBIX IPH

sXoKapauorpaguu ¥ WHBA3UBHOM OLEHKM TE€MOJAMHAMUKH, pE3yJbTaTOB TecTa Ha
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Ba30pEaKTUBHOCTH JIJIS HA3HAYCHHMS aJeKBaTHOM TshkecTn Tepanuu (tab. 18) [5, 7, 8, 12,
180-182, 244, 249, 257-260, 266, 274, 313-319].

YIA3VYYPA

KommenTapmii: /[na kacxcooeo kpumepusi yCmanasiu8aromces 3Haverus 0l NPUC80eHuUs
HU3K020, NPOMEI’CYMOUHO2O UNU BbICOKO20 pucka pacuémuou cmepmuocmu. Cpeornuil
bann psaoa Kpumepued HU3K020 U BbICOKO20 DPUCKA HA UCXOOHOM YPOBHE NO3B80j5em
Kiaccugpuyuposams NAYUEHMO8 KAK HUKUL, HPOMEIICYMOUHBIUL UTU GbICOKUL PUCK
npeononazaemorl iemaibHocmu 6 meverue 1 2ooa. Hzmenenus pucka om nepeoHauaibHoll
OYeHKu 00 Nnepeoco  NOCiedyuec0  HAOOeHUs  makdce  NpeodCcKasbleam
BbIICUBACMOCTb U SGNSIOMCSL OCHOBAHUEM OJis1 Onmumusayuuldckanrayuu mepanuu.
PexoMeH10BaHO B KayecTBE ONTHMAJIBHOTO OTBETAa HA TEpaNUio0 y nauueHTtoB ¢ JII
HCIIOIb30BaTh JIOCTHKEHUE WU TTO/IepKaHue KpuTeprueB Hu3Kkoro pucka [180-182, 244,
249, 257-260, 266, 274, 313-319].

YIA3VYYPC

VY cTaOWUIBHBIX TAIIMCHTOB PEKOMEHYETCS BBITIONHATH PETYJIAPHBIC OICHKU KaXable 3-
6 Mecs1eB MOCIeAYIONEero HabMoIeHus A1 CBOEBPEMEHHON dckananuu Tepanuu [180-
182, 244, 249, 257-260, 266, 274, 315-319].

YIA3VYYPC
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Ta6auna 18. Crpatudukanus pucka HeOIarompUIATHBIX COOBITHIA, BKIIOYAs JIETATLHOCTH [8]

Kpurepuu pucka

Huskuii puck

Bbicokuii puck

MUHUMAaJbHAs TUIaTalus
IIpaBbIX KaMep cepaua,
(GYHKIMS IPaBOro Keay10uKa
B HOpME.

IDK/JTK <1

TAPSE >-2Z

AT > 100 mc
Cucrona/guacrona [DK < 1,0
OTCyTCTBYET BBINOT B

MOJIOCTHU TIepHUKapa

Knunnueckue  nposiBienust | Her Ha

MIPaBOXKENTyJ0YKOBOU

HEJ0CTaTOYHOCTU

CHUMIITOMBI IPOIPECCUPYIOT Her Ha

CuHKoI1E Her a

OtcraBanne B (usnueckom | Her Ha

pa3BUTUU

OK | vm |1 1 v IV

NTproBNP Hopma wiu MuHuManbHOE | 3HAYUTENIBHOE MOBBIILICHUE
MOBBIIIICHHE > 1200 or/vt (>1 1)

OXOKT', MPT HopmanbsHsle pazmepsl Wiu Breipaxxennasa nunaranusi,

CHIDKEHHE (DYHKIMH TIPABOTO
KeIy10uKa,

ITDK/JDK > 1,4
TAPSE<-3Z

AT <70mc (> 1r1)
Cucrona/guactona IDK > 1,4

BrinoT B monoctu nepukapaa

I'emoanHaMuKa Mo JaHHBLIM

KaTeTepUu3alnu cepana

CU > 3,0 n/mun/m?
JIIT < 10 mm pr. cT.
cpJIA/cpl1A0 < 0,5

BazopeakTuBHOCTH +

CU < 2.5 n/mun/M?
AT >15 mm pr. cT.
cpJTA/cpIAo > 0,75
MNJICC > 15 ex. Byna/m?

AT — Bpems yCKOpEeHHsI IOTOKA B JIETOYHOU apTepuu

CU — cepaeuHblil THACKC

JIIIT — naBienue B mpaBoM NpeACEPANN

cp/IVTA/cp/IAo — OTHOIIEHHE CPETHETO JABICHUS B JISTOYHOM apTEePUH K CPEHEMY CHCTEMHOMY

apTepHalIbHOMY JaBJICHUIO

NJICC — uHI€eKC JETOYHOT0 COCYAUCTOrO0 COIPOTUBIICHUS
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3. JleueHue, BKJIOYAs MeIMKAMEHTO3HYI0 U HEMeIUKAMEHTO3HYI0 Tepanuu,
AMETOTEPANNI0, 00e300,1UBaHNE, MEAMIUHCKHE IOKA3AHUS H

NMPOTHUBOINOKA3aHUA K IPUMCHCHUIO METOA0B JICUCHHUA
OcHoBHBIMY HessiMu Tepanuu JII', BHE 3aBUCHMOCTH OT €€ 3THOJIOTHH, SBJISIIOTCA [27]:
1) ymeHblIeHHe, 00Jer4eHre CHMITOMOB 3a00JICBaHNUS;

2) yJydIlIeHHe Ka4ecTBa )KU3HU OOJIbHBIX;
3) caepxHBaHKE TPOrPECCUPOBaHHUs 3a00ICBaHNUS;
4) yiy4nieHue BBDKUBACMOCTH.

Baxneiimue uamenenus B repanuu JIAL', mpousouiennime 3a NociaeiHUE roJibl B pe3ybTare
NOSIBIICHUSI HOBOM TEHEpaluH CHelU(PHUUYECKHX NpenapaToB, NPUBEIA K yIy4IICHUIO
KJIMHUYECKOH CHUMIOTOMAaTUKHM, (YHKUMOHAIbHBIX M TIE€MOJMHAMUYECKUX IOKa3aTesei,
3aMEJICHUIO MTPOrpeccupoBaHue 3a00JIeBaHMs, YIYUIIEHUIO IPOTHO3a B ATOM CIOXKHOM rpymie
HAIMEHTOB.

B nameii crpane TepaneBTH4ecKas MpakTHKa PacrojaraeT 8 JeKapCTBEHHBIME CPEICTBAMH,
3aperucTpupoBaHHbIMUA 17 nedeHus JIAIT y B3pocnbix manueHtoB. HMcxons u3 mexaHu3Ma
JefcTBUS, MpenapaTbl OTHOCATCA K TPEM (papMaKoJOrMUeCKUM IpyInaM U MOTYT HPUMEHSThCS
NepopabHO M MHTAISIIMOHHO. B Ommkaiimem OyylieM OXHAAeTCs MOSBIEHUE HOBBIX TPYIII
JIAT -cnenugpuueckux JIeKapcTBEHHBIX MpenapaToB. OAHAKO MOSBIAIOIINECS HOBbIE METOJUKU
MEAMKAMEHTO3HOIO JIEYeHUsI JJIs1 B3pOCibIX nanueHToB ¢ JIAI' HegocTaTouyHO XOpOIIO U3YUYEeHbI
y nereil. Kpome Toro, MHOro(aktTopHbiii xapakrep JIAI' y nereil cyliecTBeHHO 3aTpyIHSET BBIOOD
BO3MOXHBIX CPEJICTB JICUEHUS U HE MPUEMIIET HE0OlyMaHHOTO Ha3HAYEHUs JTIOOBIX UMEIOIUXCsS
B Hanmuuu JIAT-cnenuduuecknx npenaparoB. AnroputMm jedeOHoi Taktuku JIAD y npereit
IpeACTaBIsieT coO00M KOMIUIEKCHYIO CTPATETHI0, BKJIIOYAIONIYIO OLIEHKY TSKECTH M IIPOrHO3a
3a007€BaHUsd B K@XJIOM KOHKPETHOM cCJlydae, OLEHKY J(QQPEKTUBHOCTH pa3IMYHBIX
JIEKapCTBEHHBIX CPEACTB M HMX B3aUMOJCHCTBUS NHpPU BO3MOXKHBIX KOMOMHAIMSIX, a TaKxke
JIEKapCTBEHHOE B3aMMOJICHCTBUE C COMYTCTBYIONIMMH ipernaparamu (puc. 2) [6, 8, 22, 27, 340].
C OTHOCHUTENBHO HEJJABHETO BPEMEHH B KIIMHUYECKYIO TPAKTUKY BOIIIM HOBbIE XUPYpPrUUECKHe U
WHTEPBEHIIMOHHBIE METOJbl NAJJIMATUBHOIO JeueHus aerel c¢ Tsbkenod JIAI, Bxirouaromue
atpuocentoctoMuto (AC) u anacromos [lorTca, mO3BOISAIOMINE CHU3UTH U30BITOUYHOE AABJICHUS B
IIPaBOM KEJIyJA0YKE, YMEHBIIUTh KOMIIPECCHIO, YIYUIIUTh PETaKCalMIo JIEBOTO XKelyJ04yKa U

YBEJIMYUTH CUCTEMHBIIN BBIOpOC.
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Bri6op Ttaktukm seuenus JII' y gereid oOycClIOBIEH TsDKECThIO 3a00ieBaHUS U
OTPaHUYECHHBIM CIIEKTPOM MpPENapaToB, Pa3pelIeHHBIX K MPUMEHEHHIO B JIETCKOM BO3pacTe.
OcHoBHble Lenu Tepanuu JII' y gerei, kak NpaBWiIO, 3aBUCAT OT PEATbHON KIMHUYECKON
CUTYallld, HO CPEeIU HUX BBLIEISAIOT 0a30Bble CTpaTernyecKue 3afauu, TpeOyroliue peneHus B
KOHKpETHOU curyanuu [6, 8, 27, 318-319]:

1) mnopaBieHNE NATOJOTHYECKON Ba30OKOHCTPHUKIIUH;

2) clepKHBaHHE MPOrPECCUPOBAHUS MPOIH(PEPATUBHOIO PEMOJICIIUPOBAHUS JICTOYHBIX

COCY/IOB;

3) mnomnepxkanue QYHKIUH MIPABOTO JKEITYI0YKa,

4) KOppPEeKLHs THIIOKCEMUH;

5) mnpodurakTUKa U ieueHUue TPOMOO30B,;

6) JiedeHre OCHOBHOIO 3a00JICBAHMUS MPH ACCOIIMUPOBAHHBIX (hOpMax.

Hoctuxenne rnodanpHbIx neneil tepanuu JII' y KOHKpETHOTO manueHTa TpeOyeT, Kak
NPaBUJI0, KOMOMHAIIMY TAKTUIECKUX PEIICHUH U BKITFOYAET!

1) oOmue peKOMEHJAMU IO KOPPEKIMH o0pa3a >KH3HH, MeToaaM (DHU3HUECKOW |
MICUXOJIOTHYECKON peaduInTaluu, NpeaynpeKaeHHI0 0epeMEHHOCTH, BaKIIMHAIINH;

2) MOAJCP)KUBAIOIIYI0 MEIMKaMEHTO3HY0 Tepanuto JIIT (KOPPEKIUI0 THUIIOKCEMHH,
amumo3a, 00e300IMBaHME, CENAIMI0, AHTHKOATYJISHTBI, JUYPETHKH, CEpJCYHBIC TIMKO3HJIBI,
WHOTPOIHBIE Mperaparbl; Mepbl, HANpaBJIeHHbIE HAa KOPPEKIHI0 aCCOIMMPOBAHHOTO
3a0051eBaHNsA);

3) cneuuduyeckyro tepanuto JII', BKIOYas MEAMKaMEHTO3HYIO Ba30IMIATHPYIOIIYIO,
AHTHTIPOIH(EPATUBHYIO TEPAITHIO;

4) XUpypruvyeckoe JeueHue.

OcHOBHasl cTpaTerus COBPEMEHHON Tepanuy JerOYHON THIIEPTEH3UH y JeTel U B3POCIBIX
c JII' — moctwxkeHwe W mNojAepKaHUE NPO(UIS HHU3KOTO PHCKA, HUCHOJIb3Ys PETyJSpHYIO
MHOTO(aKTOPHYIO CTpaTUPHUKAIUIO (AaKTOPOB PUCKA, BKIIOYAsl KIMHUYECKHE, QYHKIIMOHAIbHBIE,
mabopaTopHbIe, TEeMOJAWHAMUYECKHE XapaKTePUCTUKH, JUII CBOCBPEMEHHOTO Ha3HAYCHHS

aJICKBaTHOM COCTOSIHMIO TarienTa tepanuu [8, 315-318].

3.1. O0mMe peKoOMeHIANHU 1 00JbHBIX C JerOYHON rMnepTreH3nen

Jlnst Bcex OompHBIX C JII' akTyanpHBI OOIIME PEKOMEHIAIMH, COOIIOJEHUE KOTOPBIX
MO3BOJISIET YMEHBIITUTH PUCK BO3MOKHOTO YXY/AIIEHUS TeUEHUs 3a00IeBaHUs

e Pexomennyercs Habmogenuwe paereid ¢ JII' B chnenuanu3upoBaHHBIX LIEHTpax s

onpeieNieHus] TMEePCOHU(PHUIIMPOBAHHONW MTPOrpaMMbl MOHHTOPHHTa M CBOEBPEMEHHOU

Koppekiuu tepanu [6, 8, 10, 12, 187, 196, 219].
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YAA3YYP A

Pexomennyercst BceMm netsim ¢ JII' orpannyeHre MHTEHCUBHOCTH (DPU3MYECKUX HATrPY30K,
UCKJIIOYCHUE COPEBHOBATENILHBIX BUIOB criopTa [6, 8, 321].

YAA3YYP A

Kommenrapuii: Jleckue ¢usuueckue ynpasxicnenus mo2ym Obims noJie3Hbl, HO UX cliedyem
8bINOIHAMbL MOALKO NOCAe KOHCYIbMAayuu 6pavya U 6CecmoponHe2o 00c1e008aHusl,
BKIOYATOW€20 HACPY30UHble MECHbl.

Pekomenpayercss nersm ¢ JII' Hu3koro pucka JErkHe, 10 YMEPEHHBIX a’3poOHBIE
(busnyeckre Harpy3KH Mo KOHTpoJieM camouyBcTBus [6, 8, 27, 321, 322].

YAA3VYYP A

Kommenrapuii: [layuenmam credyem no3eonums camoCcmosmenbHo 02PAHUYUBAND CBOI0
AKMUBHOCMb NO Mepe HeoOX0OUMOCMU, HO Npu 3MOM uzbe2amv HANPANCEHHBIX U
U3OMEMPUYECKUX YRPAXICHEHUL, Oe2uopamayuu, a makxice @OU3UYeCKUx HAacpy30K Ha
cpeorneti (15002500 m) unu 6onvwon (> 2500 m) gvicome.

Hetsim ¢ JII' He peKoMeH0BaHbI CHIIOBBIE BU/IBI CLIOPTA, AHA3POOHBIE U U30METPUUECKUE
Harpysku [6, 8, 27, 321, 322].

YAA3YYP A

PexomennoBano gersm c¢ JII' ycrpanenue mnpoBomupyomux ¢akropos (O6omeBoro
CHHIpOMa, BO30YKIEHHs, alMa03a, ajlkajo3a, TUIOBOJIEMHH, THIEPTEPMHUH,
TUMEePKOATYJISIINH, aHEMHUH, apUTMUU, HHPEKIUN U Ap. A7 u30eranus AecTaduIn3aiuu
COCTOSIHMSI U BO3MOYKHOM MPOBOKAIIMK JierouHoro kpu3a [6, 8, 10, 12, 22, 187, 196, 323,
325].

YAA3YYP A

Kommenrtapmii: Oecnoxotinvie nayuenmur ¢ JII, oemu c eunepeo3byoumocmvio npu
001e80M CUHOPOME MO2YM HYHCOAMbCS 8 OONOTHUMENbHOLL Ce0ayuu.

PexomenmoBano netrsim ¢ JII', KOTOPBIM TUTaHUPYIOTCS OTIEpaTHBHBIE BMEIIATEIHCTBA MO
cemamell wiaM  oOmIed  aHecTe3wed, HAOMIONEHHE KapAUOAHECTE3WOoJiora  WJIH
KapJNOpEaHNMATOJIoTa ¢ Y4ETOM aHEeCTe3HOJIOTHYecKoro pucka [8, 22, 323, 325].
YAA3YYP A

PexomennoBano netsim ¢ JII' mpoBeneHne TIaHOBOM BaKIIMHAIMY (BKIIFOYAs BAKITHHAITUIO
MIPOTUB MTHEBMOKOKKOBOW MH(EKIUH U IpUIlla), a naruentam 1o 2 jet ¢ JII' — nposenenue
UMMYyHH3a1uu MpoTtuB PC-uH(eKny npu 0TCYTCTBUU MPOTUBOIIOKA3aHUH, BO N30ekKaHMe
YXYJIIICHUS] COCTOSHUS BCIICICTBUE YIIpaBisieMbIX Hpekuii [8, 22, 325, 326].

YIUI3 YVYP A
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Kommenrapuii: B ciyuae B03HUKHOBEHUS PpecnupamopHulX 3a001e8aHUll mepanus
00JCHA DbIMb OOCMAMOYHO AKMUBHOU C Yenblo MUHUMUSUPOBAMb ULU NPEOYAPEOUmy
nosvluleHue  peakmugHOCMU  Je20YHbIX — COCYO08  GCleOCmBUe  GeHMUNAYUOHHO-
nep@y3UOHHbIX HAPYULEHUL U/ UIU SUNOKcemMul. AKMUBHAs HeaponorHudcaowas mepanus
8 cayuae auxopaoxu OOINCHA Npedynpeoums pazsumue MemadoauyeckKux HapyuleHutl.
Jroboe unghexyuonnoe 3abonesanue OONHCHO pPACCMAMPUBAMbC KAK (aKmop pucka
JIe20UH020 2UNEPMEN3UBHO20 KpU3d, cneyugpuueckas mepanusi Ha d9mom one OO0IXHCHA
ObIMb MAKCUMATILHOLL.

e PexomeHmOBaHa CBOEBpEMEHHAs KOHCYJBTAIMs JIEBOYCK MOIPOCTKOB, OonbHBIX JII', o
BEPOSTHBIX PHUCKAX, ACCOIHMHPYIOMIMXCS C OEPEMEHHOCTHIO M POJaMHU, a TaKkKe O
BO3MOXKHOCTH Oe30macHoi KoHTpareniuu [327].

YAA2YYP A

e Pexomennoano netsm ¢ JII' myTemecTBOBaTh aBUATPAHCIIOPTOM TOJIBKO B CTAOUIIBHOM U

KOMIIEHCHPOBAaHHOM cocTosinuw [8, 13, 22].

YIUL4VYP A

3.2. IToaaep:xuBaniasi Tepanys JeroYHoil runepTeH3uu

[TognepxuBaromas MmeaukaMeHTo3Has Tepanus JII' BKIrO4aeT KOPPEKLUHIO THIIOKCEMUM,
CHIDKEHHME TpeAHarpy3Kd Ha MpaBbli KelyJodeK, HojjepikaHue (yHKIMH MHOKapjia o00uX
KENyJTOYKOB, KOPPEKLHUIO HUMEIOIEHCsl CepledHOoll HeIOoCTaTOYHOCTH Ui OOecreyeHHs
JIOCTaTOYHOT'O CEpJICYHOI0 BBHIOPOCA, MEPHI, HAIIPABJIEHHbIE HA KOPPEKIHUIO aCCOLMHMPOBAHHOTO
3a00J1€BaHMU.

3.2.1. OxcureHorepanus

e PekomennoBana getsm c JII' okcureHorepamnusi Mpu CTOMKOM CHUKEHHUU HACBIIICHUS
KHUCJIOPOJIOM apTepHabHOW KpOBU MeHee 92% Wi mapliuanbHOro JaBJIEHUS KUCIOpoAa
apTepuaibHOM KpoBH MeHee 60 MM pT. CT. JJIS MOJJAEPkKAHUS LEJIEBOTO HACHIIMICHUS
apTepuaNbHOM KpoBH Kuciopoaom 93% u 6oiee [8, 13, 22, 312, 322].

YAA2VYYPA

KommenTapmii: Hcnonvzosanue NOCMOAHHOU oKcuceHomepanuu cnedyem
paccmampusams 8 mex CAyYasx, K020a OHA NPUBOOUM K OOKA3AHHOMY YMEHbULEHUIO
cmenenu 2UnoKcemuu U KIUHUYeckomy yayuuienuro. Pexomenooeannas cKopocmb
86edeHuss nomoka 1-2 numpa 6 munymy. 3HauumenvHoe ygeauuerue CKOpocmu nomoxa
MOHCem BbICYULUMb CIUSUCTNBLE U BbI36AMb HOCO80€ KposomedeHue uiu punum. Ommena
OKCU2eHomepanuu nPOBOOUMCs NOCMENEHHO, CHAYANd OMMEHAIOM KUCIOPOO 8 OHe8HOe

8peMs u nepuood 600pPCmMeo8anUs, 3amem 8 HOUHOE 8peMs U 80 8peMs CHA NOO KOHMPOJleM
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NPONOHEUPOBAHHOU nynbcokcumempuu. Credyem yyumsieams, 4mo OKCUSCEHOMePanus
no8blUAeNn PUCK JIe20YHBIX OCIONCHEHUU, MAKUX KaK NHeGMOHUs Uiy 0adice 0bocmpeHnue
XPOHUUECK020 3a00/1e8aHUS 1e2KUX.

PexomennoBana pgetssMm ¢ cuHapomoMm OiizenMmenrepa u PaO; < 60 MM pr. cT.
OKCHTCHOTEPAIIHS Il YMEHBIIEHUS CHMITTOMOB 3aboineBanus [8, 19, 45-47, 327].
YIJ13YYPB

PexomennoBana aersm c¢ JII' okcureHorepamnus mpu NpeObIBAHHH B BBICOKOTOPHBIX
paiioHax WM BO BpeMs aBUAIepesieToB [8].

YIJA3YYPB

PexomennoBana okcureHorepanus aetsm ¢ JII' mpu gecaryparuu menee 92% nHa ¢one
WHTEPKYPPEHTHBIX 3a00JICBaHMM, THIIEPTCPMUHU, BO30YKICHUH, OOJCBOM CHHIPOME,
aBUarepereTax M JAPYruX IOTEHIUMAIbHO OIMACHBIX COCTOSHMSX [JISi MPOQPUIAKTUKH
KJIMHUYECKoro yxyamenus [8, 13, 22, 312, 322].

YIJA2YYPA

PexomennoBana nersam c¢ JII' okcureHorepanusi 1 KyIMUPOBAHUS OCTPOTO JIETOYHOTO
kpu3a [8, 13, 20, 22, 312, 322].

YIJ2YYPA

PexomennoBana aetsm ¢ Tskénoit JII', BeIpa)KeHHON THIIOKCEMUEN U TKEION CepaeUHOM
u/vn JpIXaTeIbHOW HEAO0CTATOYHOCTRIO MPOIIeIypa SKCTPAKOPIOPATbHON MeMOpaHHOH
OKCHUTEHaIuu Mpu Hed(PPEKTUBHOCTH METUKAMEHTO3HON Teparuu, Uil MPeaypPeKICHUS
HeoOpaTUMbBIX U3MEHEHHI B OpraHax u Tkausx [6, 8, 328, 329].

YII2VYYPA

3.2.2. Okcunx a3zora

PexomennoBan uHransiuonssiii okcu azora (NO) metsm ¢ nepcuctupyrouieit JII npu
PE3KOM YXYJIIICHWH C JeCTa0MIM3alueil mokaszareieidl TeMOJUHAMUKH, TPH Pa3BUTHH
JIETOYHOT'0 COCYAUCTOrO Kpu3a, octpoit JII" Ha poHe pecrpaTOPHOTo AUCTPECC CHHIPOMA,
MapeHXUMaTO3HOTO/MHTEPCTUITHATILHOTO 3200 eBanus Jerkux u/vu [1TJITH [4, 8, 92, 120,
122,176, 186, 330-335].

YAA2VYYP A

Kommenrtapuii: NO — 6ecysemmnuiii 2az be3z sanaxa, mano pacmeopumsiii 6 6ooe. Oxcuo
asoma (NO) seisemcs Kiouegou MONEKYIOU 6 OUONOSUU Yel08eUeCKOl JICUZHUL,
yuacmeyem 6 (hu3uUoL02UU HCUZHECNOCOOHOCTNU OP2AHO8 U CUCTeM. DHOOMENUAIbHAS €20
gopma (eNO), cexpemupyemas s3n0omenuem ie20YHbIX COCYO08, HENOCPEOCMBEEHHO
yuacmeyem 6 pezyiAyuu COCYOUCMO20 MOHYCA, JIOKATbHO KOHMPOIUpYs nepqhysuio

opeaHos 6 coomeemcmeuu C USMEHEHUAMU KpPOBOMOKdA. ﬂeﬁcmgyﬂ KdK MOM/;HblIZ

85



8A300UAMAMOp, OH USPAem BANCHYIO 3AUUMHYI0 PONb 8 OMHOWEHUU SHOOMENUs,
nO00EPIUCUBAsL  COCYOUCMBILL  20MeOCmA3, Nnooasisem u3DbIMOYHYI0 Npoaudhepayuio
2NIAOKOMbIULEYHBIX KIEeMOK COCYO08, azpe2ayuio mpomOoyumos u ce:a3vl8anue Jetikoyumos
¢ snoomenuem. NO ocpanuyusaenm oKUCIUmMenIbHoe PoCHOPUIUPOSanUe 8 MUMOXOHOPUSIX
— hyHKYUI0, KOMOpPaAs MOJCEem Y4acmeosams 8 pe2yiayuu KIemouHoUu OUOIHePemuKu u
anonmo3za. NO 0ns uneanayuu — 3mo 2a3000pasnas cmecvb OKUCU A30MdA U dA30Md 6
konyenmpayuu 0,08 u 99,92% ona 800 ppm u 0,1 u 99,9% onra 1000 ppm
coomeemcmeenno. B P® maxoice 3apecucmpuposan Onisi NpUMEHEHUs annapam
uHeanayuourou mepanuu oxcuoom azoma «luanokcy (OI'VII « POAL[-BHUUHU D),
cunmesupytowui NO u3 kuciopooa u azoma ammocgheprnoeo 6o3oyxa. Ilpumenenue —
monvko 6 yenosuax OPUT unu unmpaonepayuoHHo 6 YeHmpax, umerouwux 00CmamoyHblil
onvim pabomul ¢ ocmpou JII'. Uneansyuu NO, nposooumsie 6 meuerue HeCKOIbKUX HACO8
nocie onepayui, CHUMICAom COOMHOUWEHUE J1e20UHO20 U CUCTEMHO20 CONPOMUBIeHUs, 4
MAaKdHce UHOEKC OKCU2eHayuu y OOIbHbIX ¢ NOCIEONEPAYUOHHOU JIe20UHOLL cunepmeH3uel,
HO He GIUAI0M HA OKCULEHAYUIO NPU OIUMENbHOU mepanuy. 3HAYUmenbHuIX paziuyull 6
PpamHell NOCIeONEePaAyUOHHOU CMEPMHOCMU UIU 8 CPEOHEM OAGIeHUU 8 JIe20UHOL apmepuu
vy nayuenmos, nonyuaswiux mepanuio NO u nnayebo ne nonyueno. OOHaxo uneansyuu
OKCUOA A30Ma 8 HACMOsWee BPeMsL NO-NPEeXCHEM) AGNAIOMC mepanueti nepeou TUHUU npu
OCMPpOU J1e204HOU 2Unepmensuy, 6 M. Y. ) HOCLeONepayuoHHbIX OONbHBIX, HO He
UCNONL3YIOMCSL 8 Kauecmee Memood NOCMOSHHOU Mepanuu l1e2OYHOU CUNEePmeH3UlU.
Hneanayuu NO  cuusicatom nompedbnocms 6 npoyedype IKCMPAKOPROPAIbHOU
MeMOPAHHOU OKCU2eHayuu, O0COOEHHO y HEeOOHOUWIeHHbIX Oemeli ¢ OblXamelbHOl
neoocmamounocmvro. B 1999 2. FDA 0006puno iNO 0ns HosopodcOenHblx (>34 nedens
2ecmayuu) y nayueHmos ¢ SUNOKCUHeCKoll OblxamenbHol Hedocmamoynocmoio u JII. 'V
nocieonepayuoHHsblx 601bHbIX mepanuio Hauunarom ¢ manvix (3-10 ppm) 003. V 6onvubix
¢ maicénon JII uneansyuu NO nauunaro co cmapmogwoix 0oz 20 ppm. Ilpu omcymcemeuu
agppexma 003y ysenuuusaiom oo 40 ppm. Ecau s¢hpghexm ne nacmynaem 6 meuenue 30
munym, mepanuio uneanrayuoruvim NO npexpawarom. Hcnonvzosanue vicoxkux 003 NO y
HeOOHOWeHHbIX Oemell MOoXdCem Npueecmu K pAa3gUmuio MemaemMo2io0uHeMuy, yYmo
nompebyem ObLICMpOll OMMeHbL npenapama.

3.2.3. AHTHKOAT'YJISHTBI U 1e3arPeraHThbl

PexomennoBana nersm ¢ JII' Tepamus aHTUKOAryJasHTaMU IIPU HaJW4MM IIPU3HAKOB
TUIEePKOAryJyIsiiy, JOKa3aHHBIX apTEpUaIbHBIX U BEHO3HBIX TPOMOO3ax, TpoMO03MO0In
nerouyHou aprepun, XTIJII, cocTosHUAX, TPeOYIOMUX JUIMTEIbHOM YCTaHOBKU

LEHTPAIBHOTO BEHO3HOTO KaTeTepa, ¢ HU3KUM CepAeYHbIM BeIOpocoM [8, 13, 22, 336-338].
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YAA3YYPB

Kommenrapmii: Hasnauenue anmuxoazyisnmog oemsam mpedOyem muamenbHO20
AHAU3A AHAMHECMUYeCKUX OAHHbIX, OYeHKU noKazameell Koaz2yasayuu, hyHKyuu nevenu
0J151 A0eKB8AMHO20 PACYEMA 8EPOAMHBIX PUCKA U NOJIb3bI OM AHMUKOALYIAHMHOL Mepanuu.
L]enesoti yposenb mescoOyHapooHo2o Hopmanuzoearnno2o omuowerus (MHO) cocmasnsiem
2,0-2,5 npu wJIAI' u wJIAI'. Ilpu Hanuuuu NpusHAKO8 SUNEPKOAzyasyuUU, OOKA3AHHBIX
mpombosax 6 anamuese yenesvle nokazameau MHO mozym Ovimb  yeenuuenvi.
Hanvnetiwuil pesicum 003Upo8aHUs YCMAHABIUBAEMCS UHOUBUOYANbHO NOO KOHMPOJeM
MHO.

He pexomennmoBano pnersm ¢ wJIAIT pyTMHHOE Ha3Ha4eHUE TEpaluu HENPSMBIMHU
antukoarysisiatamu [191, 337, 338].

YAA2YYPC

KommenTapmii. Hem PKU 6 noodepaicky ucnonvzosanus anmuxoayisinmos npu uJIAIL.
Omcymcmeytom 00Ka3amenbcmea YiyuuleHus gvlocugaemocmu nayuenmos. Hanpomus, y
oemell ¢ YMePeHHOU U MANCENOU Ne2OUHOU 2unepmensuell Cyujecmeyem puck
2emMoppasudeckux 0CI10HCHEHU, ACCOYUUPOBAHHBIX CO BMOPUYHBIM YeHemeHUueM haxmopa
Bunnebpanoa, mpomboyunamusmu.

He pexkoMeHIOBaHO nETAM C HACIEACTBEHHONW TI'€MOpPpPAarnyecKOil TeIeaHTHIKTa3HEH,
HOPTOMY/IbMOHABHON runeprensueii u JIAI-BUY npuMeHeHne aHTUKOATY ISIHTOB [8, 54,
55].

YAA3YYPC

3.2.4. IIpenaparsl xKeje3a

PexomenmoBana metsm ¢ JII' koppekiust aeduIiuTa jkene3a W Tepamus aHeMUi JUis
PeayPEeKACHUS IporpeccupoBanus 3aboaeBanus [191-195].
YAA3IYYPA

3.2.5. AHTArOHHMCTHI PEHENTOPOB AJLI0CTEPOHA U IMYPETHKH

PexomennoBana gnersm ¢ JII' M KIMHUYECKHMMHU TPHU3HAKAMH MPaBOKEITYIOYKOBOM
HEJI0CTaTOYHOCTH U/uin nieperpyskoit 00béMom 10K Ha3HaueHUe Tepanuu TUypeTHKaAMU
[8, 13, 22, 339, 340].

YAA3YYPB

Kommenrapmii: Pexomenoosano muwamenvhoe mumposanue 003 npenapamos mnoo
KOHMPONeM YPO6HA IJIeKMPOIUMOE, MOYEBUHbL 6 CblEOPOMKE KpPOBU, KPEamuHuHa u
cocmosnus ouypesa 60 u30excanue 3NeKMmpOIUMHbIX HAPYUIeHUl, pPe3K020 NAOeHUs.

cepdetmozo 6bl6p0ca U CHUDICEHUA CUCMEMHO20 apmePUalbHoco oaenenus.
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PexomennoBana aetsm ¢ JII' Tepamust 6J10KaTOpoM pelieITOPOB MUHEPATOKOPTHKOUIOB
JUISL CHUKEHUS TIpeIHarpy3KH, YIydIleHUs] TUACTOINYECKON (QyHKIUU MPABOroO U JIEBOTO
xemynoukos [8, 13, 22, 339-343].

YAA2VYYP A

3.2.6. CepaeyHpie INIMKO3UILI U APVIHE CEPACYHO-COCYANCTHIC NPEnapaThl

He pexomeHnnoBaHo pyTHHHOE NpPUMEHEHUE CEPACYHBIX TIUKO3UI0B neTsM ¢ JII' u
M30JIMPOBAHHOM MPaBOXKEITYI0YKOBOM HemocTaTouHoCTH [6, 8, 13, 22, 344].
YAA4YYPC

Kommenrtapuii: Xoms npumenenue cepoeunvix 2auko3u008 MOodcem OKaA3bleamy
Onazonpusmnoe 2emMoOUHAMUYecKoe oOelcmeue npu OCMpol NPABoNHCeNyO0UKOBOU
HeooCmamoyHoCmu, 6MOpU4Hol no omuoweHuro k JII', e2o ponv 6 xpoHuueckom 6edenuu
IMUX NayueHmos npomusopeuusa. IlIpumeneHue OUSOKCUHA NpU JNe4eHUU JIe20YHOL
apmepuanvbHol — eunepmeHsuu Yy Oemeli  oepaHuueHo. Pesynemamol  uccnedosanuti
npomueopeuusvl. Hexomopuvle uccredoeanus noxaszvieaiom yeeauyeHue CcepoeyHoo
8b10poca, HO Opyaue He HAX00AM NOJONCUMENbHO2O GIUAHUSA HA BblocUsaeMocms. B
PempoCneKmusHol HePaHOOMUBUPOBAHHOU KO20pme JleueHue OUSOKCUHOM OblLILO C8A3AHO
¢ bobuer cMepmHOCmbIo Om 8cex NPUYUH U cocnumanuzayuimu no noeody XCH [345].
He pexomenmoBano gnersm ¢ JIIT mnpuMeHEeHUS WHTHOWTOPOB aHTHOTCH3WH-
npespamaroniero gepmernta u OnokaTopoB perentopoB anruorensuHa Il ¢ JII' mpu
W30JIMPOBAHHONW TIPABOXKEITYOYKOBOM HEJOCTATOYHOCTH W3-3a PUCKA 3HAYUTEIHLHOTO
CHHYKEHHS CEepACYHOTO BBIOpOCA U yCyTyOIeHus] CHCTEMHOM runoTonuu [6, 8, 13, 22, 346,
347].

YAa4YYPC

PexomennoBana nersm ¢ JII' 2-if rpynmsl cTaHmapTHAs TEpaNus JIEBOXKETYJOYKOBON MK
OMBEHTPUKYJSIPHOM CEpJIEYHONM HEIOCTATOYHOCTH C MPUMEHEHHEeM [-0J0KaTopoB,
WHTHOWTOPOB aHTHOTCH3WH-TIPEBPAIIAIONIETO (epMEHTa I OJIOKATOPOB PEIEHTOPOB
anruoteHsuHa lII, mpenmapaToB HamEpCTSHKH, AUYPETUKOB M AHTarOHHCTOB PEIETITOB
aJIbJIOCTEPOHA JIJIs JISUeHUs1 OCHOBHOTO 3aboneBanus [108, 178, 347].

YAA3VYYPA

PekoMeHI0BaHO HWCIIOIB30BAaHUE TOHHYECKOM IOICPKKH aJIpeHO- W JIONaMUH-
CTUMYJISITOPOB TPH TPOTPECCHPOBAHUHN WM JICKOMIICHCAIIMH TIPABOXKETyTOYKOBON
HepocrarouHoctH y 6onsabix JIT [6, 8, 13, 22, 346-348].

YAA3YYPA

3.3. BazoanjaTupvIoias Tepanus JerouHoi aprepuaJbHOi r'HnepTeH3uu
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Haznauenne JIAI-cnenmduyecknx, maTOreHETHYECKH OOOCHOBAHHBIX IIPEMapaToB C
JIOKa3aHHBIM Ba30AMJIATUPYIOIIIM U aHTUIIPOTH(EPATUBHBIM JICHCTBUEM UTPAET KITFOUYEBYIO POJIb
B Tepanuu JIAI'. CBOEBpEMEHHOCTh HA3HAYECHUS U aJIEKBATHOCTh TSDKECTH CIEIU(PUUECKOM
tepanuu JIAI' ompenenser mporHo3 3abosneBanus. Pemenue o HaszHaueHuu JIAI-tepamuum
MPUHUMAIOTCS C y4€TOM KOMOUHAIMK (PaKTOPOB:

1. Hanuuue xputepues npexkannisipHoi JII',

2. pe3yNbTaThl TECTa HA Ba30PEAKTUBHOCTb,

3. pe3yabTaTbl MHOTO(AKTOPHOU CTpaTU(UKAIIK PUCKA.

e PexomenmoBano gnersm ¢ JII' g0 Havanma JiedeHUs NpPOBEIECHHE MHOTO(GaKTOPHOMN
cTpaTU(UKAIIMKA PUCKA, BKITFOYAIOIICH KOMOMHAIIMIO KIIMHUYECKUX, TeMOAMHAMUYECKUX U
(YHKIIMOHATBHBIX ~ XapaKTEPUCTUK  OOJBHOTO IS  ONPENCIICHUS  KPUTCPHUCB,
COOTBETCTBYIOIIUX HU3KOMY, IPOMEKYTOYHOMY UJTU BBICOKOMY PUCKY HEOJIarompusTHBIX
COOBITHIA, BKIIIOYAsH JICTAALHOCTH JIJIS BBIOOpa MeToa 1 00bEMa Tepanuu (tadi. 18) [5, 7,
8, 12, 180-182, 244, 249, 257-260, 266, 274, 313-319].

YAA3VYYP A
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3.3.1. Hecnemuduueckas sazoauaarupviouas repanus JAT

BaokaTopsl kKajbluMeBbIX KAHATOB

PexomennoBana netsim ctapie 1 roga ¢ uzonuposanHoit JIAL, pesuayansnoit JIAI mocie
panukanbHOi OuBeHTpuKyIApHOK Koppekiuu BIIC u ¢ JIAT nmpu Manbix/COmy TCTBYIOLIHX
nedekTax MoHOoTepanus Onokaropamu KaimblieBblx kaHaoB (BKK) mpu coGmroaenun
creayrommx kpurepues [8, 9, 13, 22, 45, 83, 84, 349, 350]:

1. Ttect Ha Ba30PEaKTUBHOCTH MOJIOKHUTEIbHBIN;

2. cepaeuHslit mHAEKC 6omee 2,1 1/Mun/M?;

3. SaO2 BeHo3HoI kpoBH Ooiee 63%;

4. naBneHue B MpaBoM npezacepauu menee 10 MM pr. CT.;

5. kputepun HU3KOro pucka JIAI.

YA14YYPB

brokaTopsl KalblMEBBIX KaHAJIOB HE pPeKOMEHIOBaHbl AeTsM ¢ JIAD mpu cremyromux
ycnoBusix [8, 9, 13, 22, 45, 83-84, 349, 350]:

1) Bo3spact mamnuenTa 10 1 roaa;

2) OTpHIATEIbHBIN TECT HAa BA30PCAKTHBHOCTb,

3) manueHTaMm He MPOBOMJICS TECT Ha Ba30PEaKTHBHOCTD;
4) manueHTaM C MPaBOXKETyI0YKOBOH HETOCTATOUYHOCTHIO BHE 3aBUCHMOCTH OT OTBETa

Ha Ba30pEaKTUBHBIN TECT;
5) maruentam ¢ JIAT' BBICOKOTO prCKa BHE 3aBUCHMOCTH OT OTBETA Ha Ba30PEaKTHBHBIN
TECT.

YAA4YYPC
Pexomenpayercs aetsim ¢ JIAI, nonyqaromum tepanuto BKK, onienuBats 3ppexTuBHOCTD
Tepanuu Kaxnable 3-4 Mecslla Ha OCHOBAHWM JIAHHBIX KaTeTEepU3allud Kamep cepira C
00s13aTeTbHBIM MPOBEICHUEM TECTa Ha Ba30PEaKTUBHOCTD JIJIsi CBOEBPEMEHHOM KOPPEKIIUU
tepanuu [8, 13, 83-84, 349].
YA14YYPB
He pexomenpoBano nersim ¢ JIAD, monydaromum tepanuio BKK, e€ mponomxenue B
cinydae e€ kinmHu4ecko He apdexrusroctu [8, 13, 83-84].
YAA3YYP A
KommenTapuii: ucnonvzosanue BKK y nayuenmos, ne omgeuanowux Ha ieueHue, Motcem
8b136aMb CepbE3nble N0OOUHbIE IPPekmbl, maKue KaKk 2UNOMOHUsL, CHUNCEHUe Camypayuu

KUCIOpOOa u HapyuieHue YYHKYUuU npasoco HceiyoouKa.
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e He pexomennoBano aetsam c¢ JIAI, nmonyyaronum tepanuto bKK, e€ npogomkenue npu
OTPHIIATEIILHOM TECTE HAa BA30PEAKTUBHOCTH MPH MOBTOPHOM KareTepu3aiuu cepia [8,
22, 83-84, 349, 350].
YAA3YYPA

e Monorepanus BKK He pekoMeHaoBaHa IeTsM ¢ cuHIpoMoM OizenMenrepa u BIIC co
3HAYMMBIM CHCTEMHO-JIerouHbIM cOpocom [8, 45, 349, 350].

YIUI3 VYP A

3.3.2. Cnenmpuyeckas pasoauaarupviomas repanus JIAT

Cospemennas JIAI'-cnenuduueckass Tepanusi HalpaBI€HHO BO3JEHCTBYET Ha TpH
OCHOBHBIX 3BeHa naroreHesa JIAL', BKiIt0Yas yTh SHIOTEINHA, ITyTh OKCH/IA a30Ta/IUKINYECKOTO
ryaHo3uHMOHO(oc(]ara u myTh MPOCTALMKINHA. B OCHOBE Ka)XI0TO MaTOT€HETUYECKOTO ITyTH
JCKUT DHIOTENHANbHAS TUCQYHKUHMS, BBI3BIBAIONIAS HAPYIICHHWE CYLIECTBYIOIIETO B HOpME
paBHOBECHSI MEXKAY IPOAYKLUEH Ba30IMIATUPYIOIIUX U Ba30KOHCTPUKTUBHBIX MOJIEKYJI, KOTOPOE
HPUBOJIUT K (POPMHUPOBAHUIO CTOMKOIA, MMATOJIOrMYECKON Ba3OKOHCTpUKIHH [21].

JIAT -cniendrueckasi Tepanusi BKIOYAET MATh TPYII MPEnapaToB, BO3ACHCTBYIONINX Ha
TPU OCHOBHBIX IIyTH narorenesa JIAIL:

1) myTh 3HAOTENUHA: OJIOKATOPHI PEeLEeNnTOPOB 3HJ0TeNNHA-1 (O03eHTaH, aMOpU3EHTaH,
MaIlUTCHTAaH);

2) myte NO wu wukimdeckoro ryaHosuaMoHo(pochata (ul' M®D): uHrHOMTOPHI
dochoaurcrepaspl 5 Tuna (cunneHadui, Tagana@uil) U CTUMYJATOP PacCTBOPUMOW TyaHHJIAT
[IUKJIa3bl pUOLIUTYAT;

3) myTh NPOCTALMKINHA: CHHTETUYECKUI aHAJIOT SHAO0T€HHOTO MPOCTAUKINHA HIIOTIPOCT
U arOHUCT PEIENTOPOB MPOCTAMKINHA cenekcunar [6, 8, 21, 27-30].

e PexomeH/10BaHO Ha3HaueHUE CHELMPUUECKON Tepanuu AETSIM C BepU(UIHUPOBAHHBIM

nuarHozoM JIAT nipu Hanuuuu ogHOTO M Ooee ycnoswuii [8, 13, 22, 85, 351-353]:

1. oTpuuaTeNbHBINA TECT HAa Ba30PEaKTUBHOCTB;

2. OTCyTCTBHE OTBETa WJIM HEYCTOWYMBBIN OTBET Ha paHee mpoBoaumyto Tepanuto BKK;

3. Hamu4#e MPOTHUBOIOKa3aHWH K HazHaueHHio bKK.

YAA3YYP A

o PexomennoBaHa MoOHOTepamnust CHEUM(UUYECKUMH  Ba3OAMIATATOpAaMH  JETAM C

BepuuuupoBanHoit JIAI' npu MUHMMaIbHOM pHCKe, OTCYTCTBUH 3((deKTa Ha Tepanuio

0JI0KaTOpaMU KaJIbI[MEBBIX KaHAJIOB WM OTPHIIATEIHPHOM TECTE Ha Ba30PEaKTUBHOCTS [8,

13, 22, 85, 351-353]:

YAA3YYP A
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Kommenrapuii: [Ipenapamamu evibopa 011 maxux 6016HbIX MOACEm OblMb AHMALOHUCT
peyenmopog 3noomenuna (APJ), uneubumop ghocgpoouscmepazor 5 muna (u®lH5) unu
azoHucm peyenmopoe npocmayuxiuna (APII).

PekomennoBana craproBas [BOifHas Tepanusi CHEHU(PUUYECKUMH Ba30IUJISATATOPAMHU
netsim ¢ JIAI' HHU3KOro pucka W OTPULIATENBHBIM TECTOM Ha Ba30PEaKTUBHOCTH IS
obJierueHus] CUMIITOMOB 3a00JIeBaHuUs M yiydllieHus BbbKuBaemoctH [8, 11, 13, 22, 85,
351-354].

YAA4YYP A

KommenTapuii: Kombunuposanuyro mepanuro ciedyem Hawunams ¢ komounayuu APO u
u®@J[35. AnemeprHamusHviMu KomMoOuHayusmu mozym ovims couemanue APII ¢ n106vim u3
APD unu u®@]3-5. Ilpu neaghghexmusnocmu KOMOUHAYUYU PEKOMEHOYEMC S paACCMOMpPemnb
B03MOJNCHOCHb CMEHbl 00HO20 Npenapama Ha Opy2ol 8 pamkax o0Hozo kiacca JIAI-
cneyuguueckux npenapamos.

Pexomenayercs netsim ¢ JIAL, COOTBETCTBYIOIIMM KPUTEPHUSIM MPOMEKYTOUYHOTO PHCKA,
CTapTOBasl WJIM TMOCTEAOBaTelIbHAs JIBOWHAs, WIM TpOWHAas Tepamnus, BKItouas APD,
u®/[95 u APII nna cHWKEHUS BBIPA)KEHHOCTH CHUMIITOMOB, YJIyYIIEHHUS NPOTHO3a U
JIOCTHKEHHUS KpUTEpUEB HU3KOro prcka [8, 11, 13, 22, 85, 187, 351-354].

YAA3YYP A

Pexomennyercs netsim ¢ JIAI' BBICOKOTO pUCKa HE3aMEUIMTEIBLHOE HAYAIO TPOWHOMN
koMOuHHpoBaHHOW JIAD' Tepamuu ¢ TpUMEHEHHWEM NPOCTAHOWIOB: HHTASIIIHOHHBIN
WJIOMPOCT B COYETAHWU C MepopalibHBIMH Tpemnaparamu rpynn APD u ud/1D5 s
YMEHBIICHUS BBIPAKEHHOCTH CHMIITOMOB, VIIYYIICHHWS TPOTHO3a W JOCTHIKCHHS
KpUTEpPHEB HU3KOTO pucka [8, 13, 22, 187, 339, 340, 364-368].

YAA3YYP A

PexomennoBano manuentam c JII' mpoaomkate mogoOpaHHYIO TEpamnuio ¢ PeryispHOn
MEePEOICHKOI MHOTO(pAaKTOPHOH cTpaTH(UKAIMK pUcKa Kaxsie 3-6 Mecsies (Tadi. 18)
JUISS CBOCBPEMEHHOTO BBISBICHUS BO3MOXHOTO YXYIIICHHS, JCKATANHWHA TEePaluud H
yIydiieHus BebkuBaemoctu [8, 13, 22, 187, 339, 340, 364-368].

YAA3YYP A

Kommenmapuii: 6 ciyuae, eciu cmamyc HU3KO20 pUcKa He 00CMuU2aemcs npu niaHo8blx
nocnedylowux OyeHkax, mpebyemcs OdanbHelwas scKkanayus aeveHus. JJocmudicenue

Kpumepuees npomessncynoiUnoco pucKa e A6jsemcst 00CMAMmMoOYHbIM.
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3.3.2.1. AHTATOHHCTBLI PELeNTOPOB YHAOTeANHA-1

bozenman

bosenran** (Koo ATX - CO02KX0l) sBIsieTCS HECCIEKTUBHBIM aHTarOHHCTOM
SH/IOTEJIMHOBBIX PELIETITOPOB CO CTENEHbIO cesieKTUBHOCTH 20:1 k penentopam 3HaoTenuHa ETa
u ETg ¥ mpoIonKUTEIBHOCThIO O10Kaabel penentopoB (tY2) ~1 munyTa. Bo3eHTaH momamisier
CHHTE3 CaMOI0 MOLIHOI'O U3 U3BECTHBIX Ba30KOHCTPUKTOPOB 3HAoTenNHA-1 (OT), 6nokupys ero
OCHOBHbIE 3((EKThl, OKa3blBaeT BA3OAWIATUPYIOIIEE JEHCTBHE, MOJABIAET KIECTOYHYIO
npoiddepannio,  CIEpKUBas ~ pEMOJCIMpPOBAHHE  MHUOKap[a, a  TaKkKe  MPOSBISET
IIPOTUBOBOCIIAJIUTENIbHYI0 aKTUBHOCTh. Pe3ybTaThl MHBA3UBHBIX MCCIEA0OBAHUN IeMOIMHAMUKI
[OKa3aJld, YTO JiedeHue OO3CHTaHOM HPUBOAUT K 3HAUUTEIBHOMY IOBBIIIEHUIO CEpAECYHOIO
UHJIEKCA, a TaKKE CYLIECTBEHHOMY CHIKEHMIO JIaBJIECHUS B JIETOYHOW apTepuHu, JErOYHOIo
COCYIMCTOTO CONPOTUBIICHHSI M CPEIHEro JaBieHus B mpaBoMm mpencepauu [354]. IIpemapat
ABJIIETCS OJHOBPEMEHHO IHiepBbIM U3 rpynnsl APD u mnepBsiM nepopanbhHbiM  JIAL-
creurruyecKkuM npenapaTom, J0CTOBEPHO YIyUIIUBIINM CUMITOMBI y AeTel U B3pocibix ¢ JIAT .
Ha npoTspkeHuu AByX AeCATHIIETHH mpenapaTr 3aHUMall LIEHTPajIbHOE MECTO B Tepaluu AeTeil u
B3pocibix ¢ JIAI. Hawany npumeHneHus Oo3eHTaHa B KIMHUYECKOM IPAKTHKE y B3POCIBIX
IpelauiecTBoBajga lenas cepus KIMHUYECKUX, KOHTPOJIUPYEMBIX M HEKOHTPOJIUPYEMBIX
ucnelTaHui. OCHOBHBIE TISITh  MCCIECJOBAHMN: MPEKIMHUYECKOE MWIOTHOE, a TakKke
paHIOMU3HPOBAaHHbIE KOHTpoaupyeMmsble knnHndeckue uccienosanuss BREATHE-1 u 2, EARLY,
3areM BREATHE-5, ananusupoBaBmive pgaHHble oOkoio 500 B3pociblX OOJBHBIX C
UIMOTIAaTUYECKOM, HacleACTBeHHON u accoruupoBanHoi ¢ BIIC JIAIL, mokasamu ymydiieHue
(YHKIHMOHAJIBHBIX M T€MOJIMHAMHUYECKUX TOKa3aTesiel, yBeInueHne BPEMEHU 10 KIMHUYECKOTO
yXyJlIeHus: Ha ¢oHe Tepanuu 0o3eHTaHOM B TeueHue 12-24 nepenb [355-358]. VYayumienue
BBDKMBAEMOCTH U CHU)KEHHE PHUCKa IporpeccupoBanus 3a00sieBanns Ha poHe npuéma O03eHTaHa
ObLI0 BBISIBIIEHO Uy 001bHBIX JIAD, acconumpoBaHHON C cHUCTEMHBIMU 3a0ojieBaHUsIMU [355,
359].

HccnenoBanust 0©o3eHTaHa, MNPE/IIECTBOBABIIME PETUCTPAllMM TOKa3aHUM y JeTel,
3HAYUTEIIbHO MEHEe MHOTOYMCIEHHBl H3-32 TPYJHOCTEH M OrpaHUYEHHl B MPOBEACHUU
(bapMaKoJIOTHYECKUX UCIIBITAHUN B IETCKOM Bo3pacTe. IlepBoe OTKpbITOE paHI0MU3UPOBAHHOE,
HO HEKOHTpOJHMpYeMoe U3yueHHe (apMaKOKMHETUKH, HPQPEKTUBHOCTH U 0€30MacHOCTH
npuMeHeHus 6o3eHTana y 19 nereit ¢ uanonaruyeckoit JIAI u JIAT, accouuuponannoii ¢ BIIC B
Bo3pacte 3-15 mer (BREATHE-3, 2003 r.), mony4aBmmx 0o3eHTaH B (hopMe HEPacTBOPHUMOM
TabJETKH B 000JIOUKE B J103€ 2 MI/KI BECa U30JUPOBAHO WU B COUYETAHUU C SMOMPOCTEHOJIOM,
NoKa3aJlo  yJIydllleHHe I[oKa3aTenel remoauHamuku B obeux rpynmax [360]. B

HEKOHTPOJIUPYEMOE HCClIeZoBaHUE (apMaKOKMHETHYECKOro mpodmisd, 3((EeKTUBHOCTH U
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Oe3omacHOCTH aucneprupyemoit ¢popmbl 6o3eHtana y nereid FUTURE-1, 2 u 3 Oblmu BKITIOUECHBI
cymmapuo 100 nereii B Bo3pacte ot 1 10 12 net ans nonmydyenus 0o3eHTaHa B A03€ 2 MI/KT Beca
Tena 2 pa3a B JIeHb, 2 MI/KT Beca Tella 3 pas3a B JIeHb U 4 MI/KT Beca Tena 2 pasa B JeHb. Jletn
noJrydaiar 003eHTaH U30JIMPOBAHO WIIM B COYETAHUU C 3MOINpocTeHonoM. Habmonenus nokasanu
XOpOILIYI TEPEHOCUMOCTb, YJIy4YlIeHHE MapaMeTpOB Te€MOJAMHAMUKH, CTAaOWIM3aLUI0 WU
ynyumienne ®OK OonpHbIX. BpDKHMBaemocTs Ha 1-oM u 2-m roay coctaBuwimn 98% u 94%
cootBeTcTBeHHO [361-364]. [lpu anurTenbHOM NpUMEHEHUM OO3€HTaHAa y JAETe B YCIOBHUSX
peasbHOM KIIMHUYECKOW MPAaKTHKHU MOJIY4YeHbI IPOTUBOPEUUBBIN JaHHbIE. Tak B ABYXIICHTPOBOE
uccienosanue B 2010 r. [365] Obu1H BKITtOYeHBI 86 neteit (37 Manbuuku, 49 1eBOYKH) B BO3pacTe
1145 net ¢ uJIAT, 0JIAT, JIAT-BIIC u JIAT', accouiunupoBaHHO# C CUCTEMHBIMH 3a00JICBAaHUSIMU
COCIMHUTENBHOW TKaHH. 3a Bpemsi HaOmoaeHus 40% manueHToB moTpedoBaioch J100aBIeHHE
npoctaHouJ0B, 13% ymepnu. PacuérHas 2-nmeTHss BbDKHBaeMocTh coctaBuina 91%. Ilpu
MPOCHEKTUBHOM HabmtofeHuu uepe3 4 roga y 54% mNalMeHToB OTMEUYEHO MPOrpPecCHpOBaHUE
3a0oneBanne. UeThIpEXIJIETHSST BBDKMBAEMOCTh cocTaBmia yxe 82%. OCHOBHBIMU (haKTOpamu
pHUCKa TpOrpeccUpoBaHus 3a00JI€BaHUSI U CMEPTHOCTH SIBJSUIMCH BBICOKHH (DYHKIIMOHAIHHBIH
KJIacC M TMOKa3aTelW JIETOYHOTO0 COCYJIMCTOro compoTuBieHus. MMeercs gocraTtouHas
Jl0Ka3aTenbHas 0a3a mpuMeHeHus 6o3enrtana y aereii ¢ JIAT npu BIIC [356, 357].

B 1BYyX KOHTpONHMpYEMBIX HCCIEIOBAaHUSIX OO3€HTAaHAa y HOBOPOKICHHBIX ITOKa3aHa
XOpoIIasi MePeHOCHUMOCTh Tperapara U OTCYTCTBHE CEPBhE3HBIX YIPOXKAIOMIMX COOBITHI [366,
367]. B ofHOM U3 HUX BBISIBIEHO JOCTOBEPHOE YBEIMUYEHHE MHAEKCA OKCUTE€HAIlUH, CHUKCHHE
BPEMEHU MEXaHWYECKON BEHTWJIALMU JIETKUX, MOKa3aHa XOpollas MepeHOCHMOCTh Ipernapara,
OTCYTCTBOBAJIM HEXEJATeNbHbIC SBICHHs. [IpM 3TOM HE BBIABICHO DPA3IMYUN IO YPOBHIO
CMEpPTHOCTH MO cpaBHeHHUIO ¢ Tuiane0o. Kak y B3pocibix OONBHBIX, Tak u y naerei ¢ JIAT
yJIydIIeHHe BBDKMBAEMOCTH U CHUKEHUE PUCKa MPOrpeccupoBanus 3a0oseBanus y aetei ¢ JIAT
Ha ¢oHe mpuéma 603eHTaHa JOKa3aHO TOJIBKO B COCTaBe KOMOMHUPOBAHHOW TE€PAIIUU C aHAJIOraMU

9HJIOTEHHOTO MPOCTAUKINHA[367].

Ha ¢one nmpuéma 603eHTaHa BO3MOKHBI HEXeEJIaTeIbHbIE SIBICHUSAMU: OOJIM B KUBOTE,
KOHEYHOCTSIX, TOIIHOTA, PBOTA, TOJIOBHBIE 0OJH, YCTAJIOCTh, TIOKPACHEHHE, OTEK U 3aJI0KEHHOCTD
Hoca. Hambonee 3HaunMble moOOYHbIE 3((EKTHI: yBETUYEHUE YPOBHS TpaHCaMUHAa3, OTEKU H
aHemus. M3 Bcex mo6o4HbIX 3(h(PEeKTOB MOTEHIMAbHAS TeMaTOTOKCUYHOCTh 003€HTaHa SIBJISIETCS
HanOosiee 3HaunMMOM. DPexT, Kak MpaBUiIo, T0303aBUCUM M HCUE3AET MTOCIIE OTMEHBI ITpenapara.
Hecmotps Ha TO, dYTro B TeIMATPUUYECKUX HCCIEIOBAHUAX IIOKA3aHO, YTO PHCKH
rernaToTOKCUYHOCTH O03€HTaHa Yy JAeTel BBIPAXKEHBI TOPa3l0 MEHbIE, €XEMECSYHbIH KOHTPOJIb

ypoBHsI TpaHcamuHa3 pekomernmoBan [370, 372]. TpebOyercs coOm0aaTh OCTOPOKHOCTH IPH
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OJIHOBPEMEHHOM MpPHUMEHEHUU OO03eHTaHa C HWHAYKTOpaMHU M HHTUOUTOpaMH H30(epMeHTa

CYP3AA4.

Pexomennyercs HasHaueHue bosentana™*  nersam c JIAI' B Bo3pacte oT 3 MmecsueB u
cTapiie ¢ MHHUMQJIbHBIM pPHUCKOM B KauyeCTBE MOHOTEpAlHMH; MpPU HHU3KOM,
MIPOMEXYTOYHOM HJIM BBICOKOM PHUCKE — TOJBKO B COCTaB€ KOMOMHUPOBAHHOM Teparnuu
JUIS yITy4dlIeHUs] TeMOJUHAMUYECKUX, (DYHKIIMOHAIBHBIX TOKa3aTeNlel U yep:KaHus Win
JOCTIDKEHUS] KpUTEpUEB HU3KOTo pucka [6, 8, 12, 13, 22, 27, 354, 360-367].
YAA3YYPB

KommenTapmii: /Ipu npumeneruu neouampuyueckotl oucnepaupyemoui popmol 603eHmana
vy demeti ¢ JIAI" 6 so3pacme 1 2o0a u cmapuie pexomenoyemcs nPUMeHsAms HAYaIbHYI0 U
noooepacusaouyio 003y 4 me/ke maccel meia 6 cymku 8 2 npuéma Ympom u 6e4epom.
Maxcumanvuas 0oza 250 me 6 cymxu. Oyenka s¢hghekmusnocmu npenapama O00JXHCHA
ocyuecmenamscs He panee, uem uepes 4 Hedenu npuéma npenapama 6 NOCMOSHHOU
noooepocusaroujeti 0ose. C yenvbld CB0EBPEMEHHO20 GLIABIEHUS HEHCeNAMeNbHbIX
8030elicmeuUll PeKOMEHO0BAHO eNCeMeCauHO OYeHUBamsv (QYHKYUO nedewu y Oemel,
ROAYUaArowux mepanuio 603eHmMaHoM.

PexomennoBano gnersm ¢ JIAIT mpu orcyrcTBUH 3(PGEKTHBHOCTH MOHOTEPAIUU
003eHTaHOM, TIPOTPECCUPOBAHNH 3a00JI€BaHUS M HAJTUYHUH MOKa3aHUM K dckananuu JIAT
Tepanuu ¢ npuMmeHenueM HDJ[D-5, mpuHUMas Bo BHHUMaHuE (apMaKoIUHAMHYECKHE
3¢ ekt 003eHTaHa IPU KOMOMHUPOBAHHOM Tepany, peKOMEHA0BAHO OOCYAUTh CMEHY
0o3eHTaHa Ha napyroi APD [368-372].

YAA3YYPB

Kommenrapmii: Kombunupoeannas mepanus 6ozenmana u u®/[D5 wue nokazana
OONOJHUMENbHBIX NPEUMYULECE 8 NEPEHOCUMOCTNU PU3UUECKUX HAZPY3O0K, Napamempos
CUCMONIUYECKOU DYHKYUU MUOKAPOA U 4acmompl Hedxceramenvhvix seienuil [367-372].
Ilpu oyenke gpapmaxoOuHaMUKu 8vlsA61€HO CHUMNCEHUU Konyenmpayuu #cundenaguna u
#maoanaguna na 62 u 43% coomeemcmeenno 8 niazme Kpogu npu KOMOUHUPOBAHHOLL
mepanuu ¢ O03eHMAHOM, NPU IMOM KOHYEHMPAYUSL CAMO20 DO3EHMAHA YEeNUYUBANACL 00
50% nymém unoyxyuu uzogpepmenma yumoxpoma P450 344, umo yeeruuueano pucku e2o
eenamomoxcuyeckux sgpghexmos [370)].

PexomMeHIOBaH €XKeMECSYHBI KOHTPOJb AaKTHBHOCTH AaclapTaTaMHUHOTpaHC(epasbl U
aTaHMHAMUHOTpPaHC(Epas3bl, ypOBHEH reMorI00MHa U TeMAaTOKpUTa B KpoBHU AeTsaM ¢ JIAT
Ha (hoHe Tepanuu 003EHTaHOM H3-3a OTEHIMATBHOTO PHCKa OcloxkHeHuit [372, 373].
YYP2, VIO A

Amopuzenman
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#AmOpuzentan** (koo ATX — C02KX02) — CeneKTHBHBIA aHTarOHUCT HIOTEIHMHA C
cenexktuBHOCThI0O K ETa m ETbh peunentopam 100:1. MexayHapoaHoe paHIOMH3HPOBAHHOE,
JIBOHOE crenoe, mianedo-konTponupyemoe uccieaosanue Il ¢aspr ¢ yuactuem 383 B3pocibix
nanuenToB ¢ JIAIT (ARIES) mokasamo XopoImyr MepeHOCHUMOCTh, YJIYYIICHHE KIMHUYECKON
CUMOTOMAaTUKU U (YHKIMOHAIBHBIX TOKa3aTeled, yBEJIUYCHHE BPEMEHH HACTYILICHUS
yxynaiieHuss Ha ¢oHe Tepanuu amOpuszeHtaHoMm [374]. Ilpemapar mokaszaa XOpOIIYIO
IIEPEHOCUMOCTb U HU3KUI ypoBeHb renatorokcnyHct. C 2011 rona npenapar 3aperucTpupoBaH
B Poccunm mns mpumenenust y B3pocibix OosbHBIX ¢ JIAD II-111 pyHKmmonampHOrO Kiacca.
AMOpU3EHTaH — €AMHCTBEHHBbIN u3 APD, /g KOTOpOro B MOKa3aHUsl BKIIOYEHO COBMECTHOE
Ha3Ha4YeHHE C Taja’dapuioM JUisl CHIDKEHUS pUCKa MPOBOIMMOM Tepanuu. PannomMu3upoBaHHoe,
JIBOWHOE CIJICTIOE HCCIIEOBAaHNE KOMOWHUPOBAHHON Tepanuu aMOpu3eHTaHa W Tajganaduia
(AMBITION) nmoka3zano 3naunTesbHoe (10 63%) CHUKCHHUE PHCKA TOCITUTAIM3AIMIA BCIICICTBUE
nporpeccupoBanus Tspkectd JIAIT v cMepTHOCTH, yIydllIeHHS MPOTHO3a IO CPAaBHEHUIO C
MoHoTepanuei [375].

B He6obIIOM peTpOCIEKTHBHOM HCCiIeIoBaHnu ¢ yyactuem 38 nereid ¢ JIAI' B Bo3pacte
ot 2 no 18 ner (cpeanwuii 10,1+4,1), monyuaBmnx aMOpu3eHTaH B TeUEHUE 3 MECSIIEB B KAUYECTBE
JOTIOTHUTENIbHOW Tepamuy WM TEPeBEJACHHBIX Ha Tepamuilo aMOpHU3eHTaHOM C Tepamuu
003€HTaHOM, MOKAa3aHO CHW)XEHHME CpPEJHEro IaBJICHHUS B JIETOYHOW apTepuu, YiIydlleHue
¢ynkuoHansHoro kijacca no BO3 B 31% ciyuaeB. IloBbllieHHs ypoBHEH MMEYEHOUYHBIX
(epMEeHTOB He HAOIIOIANIOCH, JIETATbHBIC UCXO/IbI HE 3aperucTpupoBaHsl [376].

PannomMusupoBaHHOE HE  KOHTPOJMPYEMOE  HCCIEJOBaHME  OE€30MacHOCTH U
sbdextuBroct (Il das3er) aByx m03 amOpuszeHTaHA IS JICYCHHS JIETOYHOM apTepHalbHON
runepreH3uu y 41 namuenrta B Bo3pacre oT 8 10 18 yer mokaszano, 4To mpenapar NepeHOCHIICS
Xopoto; Tpoduiab 6e30MacHOCTH ObLT WACHTHYEH TaKOBOMY s B3pocisix [377]. Bompeku
pesyabTataM HccienoBaHus 'y B3pocibix ¢ JIAD, mnosmyuyaBmmM amOpH3eHTaH, HE ObUIO
3apErUCTPUPOBAHO KIMHUYECKU 3HAYMMBIX U3MEHEHUI reMorio0nHa, TeMaTOKpHUTa, KOJIHYecTBa
TPOMOOIIMTOB, U3BMEHEHHSI YPOBHSI TIEYCHOUHBIX (DEPMEHTOB HU B OJHOH 13 Tpym. OgHaKo HabOop
B HCCIIeIOBaHHE OBLI OTJIOXKEH H3-3a pPe3yJbTaTOB JOKIMHUYECKHX HCHBITAHUN, MOKa3aBIIUX
Cllydyad YMEHbBILIEHHS] MAacChl TOJIOBHOTO MO3ra Y MOJOBIX KPBIC, MOJYyYaBUIMX OYEHb BBICOKUE
10361 amOpu3enTana 20 Mr/kr B cyTku. HecMOTpst Ha TO, 9TO J103bI, IPUMEHSIEMbIC Y JeTeil, ObLTH
KpaTHO MeHble, Habop B HMCCIeAOBaHNE OTPaHUYMIIM NallMeHTaMu crapiie 8 jer. Pe3ynbTaTsl
MCCJICIOBAHMSI TIOKA3aJIM, YTO B 11eJoM d(h()eKTUBHOCTE MpemnapaTa ObUla aHATOTHYHA JaHHBIM,
IIOJIyYE€HHBIM Y B3POCIIbIX, OJHAKO cTeneHb cHkeHne ypoBHs NT-proBNP u ynyumenus ®K k
24-i1 Hepnene wucclelOBaHUA OBLIO HEMHOIO HIDKE, YeM B HCCIEIOBAaHWU aMOpH3eHTaHa y

B3pocibix [378].
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B HemaBHeM pETPOCHEKTUBHOM HCCIEAOBAHUM O€30MacHOCTh M IMEPEHOCHMOCTH
KOMOMHHPOBAHHOW Tepanmuu aMOpPU3EHTAHOM U TananauioM TMpU JICYCHUH JIETOYHON
apTepualibHON TurnepTeH3un y 43 nereil crapme 4 JeT MOKa3aHo, YTO Tepamusi XOpOoIIo
NnepeHocwiach ¢ NpuémiaeMbiM npoduiieM O0e30NacHOCTH, ACCOLMHPOBANACh C YIyYIIEHUEM
MEPEHOCUMOCTH (PU3NUECKON Harpy3KH U TeMOJANHAMUKH y J€Tel, KOTOpbIe paHee He MOoTydalu
JICYCHUS] WM MOJTy4Yalld MOHOTEPANUIO MpenaparaMu JUIsl JICUYCHUs JISTOYHOW THUIIEPTCH3UH 0
Havaja npuMeHeHUs aMOpu3eHTaHa u Taaaiaduia [379].

e #AmOpuzeHTaH** MOXKET OBITH PEKOMEHIOBaH B KaU€CTBE MOHOTEPAINH JACTSIM cTapiie 8
net ¢ JIAI, cooTBeTCTBYIOLIEH KPUTEPUSIM MUHHUMAIBHOIO PUCKA MPH MOJIOKUTEIHHOM
OCTPOM TECTe Ha Ba30PEaKTUBHOCTh U OTCYTCTBUU 3(PQeKTa OT Tepanuu aHTarOHUCTaMU
kanbius, y gereit ¢ JIAL, cooTBercTBYyIOIMIEH KPUTEPHUSIM HU3ZKOTO, MPOMEKYTOYHOTO U
BBICOKOTO pHUCKAa — B COCTaBE KOMOWHUPOBAHHOW Tepanmuu JUIs YIIy4IICHHUS
reMOJMHAMHYECKUX, (YHKIIMOHATIBHBIX MOKa3aTeled M YIep>KaHUS WIM JOCTHXKEHUS

KPUTEPHUEB HU3KOrO prcka [375-379].
VIUL3VYPB

KommenTapmii: Cmapmosas 0oza Ambpusenmana 2,5 me Ha npuém 00OHOKPAMHO 8 CYMKU,

nooodepoicusarowas 0o3a om 5 0o 10 me Ha npuém 0OHOKPAMHO 8 CYMKU.

e PekoMeHnnmoBaH JETSIM C JIAT €KEMECIIHBIN KOHTPOJIb AKTUBHOCTH
acmapraTaMHHOTpaHcdepasbl U alaHWHAMUHOTpaHc(epasbl, ypoOBHEH reMorioOuHa u
reMaToKpuTa B KpOoBU Ha (oHE mpuéMa Tepanuu aMOpU3EHTAHOM JIJIsl CBOEBPEMEHHOTO
BBISIBIICHUS MOTCHIIMAIBHBIX HEeXeNaTeabHbIX ssBiacHui [372, 373].

YVYP 2, VI A

Mauumenmar

#Marurentan** (koo ATX — C02KX04) aHTaroHHCT SHIOTEIMHOBBIX PEIENTOPOB
TPEThETo MOKOJIEHUS, pa3paboTaH HAa OCHOBE MOJIEKYJIbl 003eHTaHa MyTEM U3MEHEHUS CTPYKTYPBI
C IENbI0 MOBBIIEHNS 3((EKTUBHOCTH U 0€30MacHOCTH ¢ ceaeKTHBHOCTRIO K ETa u ETb 50:1
[380]. IMpemapar ob6mamaer B 20-4000 pa3 Gosblinel TUNOGUIBHOCTRIO TIO CpaBHEHHIO ¢ APD
MEPBBIX TMMOKOJICHWH, B CBS3U C YeM JIydllle MPOHUKAET B OKpYKalolue TKaHW. MejieHHas
azcopOLrs MalMTEHTaHa U MEJIEHHOE BHICBOOOXKIeHNE akTUBHOTO MeTabonuta ACT-132577, B
COYETaHUH C ero JIyUlIeH MeHEeTPAHTHOCTBIO K TKaHsIM, 000CHOBAJIM TIPUMEHEHHUE Ooyiee HU3KOH
JI03BI TIpeTiapaTa i MEHBIIYI0 KPaTHOCTh IPUMEHEHUS — 1 pa3 B CyTKHU — ITO CPABHEHHUIO C IPYTHMH
APD. Tlomumo nydieil cmocoOHOCTH MPOHUKATH B OKPYKAIOIINE TKAHU OCHOBHBIM OTIUYHEM
MalMTeHTaHa OT mpeablaymux APD sBnsercs ero cmocoOHOCTh okasbpiBaTh B 15-20 Gomee

MIPOJIOJDKUTENIBHYIO U BRIPAXKCHHYIO OJokamy perentopoB ETa u ETg, yTo npuBoauT K GoJbIIeiH
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KJIMHAYECKOH 3P PEeKTHBHOCTH Tpemaparta Mo cpaBHeHHIO ¢ APD pannux renepanuii [381].
Be3piBass  anmuTenbHYI0 OJNOKagy pelenTopoB AHIOTENHMHA-1 CIOCOOCTBYET TMOAaBIICHHIO
Ba30KOHCTPUKIIMM U TMPEMSATCTBYET Mpoiudepanuy TIaJKOMBIIICYHBIX KIETOK. B u3ydeHwue
npoduns 6e3omacHocTd U 3PPEKTUBHOCTH MalUTEHTaHa MpU AIUTeNnbHOM Tepanuu JIAL B
JIBOMHOM cJierioM, Iutaniebo KoHTpoiaupyemoM wuccienoBanuu |l daspr y mnamumeHtoB c
cumnromuoit JIAI' (SERAPHIN — Study with an Endothelin Receptor Antagonist in Pulmonary
arterial Hypertension to Improve cliNical outcome) 6sutr BoBieueHsl 151 nentp u3 39 crpan
Mupa. MtoroByro koropty copmupoBanu 742 marueHTta ctapiie 12 JeT, ¢ UIuonaTHYeCcKOMH,
Hacineacreennot  JIAI, JIAI, accomuupoBaHHOM C€  CHCTEMHBIMH  3a00JICBaHUSMU
coenquHuTenbHoll Tkanu, BUY, mnocne koppexkumu BIIC, accouummpoBaHHON ¢ npuémom
npemnapatoB win TokcuHoM [381]. IManueHTs! ObUTH paHIOMHU3MPOBAHBI B PABHOM COOTHOIICHUU
B Tpynmbl A7 noiaydeHus 3 mr win 10 Mr ManuTeHTaHa B CyTKH, WM miainedo B tedeHue 100
Helenb. PerpeccHOHHBIN aHaW3 MoOKa3al 3HAuYMTENbHOE, A0 45%, CHIDKEHUS KOJIMYecTBa
YIpOXKAIOUIUX COOBITHM, BKJIIOYAs MOSBICHUE MOKA3aHUM K Tepalud BHYTPUBEHHBIMU WJIH
MOAKOXXHBIMA TIpocTaHouAamMu, AC WiIM TpaHCIUIAHTALMM JIETKUX B TPYIIE MalMeHTOB,
npuHuMaBmux 10 Mr MamuTeHTaHa MO cpaBHEHUIO ¢ Iuiane0o. CMepTHOCTh COCTaBHIIA
cootBercTBeHHO 14,0% wu 17,6% B rpynme, nomydaBmied mnpenapar u miane6o. Ilpuem
MalUTeHTaHa B J03¢ 10 Mr 3HaYuTENbHO YJydIlIad I[IOKa3aTeId CepACYHO-JIETOYHOU
reMOJUHAMUKHU, BKJIOYas CpEIHEE JaBJIEHWE B JIETOYHOM apTepuH, IOKa3aTeslb JIErOYHO-
COCYJIMCTOTO CONPOTHUBJIEHUS, CEPACUHBIA MHAEKC U YPOBEHb HATPUHYPETUUECKOTO MENTH/IA 110
CpaBHEHMIO C Tuianefo. VYIydlleHHe TeMOJMHAMHUYECKHX XapaKTePUCTHK COMPOBOXKIAIOCH
MOBBIIICHHEM TTEPEHOCUMOCTU (PU3MUECKUX HATPY30K M yJIYUINaJ0 KaueCTBO KU3HH MAIMEHTOB.
ManurtenTad yiydiain QyHKIIMOHATBHBIEC TTOKA3aTeIH, BIIUSII Ha JJOJTOCPOYHBIC UCXO b, CHUKAI
nporpeccupoBanue 3a00yieBaHUS M CMEPTHOCTh BHE 3aBUCUMOCTH OT paHee MPOBOJUMOI
Tepanuu. [IpU3HAKOB TOKCHYECKOTO ACWCTBUS Ha TEUeHb He HalMIoaanoch, ogHako, y 4,3%
MalKUeHTOB, MojydaBmux 10 Mr maruTeHTaHa, ObUIO OOHAPYKEHO CHUKXEHUE TeMOTJI00MHA 10
ypoBHA < 8 r1/mn. B omimume or O03eHTaHA, MAIUTEHTaH, MO-BUAMMOMY, HE HPHUBOIUT K
CHI)KCHHMIO YPOBHS CHIZeHa(uia B TIJa3Me, XOTS JaHHBIX, MOJTYYEHHBIX B CHEIHAIbHBIX
MCCJIEI0BAHUSX HEJIOCTATOUHO.

B wuccnenoBanne SERAPHIN Bommm 12 moapoctkoB B Bo3pacte ot 12 mo 17 mer.
VYuuTsiBas HEJOCTATOUHOE KOJIMYECTBO PECIIOHIEHTOB, UCCIIEI0BATENI HE CMOTJIU CAENaTh BHIBOT
00 3¢ deKTUBHOCTH TPUMEHEHUs MaruTeHTana y aereit ¢ JIATL. Ilpu 3Tom mokaszaHna ero xopoiias
MEPEHOCUMOCTh U POGUIIh 0€30MaCHOCTH, AHATIOTUYHBIN B3POCIBIM MAllUEHTAM.

MHoOroneHTpoBoe ABOMHOE, ciemnoe, mianedo-KoHTpoaupyemoe ucciaenopanue I ¢azbr

(MAESTRO) s ouenku 3PpQPeKTHBHOCTH M O€30MAaCHOCTH MAIMTEHTaHa Y IalUuEHTOB C
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CHHIpOMOM Dif3eHMeHTepa B Bo3pacte >12 jieT mokasano HeoJHO3HaYHbIe pe3ynbrathl [382]. C
OJTHOW CTOpOHBI, uepe3 16 Hemenb Tepanuu He MOIYYEHO TOCTOBEPHBIX PA3JINYHN 110 JUHAMUKE
(GyHKIMOHAIBHOTO Kiacca, mKkane bopra, ypoBHIo catypauuu. [Ipomsonuio mapajgokcaibHOE
YBEJIMYEHUE TPOJOKUTENBHOCTH JUCTAaHIMKM IPU TecTe ¢ 6 MUHYTHOM XOAbOOH B rpymme
wiane6o. C Apyroil CTOPOHBI, K MOMEHTY 3aBEpIIEHUS HCCIENOBaHMs B TPYIIE MNallUEHTOB,
[I0JIy4aBIIUX MallUTEHTaH, IPOU3O0ILIO JOCTOBEPHOE U 3HaUnMoe cHukeHue ypoBHs NT-proBNP,
CHIDKEHHE MHJIEKCa JIETOYHOTO COCYAMCTOTO COMPOTUBIICHHS 110 CpaBHEHMIO ¢ mane6o. [Tpu sTom
UCCIICIOBAaHME II0KA3aJI0 XOPOILIYH IE€PEeHOCHMMOCTh Ipenapara, OJaronpusTHbIA Mpoduib
0€30I1aCHOCTH U MIEPEHOCUMOCTH 110 CPABHEHUIO C Apyrumu APD.

C 2016 1. mo Hacrosiee BpeMsi MPOBOJIUTCA IEPBOE OTKPHITOE MEXKIyHAPOIHOE
MHOTOIIEHTPOBOE paHAoMu3npoBaHHoe uccienoBanue 3 ¢pa3 (TOMORROW), HanpasjieHHOE HA
OLIEHKY 3 (EeKTUBHOCTH, 0€30IacHOCTH U (apMaKOKMHETUKU MallUTEHTaHa IO CPaBHEHUIO CO
CTaHJapTaMM JIEYEHUS B 3aMEMJICHUM IporpeccupoBaHusi 3aboieBaHus y aereit ¢ JIAI. B
MCCJIeIOBaHKE IUIAHUPYETCS IPUBJICUb JIeTeH B Bo3pacte oT 1 mecsia o0 17 ner.

3HAaYUTENbHBIE YCHEXH W OJNAronpusATHBIN mpoduias Oe30mMacHOCTH MPUMEHEHUS
MalUTEHTaHa y B3pOCIbIX, IPUHUMAas BO BHMMAaHUE HEJOCTaTOYHYIO 3()(EeKTHBHOCTH WU
no6ounble 3 dexTsl pasperieHHol Tepanuu JIAI' y nereif, BOOAyIIEBUIN EIUATPOB U IETCKUX
Kap/IMOJIOTOB JIJIsl Havalla MPUMEHEHUs 3TOT0 Ipernapara B KinHudecko npaktuke Off-label mo
MOJIyYeHHsI JAHHBIX KOHTPOJMPYEMOTO HCIBITAHWS MAlMTEHTaHa y AeTed, B T. 4. y JeTel
rpyaHoro Bospacta [384-388]. Ilpemapar mokas3aia XOpOIIYK MEPEHOCHMOCTb, YIy4IlICHHUE
KJIMHUYECKON CUMITTOMATHKH, (PYHKIIMOHAIBHBIX M T€MOIMHAMHUECKUX MOKa3aTeseH.

[Ipodwmip OGe30mMacHOCTH MalUTEHTaHA AaHaJOrM4YeH OO03€HTaHy, OJHAKO PHCKH WX
pa3BUTHS 3HAYUTEIHHO MEHbIIe. Hambosee yacTeie He)KENaTENbHBIC SBICHUS: TOJOBHAs 0OJIb,

Ha30(1)apI/IHFI/IT, AHCMHA, OTCKHU.

e #ManuTteHTan** peKOMEHJOBaH B KauecTBe MoHoOTeparmuu jgetsim ¢ JIAT,
COOTBETCTBYIOIIEH KPUTEPUSIM MUHUMAIBHOTO PUCKA MPH MOJTO0KUTETEHOM OCTPOM TECTE
Ha Ba30PEaKTUBHOCTh W OTCYTCTBHE 3P (deKTa OT Tepanuu aHTATOHUCTAMH KaJbIUs; Y
nerert ¢ JIAI', cOOTBETCTBYIOIIEH KPUTEPUSM HHU3KOIO, MPOMEXKYTOYHOTO M BBICOKOTO
pUCKa — B COCTaBE KOMOMHHMPOBAHHOW Tepamuu AJs YJIYyYIIEHUS TeMOIMHAMHYECKHUX,
(GYHKIIMOHATBHBIX MTOKA3aTENEH U yAePKaHUS WIH TOCTHXKEHHUS KPUTEPUEB HU3KOTO PUCKA
[384-388].
YIJ13VYYPB
KommenTapuii: Cmapmosas 0oza éapvupyem om 1 0o 7,5 me 6 3aeucumocmu om 803pacma, ¢
NOCMENeHHbIM VYBEeNUUEeHUEM eHCEOHEBHO C wa2om 1 me 00 00CMUNCEHUS MAKCUMANbHOU 003bl 5-

10 me oo0HOKpamHO 8 CymKu noo KOHMpOJLeM CaMOyy8cmeus U nokasameseli 2emMOOUHAMUKU
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(maobn. 19) [389]. C ocmoposicnocmovio npumensmo npu 00HOBPEMEHHOM HA3HAYEHUU C

unoykmopamu u uneubumopamu CYP3A4.

Ta6auna 19. PekomenayeMble 10361 MalMTCHTaHa y aeTeit [387-388]

Bec peGenka| Cyrounasi 103a, Mmr

10-20 xr 5

20-40 xr 7,5

>40 kr 10

e Pexomennosan NETAM C JIAT eXKEeEMECSTUHBIN KOHTPOJIb AKTUBHOCTU
acmapraTaMHHOTpaHcepasbl U alaHUHAMUHOTpaHc(]epasbl, ypOBHEHl TeMoriioonHa u
reMaTOKpUTa B KPOBU Ha (poHE mpuémMa Tepamnuu MaIUTEHTAaHOM JIJIi CBOCBPEMEHHOTO

BBISIBJICHUS TOTCHIIMAIBHBIX HEeXeIaTeabHbIX siBieHui [372, 373].

YVYP B, V] 2

3.3.2.2. Uurudurtopsl pochoamicrepassl S THNA

Cuniienadpna
#Cunnenapuna murpar (ko0 ATX — GO4BEO3) — mnepopasibHblid CEICKTHBHBIMA

uHruouTop ¢ocdoausrcrepazpl 5 THMA, (apMakoJornyeckuil 3PQPeKT KOTOpOoro cBsA3aH C
MOBBIIICHHEM BHYTPUKIETOUHOM KOHIEHTpauuu 1Tl M® u MOBBIIIEHHEM AaKTUBHOCTHU
9HJIOTEHHOTO OKcHa a3oTa [389]. VBenuueHne KOHIEHTPAIMU JTOTO HYKJICOTHIA OKa3bIBaeT
penakcupyloniee ¥ aHTUNpPONUQEepaTHBHOE JIEHCTBHE HA  TJIAJKOMBINICYHBIE  KIIETKH
cocynos. [Ipermapar yBenmMuMBaeT HACHIIEHHE T'€MOTJIO0MHA KHCIOPOAOM BEHO3HOH W
apTepHallbHON KPOBH, YIyUIIalOT MOKAa3aTeNH JIETOYHOW TeMOJWHAMUKHU U (YHKIIMOHATIHHBIC
BO3MOXXHOCTH 00NbHBIX JIAI'. B MHOTOUMCIEHHBIX, B T. Y. paHAOMU3HPOBAHHBIX, KIMHUYECKIX
UCCIICIOBAaHHUSX C YYaCTHEM B3POCIHBIX MAIMEHTOB IMOKAa3aHbl YIIydlIeHHe (QYHKIIMOHAIBHBIX U
reMOJIMHAMHYECKUX TTOKa3arenei y nanuenTtoB ¢ JIAT Ha pone Tepanuu cunnenadumiom [82, 389,
390].

B mepBoM paHIOMH3MPOBAHHOM JBOWHOM  CJIETIOM  IUTAle00-KOHTPOIUPYEMOM
uccieqoBaHuK TiepopaibHoil popmbl cummeHaduna y gereit (STARTS-1) B 2011 romy
obcnenoBansl 235 nereit ¢ wJIAI wim JIAT, accoruupoannoii ¢ BIIC B Bo3pacte ot 1 roga g0
17 ner n Becom Oonee 8 kr [391]. [lern ObuTM paHIOMU3UPOBAHBI HA 3 TPYMIIBL: IOJyYaBIIUE
HU3KY10 103y (10 mr), cpennroro g03y (10-40 mr) umu BeICOKyO 103y (20-80 Mr) cunnenaduna
WJIH TI1a11e00 mepopaiibHo 3 pa3a B CyTKH Ha IpoTspKeHuu 16 Henmenb. B pesynbrare ucciieoBanus
MOJYYeHO YIy4IlIeHHEe MHKOBOTO MOTPEO]ICHUS KHUCIOPOAa, (DYHKIMOHAIBHBIX MOKa3aTesei,

CHUIXCHUC CPCOAHCTO [JaBJICHUS B JISTOYHOM apTepru y MNanuCHTOB, MOJy4YaBIIUX CPCIAHUC U
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BBICOKHE JT03bI cuifieHaduIa 1o cpaBHEHUIO ¢ miane6o. Huzkue mo3b1 okazanuch HedPeKTUBHBI.
[Tocnenyromee Habronenue B uccienoBanuu STARTS-2 3Tux e manneHToB yepes 3 roja nocie
HayaJia JISYeHHs TTOKa3aJld, YTO CMEPTHOCTh Y 3THX MalMeHToB cocTaBuia 9% (5 u3 55), 14% (10
uz 74), u 20% (20 uz 100) B rpynmax, HOJy4yaBUIMX HU3KUE, CPEAHHE U BBICOKUE 03I,
cootBeTcTBeHHO [392]. IlpM 3TOM pPHCK CMEPTHOCTH OBUI 3HAYMTENBHO BBINIC Yy CTapIIAX
narueHToB ¢ WJIAD, mMeBmIMX MCXOAHO 0O0Jee BBICOKHME TOKA3aTeNH JaBIICHUS B JICTOYHOUN
apTepuu W JIETOYHOTO COCYAHMCTOTO compoTuBiieHUs. CilydaeB CMEPTHOCTH HE OTMEUEHO Y
nanueHToB ¢ Becom <20 kr u nauueHToB ¢ JIAI', accoruupoBannoii ¢ BIIC.

B 2011 rogy cunnenadun moayuun ogodpenne EBporeiickoro MeIuIMHCKOTO areHTCTBa
JUTSL TIPUMEHEHUS y JIeTeld B Bo3pacte ctapiie 1 roga. B cBsi3u ¢ 6osiee BBICOKOW CMEPTHOCTHIO B
rpymIe Tepanuu BhICOKUMH jao3amu cuigeHaduna B 2013 rogy EBpomeiickoe MeaunuHCKOE
areHTCTBO BBIMYCTWIIO MPEIyNpexaACHUE HE HCIOJb30BaTh JICKAPCTBEHHOE CPEICTBO B Oojee
BbIcOKHMX A03ax. FDA B 2013 roay nmaxe BBITYCTUIIO MPEAYNPEXKICHUE MPOTUB IJIUTEIHHOTO
UCTIONIb30BaHus crieHaduia y nereit B Bo3pacte 1-17 ner ¢ JIAT, kotopoe B 2014 romy ObL10
YTOYHEHO (Il TpUMEHEHUs CcuiaeHapmwia y JeTel «IPOTUBOIOKA3aHHUS OTCYTCTBYIOT»).
Cungenadun npyu BHYTPUBEHHOM NMPUMEHEHUU MOXeT ObITh 3 dektuBeH y aereii ¢ [IJITH u B
MOCJICOTIEPAIIMOHHOM TIEPHO/IE TIOCIIE XMPYPTUUECKOro BMeIaTebcTBa 1mo mosoay BIIC [393].

Heckonbko cucTeMaTHYecKUX O030pOB M METAaHAIM30B TOKA3ajdM 3HAYUTEIHLHOE
CHW)KCHHE CMEPTHOCTH y MeauaTpudeckux namueHToB ¢ JII' Ha ¢oHe Tepanuu criiaeHapUIOM
[393-395]. Beuto mokazaHo, yTO mpermapar He TOJbKO 3()(DEKTHBEH B CHHXKCHHH CPEIHETO U
CUCTOJIMYECKOTro faBjieHus B JIA, HO M B COKpaIIeHUH BpEeMEHU BEHTUIISIIIMY JIETKUX B OT/IETICHUSIX
MHTEHCUBHOW TEparuu.

e Cungenadpun pexkomenmoBaH AeTsiM ¢ JIAT ¢ MUHUMaTbHBIM PHUCKOM B KaueCTBE
MOHOTEPAITHH; TP HU3KOM, TPOMEKYTOUYHOM HIIM BEICOKOM PUCKE — TOJBKO B COCTaBE
KOMOMHHPOBAHHOW TEpanmuu JUIsl yIydIIeHUS TeMOIUHAMHYECKHX, (DYHKIIMOHATBHBIX
noKaszaTeJiei U yep:KaHus WK JIOCTUKCHUS KPUTEpUEeB HU3Koro pucka [8, 12, 33, 390-
393].

YYP2, YA/ B

KommenTapmii: Hauanvnas ooza: 0,3-0,5 me/ke na npuém 4 paza 6 cymku y oemeiti 0o 1
200a u 3 pasa 6 cymku y demetl cmapuie 1 2ooa nepopanvro. Iloodepaicusarowas 0o3a:
0,5-1 me/ke na npuém 4 pasa 6 cymxu y oemeti 0o 1 2o0a u 3 paza 6 cymxu y oemeti cmapuie

1 200a nepopanvho.

s oemeti om 8 0o 20 ke pexomenoosana noodepaicusarowas 003a cuiroeraguna 10 me
Ha npuém 3 pasa 6 cymxu nepopanvho. [na Oemeii 6onee 20 ke pexomenoosaua

noooepacusarowas 0oza cunoenagpuira 20 me Ha npuém 3 pasa 6 cymku nepopaibHo.

101



Bosmooicnvie nobounsie a¢hpexmol sxnrouarom: sunepemuio, 6030Y0UMOCHb, 2UNOMOHUIO,
Hapyulenus 3peHus U ciyxa y HeOOHoueHnvlx oemeil, npuanuzm. Ilockonbky cunoenagun
8 0CHO8HOM Memaboausupyemcs pepmenmamu yumoxpoma P450 (CYP) neuenu, cnedyem
usbe2amov 0OHOBPEMEHHO20 NPUMEHEHUS CUNOEHAPUNA ¢ MOWHBIMU UHOVKIMOPAMU UTU
uneubumopamu CYP3A, maxumu kax kemoxonazon uiu pugamnun. Ilpu oonospemernom
Ha3HavyeHuu cuioeHa@uia u 603eHmana ciedyem yuumoléamsn, 4mo O03eHMAaH CHUMdcaem
MmaxcumanvHyro konyenmpayuro (Cmax) cundenaguia 6 niazme kposu Ha 55,4%, moeoa
Kkax cam cundenagpun yeenuuueaem Cmax 6ozenmana na 42,0% [396]. Kiunuueckuii
aghghexm  osmoeo  83aumooelicmsusi 00 KOHYA HesACeH, OOHAKO  BePOSIMHOCHb
2enamomoKcuiecko2o  agexma  Oozenmana - ygeruuusaemcs,  4mo  mpebdyem
NPUCMATbHO20 MOHUMOpUHea @yukyuu nevenu. IllapannenrvHoe yeenuuenue O003vl

cunoenaghuna y oemetl He paccmampusaenics.

Taganadgua

#Tananapun (ko0 ATX — GO4BEO8) — ud]/IS HOBOro MOKOJICHHS, ITOKa3aBIIHii
UACHTUYHBIA cuineHabwty npoduiab 3(PPexkTHBHOCTH U 0OE30MACHOCTH, HO HMMEIOIIUN
peuMyIecTBa B BHIE OJHOKpaTHOTO npuéma [394]. B MexayHApOIHOM PaHIOMU3HPOBAHHOM
manebo-kouTpoiupyemom  uccienoBanuu - aser |l sdpdextuBHOCTM W Oe3omacHOCTH
taganaduna y 34 nereit B Bozpacte ot 6 a0 18 ner ¢ JIAI', momydaBmmx panee tepanuio APD
(OO3¢HTaH WM MAaIUTCHTaH) I[IOKa3aHa TCHJCHIMS K YIYYIICHUI T'eMOJUHAMHYCCKUX,
(YHKIIMOHATIBHBIX M J1a0OpaTOpHBIX TMoKasatened uepen 24 Hexenu mnpuéma [395]. Tlpm
OJTHOBPEMEHHOM TMpuéMe Tananaduina u 003eHTaHa, KOHIEHTPAIHS IMOCIEIHETO B CHIBOPOTKE
KPOBH IMAIMECHTOB yBEIWYMBAIACh, IIPH 3TOM KOHIIEHTpals Taxanaduiaa cHmwkanack [396]. B
MCCJICTOBAHMSIX, TPOBOAMBIINX MEPEXO0Jl OT CHIJeHadmIa K Taaanaduily, MOKa3aHO CHIDKEHUE
CpeIHEro JaBi€HHUs B JIETOYHON apTepuu, YTO MOKET CBUIECTENHCTBOBATh O JIydIlei
apdexkruBHocTH Tamanadmima [397, 398]. B perpocneKTHBHOM, HE KOHTPOJIHPYEMOM
HaOmrofieHuu 42 HOBOPOXICHHBIX M JeTeil panHero Bo3pacT ¢ JII', acconumnpoBannoit ¢ bJIJI,
OBLIO MOKa3aHo, YyTo MpuéM Taganaduna B 03¢ | Mr Ha Kr Beca B CyTKHA PEr 0S OJHOKPATHO
XOPOIIO MIEPEHOCUTCS ¥ KOPPETUPYET C YIIydllIeHHEeM JIaBJIeHHs B JIerouHoi aprepuu [399].

e #Tamanadpun pexomengoBan netsMm ¢ JIAI crapmie 2 et ¢ MUHUMAIbHBIM PHCKOM B
KauecTBE MOHOTEpANHH; MPU HU3KOM, MPOMEKYTOYHOM HIIA BHICOKOM PUCKE — TOJIBKO B
cocTaBe KOMOWHHPOBAaHHOW  Tepamuud U1  YJIyYIICHWS  IeMOJUHAMHUYECCKUX,
(YHKITMOHATBHBIX TTOKA3aTeNICH U YACPKaHWS WIH JIOCTHKESHUS KPUTEPHEB HU3KOTO PUCKA
[394-398].

YYP2, VI B
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KommenTapmii: Joza madanaguna y oemeti menee 25 ke — 1 me na ke geca 6 cymxu Per
0S oonoxpammo, npu gece pebernxa om 25 00 40 ke — 20 me maoanaghuna ooun paz @ cymxu.
IIpu sece pebenka bonee 40 ke naznauaemcs 003a aHalLO2U4HAs 003e Y 83pocavix 40 me
0OHOKpamua 6 cymxu. Ilpu npumenenuu npenapama 6 yKa3anHulx 003UPOBKAX 3HAUUMBIX
HedHCeNAmeNbHbIX AGIEHUNl 8 KOHMPOIUPYEMbIX UCNbIMAHUSX He 8blasieHo. #Tadaragun
pexkomenoosan oemsam c JII', accoyuuposannoti ¢ BJIJ], ona ynyuwenus noxkazameneu
necounou 2emoounamuru [399].

YYP 4 VI B

3.3.2.3. CTUMVJIATOP PACTBOPUMON I'VAHNJIATHNKIA3LI

#Puonuryar (ko0 ATX — CO02KXO05) — mepopaibHblii CTHMYJIATOP PacTBOPHMOMA
TyaHUJIATIHKIA3bl, 0J00peHHbIi 1uist geuenus JIAIT u xporuueckoit TpomOoaMOonuyeckoii JII' y
B3pocibiXx B P® [400-402]. Puoruryar o0sagacT JBOMHBIM MEXaHU3MOM JICHCTBHS: ICHCTBYS B
cuHeprud ¢ HHAoreHHsIM NO, 1@pemapaT HanpsMyl CTUMYJHPYET  pPacTBOPUMYIO
ryanunaruukinasy (pI'Ll) nHe3zaBucumo ot NO, Tem camblM yBelIMuMBasg 00pa3oBaHUE
[UKJIMYECKOro ryaHosuHMoHodpochara (I'M®P) [29]. PactBopumasi TryaHWIATIIHKIa3a
SKCIIPECCUPYIOTCS B TJAJAKOMBIIIEYHBIX  KJIETKaX  COCYJOB  JIETKUX, TpPOMOOLUTaxX,
KapJIMOMHUOIMTaX U Apyrux Tumnax kiaeTok. Ces3anHas ¢ NO, pI'l] karanuzupyer npeBpaiieHue
ryanozunTpudocdara B ul M@, Tem caMbIM CIIOCOOCTBYSI PacIIMPEHHIO COCYJOB U IMOJABISsS
nposinepauio rNaaKIUX MBIIIL, pEKPYTHPOBaHUE JEUKOILUTOB, BOcTalieHue, Guopos, arperauto
TPOMOOIIUTOB ¥, BO3MOXKHO, PEMOEIUPOBAHMUE JIETOYHBIX COCYZOB. B paHIoMH3MpOBaHHOM
KoHTpoaupyeM ucciefaoBanuu ¢asnl |1l PATENT-1 (443 nanuenta ¢ cumnromarudeckoit JIAT)
MOJIy4YE€HO JOCTOBEPHOE YJIYy4lIeHHE (YHKIIMOHAIBbHBIX M T'€MOJAMHAMHUYECKUX IOKa3aTesel B
TpyIIIe MOTy4YaBIINX PHOLUTYAT 10 cpaBHeHUO ¢ manedo [400]. beio nmokasaHo, 4To puonuryar
B MHJUBUAYaJIbHO MOJO00paHHOM J103€ 70 2,5 MI TpU pa3a B JCHb 3HAUYUTENIBHO YIy4llaeT
NEPEeHOCUMOCTh (pu3ndeckux Harpy3ok, cHmwkaeT JICC u ¢QyHKUMIO TpaBOro Kemyaouka,
koHueHTpauuio NT-proBNP B ceiBopoTke, ynyumiaer @K, Bpems 10 KIMHUYECKOTO YXYIIECHHUS,
CHI)KAeT OLIEHKY OJBIIIKH Mo IKayie bopra nmo cpaBHenuto ¢ miane6o y B3pocibix ¢ JIAI kak B
HOATpYINe MOHOTEpanuu, Tak M B KoMmOuHauuu ¢ apyrumu JIAI-mpenaparamu. [lanHble
U3MEHEeHUs OB YCTOMYMBHI MPU OLIEHKE OTAAJIEHHBIX UCXOA0B Y 3THX MAI[MEHTOB I10 JAHHBIM
OTKPBITOTO PaHJAOMHU3UPOBAHHOTO JOJITOCPOYHOTO pacmupeHHoro uccienopanuss PATENT-2
[401].

[lo pesynpTaTaM OTKpPBITOTO PaHIOMHU3UPOBAHHOTO JAOJITOCPOYHOIO PACIIMPEHHOIO
uccnenoBanus CHEST-2 ornaneHHbIX ncXoa0B y 237 MalueHTOB, MOMIYYaBIIMX PUOLMTYAT 110

noBoxy XTOJII', 2-nerHsist oOmias BeDKMBaeMOCTh cocTtaBmiia 93% (95% AU 89-96), a
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KJIMHUYECKass BBDKMBAEMOCTh 0e3 yxyamienus — 82% (95% W 77-87) [402]. ®K BO3 na
UCXOJHOM YPOBHE M IpPHU TOCJEAYIOUIeM HaONIOJEeHUHN HE IMOKa3al 3HAYMMOW CBS3U C OOIIei
BBDKHMBAEMOCTBIO, HO OBLT CBSI3aH C KIMHUYECKON BBDKMBAEMOCTBIO 0e3 yxXy/mieHus. Puonuryar
XOpOLLIO MePEeHOCUICS OONBIIMHCTBOM MAIIMEHTOB, HOBBIX CUTHAJIOB 0€3011aCHOCTHU BBISIBJICHO HE
0b110. CepbE3Hble HeXenaTenbHbIe iBeHUs Habmoaanuck y 129 (54%) u3 237 nauuenTos, u 14
(6%) maIMEeHTOB NPEKPATHIIU TEPAlUI0 PUOLIMTYaTOM H3-332 HEKENATEIbHBIX siBiIeHUH [416].
Bo3moxHbie mo604YHbIE () (HEKTHI BKITFOYAOT CUCTEMHYIO apTepUATbHYIO TUITOTCH3HUIO, TOJIOBHYIO
00Jb, TOJIOBOKPYXEHHS, nucrencuio. I[IpoTuBomoka3zaHo OJHOBPEMEHHOE MPUMEHEHHE C
uHruouTopamu OJ13-5 (cunaeHaduaom, Tagaiaduaom).

[lepBblif OMBIT mNpUMEHEHWE pHonuryara y 4-metHero peOeHKa C  TSOKETOU
cynpacuctemuoir nJIAI' omy0siukoBano B 2018 romy [403]. BezomacHOCTh, MEPEHOCUMOCTD |
dbapMakoKMHETHKAa pHOLUTYaTa Ui IepopaibHOro mpuMmeHnenus y nereit ¢ JIAIT ouenuBanach
B MHOTOIICHTPOBOM OJHOTPYNIOBOM 24-HeleIbHOM OTKpbITOM wuccienoBanuu  ¢assl 1
PATENT-CHILD (NCT02562235). 24 nanuenta ¢ JIAI' ®K I-11I BO3 B Bo3pacte 6-17 net, yxe
NOoJy4aBIIuX Tepanuio APD u/uinm aHamoraMu IpOoCTaMKINHA, TOTyYHId puouuryar B no3e 0,5-
2,5 Mr Tpu paza B JE€Hb B 3aBUCHUMOCTH OT Macchl Tena. [lepBUYHBIMH TOYKamu ObLIH
0e30MacHOCTbh, IEPEHOCUMOCTH U (hapMaKOKHWHETHKA MpenapaTta.. Hexxenarensusie siBinenus (HS),
B OCHOBHOM JIETKHE WJIM yMEpEeHHbIe, ObLTM 3apeructpupoBanbl y 20 manuentoB (83%). Y
yeTbIpéx nanueHToB (17%) nabmoganocs cepbésnoe HS; Bce mpobiembl pa3peninuck K KOHILY
uccnenoBanus, a aAa (8%) ObUIM paclieHEeHbl Kak CBA3aHHBIE C NPUEMOM HCCIIEAYEMOIO
npenapata. KoHIeHTpauuu puouuryaTa B IUla3Me y  [EAMATPUUYECKMX  MallMEeHTOB
COOTBETCTBOBAJIM KOHIIEHTPAIIHIM, OITyOJIMKOBAHHBIM y B3pPOCIBIX AMeHTOB. Yepes 24 Hexenu
NpUMEHEHHS MCCIIeI0OBaHNe TTOKa3ano yBenndenue cpensero = SD qucranmmu TOMX Ha 23 + 69
M (n=19), a cpennee camxenne NT-proBNP cocraBmino —66 + 585 nr/mia (n = 14). Hukakux
u3MeHenuit B BO3-OK He mnpomsonuto. Y AByX NalMEHTOB HAOMIOJANIOCh KIMHUYECKOE
YXYIIICHWE COCTOSIHUS TPH TOCHUTAIH3AIMH 10 TIOBOMY IPABOXKEIYIOYKOBOW CEpIEIHON
HEIOCTaTOYHOCTH. JlaHHBIE CBHIETENBCTBYIOT O MpHEMIEMOM Tpoduie Oe30MacHOCTH ¢
MNOTEHIMATIBHBIMU CUTHATAMHU (P PEKTUBHOCTH.

Ony06nuKoBaH MEpBHIN ONBIT MPUMEHEHUS pyuoLuryaTa y 2 mMiajeHueB ¢ Tsokénont JIAT,
IPY HEBO3MOYKHOCTH OTIIYIHTHCSI OT Teparnui HHTaIMoHHBIM NO B TeUeHUH HECKOIBKUX HEETTh.
3amena cuiieHaduIIa Ha PUOIMTYAT XOPOIIO MEPEHOCHIIACh U TO3BOJIMIIA YCIEITHO OTKAa3aThCs
ot teparuu NO [405] .

e #Puomuryar Moxer ObITh pekomeHzoBaH jaersm ¢ JIAI' crapmie 6 ner B cocrase

KOMOMHHPOBAHHOW TBOWHON WIJIM TpoWHOU Tepanuu npu HedhdexTuBHOoCcTH DS [400-

405].
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YYP 4 VI B

3.3.2.4. CuHTeTHYEeCKHE AHAJIOTH IHAOI'CHHOI'0 NPOCTAIIMKJINHA

Wuransuuonnsiii  #umonpoct (ko0 ATX - BO1ACll) -~  eauHCTBEHHBIH
3aperucTpupoBaHHbIl Ha TeppuTopun PO nis npumenenus y nanueHToB ¢ JIAD cunternueckuit
aHaJIOT PHJOTCHHO NMpOoCcTanUKInHA. OCHOBHBIMU (P PEKTaMH WIONPOCTA SBISAIOTCS PACIIMPEHHE
JIETOYHBIX COCYZIOB U, BEPOSTHO, IPOTUBOBOCIAIUTEIbHBIN U CACPKUBAIOILINN PEMOACINPOBAHNE
3¢ deKThl, KOTOpble OOBIYHO HE CONPOBOXKIAKOTCS CYIIECTBEHHBIM BIMSHHUEM HAa CHUCTEMHOE
aprepuanbHoe nasineHue [330]. Bo MHOrOIGHTPOBOM  paHIOMHU3UPOBAHHOM  ILIanebo-
KOHTpoJIMpyeMoM ucciieoBanuu AIR MoHOTepanuu Tepanuu UiornpocToMm y B3pocibix ¢ JIAT
nokaszaHo ysenuuenue qucraHiun TOMX u ynyumenuu K (BO3) 6e3 yxy/ameHus: Wi cMepTu
0 CpPaBHEHMIO C TMalMEHTaMH, Toiy4yaBmmmu Iuianed6o [406]. B MHOroueHTpoBoOM,
KOHTpoJpyeMoM wuccienoBannun STEP 67 mamumentoB ¢ JIAL, momydaronmx Tepanuio
003eHTaHOM, OBLIM PAHJOMHU3MPOBAHBI I MPUMEHEHUS HWHTAALIMOHHOTO WJIONPOCTa WU
riane6o. beutn oTMeueHsl 3HaUnTeNbHbIe yiyumeHus auctaniun ToMX, @K (BO3), Bpemenu
JI0 KIIMHUYECKOTO yXYyIIIEHUsI U TeMOJMHAMUYECKUM rapaMeTpaM. KoMOMHMpOBaHHAs Tepanus
oKaszayjiach Oe3omacHOW u Xopoiro mepeHocumor [407] B NHpPOCIEKTHBHOM HCCIICIOBAHUU
KPaTKOCPOYHBIX M JOJITOCPOYHBIX dPPEKTOB MHTAISAINOHHON TEpaTK WIOMPOCTOM y 22 neTeii ¢
nJIAT u JIAT'-BIIC, B T. 4. ipu nepexojie OT BHyTPUBEHHOU TE€pANMX IPOCTAaHOUJAMH, I0KAa3aHO
ycToiunBoe (yHKIMOHAJIbHOE YJydllleHHe Yy HekoTopblx jnered c¢ JIAI, xorda wuHorzma
WHTAJISIMOHHBIA HMJIONPOCT BbI3bIBAN OpoHXoKkoHCTpukiuio [408]. UYepes 6 wmecsie DK
yyutmics y 35%, cauzuiics y 15% u ocrancs HeusmeHHbIM Y 50% narueHToB. 36% npekpaTuin
OpuE€M MIIONPOCTAa H3-3a CHIJKEHUS PEAKTUBHOCTU JbIXATEIBHBIX MyTEH, KIMHUYECKOIO
yXyameHuss win cMepTd. OcTpoe BBEIEHHE HMHTAISIIMOHHOIO wionpocra cHuxkano cpllJIA,
HKBUBAJIEHTHOE OTBETY HA HWHTAISIUIO OKCUAAa a3oTa ¢ KuciaoponoMm. OcTpas UHramsuus
WJIONPOCTa CHIKajIa 00bEM (popcrpoBaHHOTO BbIIOXa 32 1 ¢ M cpeanmii 00bEM (HOpcHPOBAHHOTO
BeIloxa Ha 5% u 10% COOTBETCTBEHHO, YTO COOTBETCTBYET OCTPOl OpPOHXOKOHCTPHKIUH.
[ToGounsie >PdexTsl U HecoOToACHNE pPeXHUMa JEUSHHs] M3-32 YaCTOThl WHTAISALMA MOTYT
OTpaHUYMBATh XPOHUUECKOE JIEUCHHE JIeTeH

OcHoBHas cdepa NpUMEHEHUs MHTAISIMOHHOTO WIONPOCTa Y JIeTeil — Tepamus ocTpoi
JIETOYHOM TMIEPTEH3UM U JIETOYHBIX KPU30B, B T. 4. B KAYECTBE AJIbTEPHATUBBI OKCUAY a30Ta, a
TaKKe MPUMEHEHNE B Ka4eCTBE areHTa Py OCTPOM TecTe Ha BazopeakTuBHOCTH [409, 410]. Ilpu
aHanmse octporo 3ddekra unaramsimonHoro wionpocra y 100 gereit ¢ JIAI'-BIIC otmedeno
camwkenue cp/lJIA, yBenmnuenue Qp/Qs 0e3 M3MEHEHHS CEpJECYHOr0 HMHJIEKCA, 3HAYMTEIIBHOE

camwxkenue JICC [409].
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Jns XpoHMYECKOro MpUMEHEHUsi ucmosibdyercs mia tepanuu JIADIT y peredt Toinbko B
cocTtaBe KOMOMHMPOBAHHOM, Kak NpaBuio, TporHoW JIAI-tepanuu B xomOuHauuu ¢ APD u
u®J[2-5. PerpocnextuBHblil aHanu3 nokaszareneil 20 nereit ¢ uJIAI' u aJIAI' mokasan, 4dro
CBOEBPEMEHHOE Ha3HAYEHHE WHTaSIHOHHOTO WIONpOCcTa B KoMOuHanuu APD u/umm ndJ1D-5
HEOOX0auMO U APGEKTHBHO IS OOJerdeHusl KIMHHYECKOW cuMmroMaThku [411]. B nauane
TEpanuy UIOMPOCTOM MOT'YT BOSHUKATh TOJIOBHBIE 001, 0OJIb B YEIIOCTH ¥ BOBMOKHO Pa3BUTHE
OpOHXOKOHCTPUKIIMU, IMO3TOMY JI0 Hadaja Teparmud PEKOMEHIYEeTCS BBIMOJHHUTH TECTBI JUIS
OLICHKH (DYHKIIMU JICTKHX.

e #UonpocT MHTAIAIIMOHHBIA HE peKoMeH0BaH aeTsM ¢ JIAI' B kauecTBe MOCTOSTHHOM
monotepanuu JIAT' [408-410].
YAA3YYPB
e #Unompoct UMHrajdsuMoOHHBIM pekomenmoBan getsMm ¢ wJIAL, w®JIAL, JIAT,

acconuupoBanHo ¢ BIIC, cuctemHbIMH 3a00J€BaHUSIMH COCAMHUTEIHHOM TKAHH,
JIEKAPCTBEHHBIMU WJIM TOKCHYEeCKUMHU Bo3aehcTBusaMH, XTOJII' mpu ycTaHOBICHHOM
MIPOMEXYTOYHOM WU BbICOKOM pucke JII' B cocTaBe KOMOMHHPOBAHHOW JBOWHOM WM
TpoitHoit JIAT -cienmduyeckoit Tepanuu B komOuHanuu ¢ APD u ud®J19-5 niis cHuwkeHus
BBIPQKEHHOCTH CUMIITOMOB M TIOTEHIMAIBHOIO YIIy4IlleHHs IporHo3a [8, 408-415].
YAA3VYYP A
Kommenrtapuii: PexomenoosanHvle 003bl UHSATAYUOHHO20 UIONpOCMA YV  Oemell:
0,25 mex/ke Ha 00Hy uneanayuio npooondxicumenvhocmsio 8-16 munym c nocmenenHvim
yeenuuerue nociedyrouux 003 nod Konmpoaem camouyscmeus. CpeoHsis cmapmosas 003a
1,25 mxe ons demeti pamnezo 6ospacma u 2,5 Mke 0as Oemel cmapuieco 603pacma.
Cpeonssa noooeporcusaiowjas 0o3a — 5 mxe Ha uneanayuio. Maxcumanonas pazoeas 003a,
pexomeHnoosanuas 0o3za o demeu 10 mke. Hneanayuu npumensiom om 6 (8 ciyuae
cmabunbHo20 cocmosanus) u 00 9 paz 6 cymku npu 0ecmaduiu3ayuu.
He pexomenoosano npumenenue menee 6 u bonee 9 uneanayuii 8 Cymku.

Bapuanmer 0o3upoeok 6 3agucumocmu om eeca pebeHKa:

Bec menee 10 ke — 7,5 mxe/cymxu,

Bec 10-20 ke — 12,5 mxe/cymxku,

Bec 20-30 ke — 17,5 mxe/cymku,

Bec 30-40 ke — 22,5 mxe/cymku,

Bec 6onee 40 ke — 30 mxe/cymxu.
Y nosopoorcoennvix c IL/II'H pexomenodosarno mumpogarue 003wt om 0,25-2 mxe/ke Ha 00HY
UH2ANAYUIO, NPOOOTIAHCUMENbHOCMbIO 5-10 MUHym, 8pemenHble UHMeP8albl MeHcdy 003aMU

2-8 yacos. Ykazannwvie «anvbeeoIsIpHbLE 00361y NPUMEHAIOMCS npu 66e0eHUU C nomoubro
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JUYesoU Macku, s3HoompaxedanbHoi mpyoxku umu xowmypa HUBJI. Ilpu ucnonvzosanuu
MYHOWmMYKa 8 Hebynauzep 6600UMCA UIONPOC 8 003€e, NPesbluatowell dnb8eoIAPHYIO 8 4
pasa. Jlonyckaemcs ucnonb308anue paziudHslx YCmpoucms 0Jisl NPOBeOeHUs UHSATAYUU,
UCNONL3YIOWUX C8epXMaNoe OUCNEPCHOE PACNbLIEHUE JIeKAPCMBEHHO20 6eujecmasd, npu
yenosuu, ymo pazmep kaneib cocmasisiem om 2,5 00 5 mxm. o nauana nep8ozo 66edenus
npenapama pekoMeHO08aHA OYeHKA (YHKYUU GHeuHe20 ObIXaHUsA O/ UCKIIOYeHUs
HAAUYUs. MANCENbIX 00CmMpPYKMusHvlx Hapywenuti. llosenenue npusnaxkos cucmemHou
2unomemn3uu, OpOHXoCcnazma Ha houe uHearAYUull ULONPOCMA AGNAEMCs 02PaHUYeHUuem OJisl
e20 OabHellue20 UCHOIb308aHUS (PACCMOmMpems albMepHAMUEHbIE 8APUAHMbL Ie4eHUsL).
e Jlepen HavyaJoM MHTAIALMOHHOW TEpallMd WIONPOCTOM L€IecO00pa3HO IPOBEICHUE
CIUPOMETPUU C OpPOHXOJUTUYECKUM TECTOM, JUIsl MCKIIOUEHHUS HaJU4Ms TSHKEBIX
oOCTpYKTHBHBIX HapymieHuii [6, 8, 408, 410, 411].
YAA3YYP A

3.3.2.5. ArTOHHCT peHenTopoB NPOCTANNKINHA

#Cenekcunar** (47X — BO1AC) — BBICOKOCEICKTUBHBIH aroHUCT PELEHTOPOB
npocranukianHa (IP) mns mepopanpHOro mnpuéma € BBIPKEHHBIMU Ba30IWIATUPYIOMIUMU U
anTunpoirdepatuBHbIMA cBoWicTBamMu [416]. JleiicTBHe cenekcumara W €ro MeTaboiuTa
peanusyercsa yepe3 aktuBauioo [P-penentopoB, BbI3bIBaeT Bazoauiatanuio cocyaoB MKK u
camkenne JICC. Bo3nelcTBys MOCPEACTBOM LIUKINYECKOTO aJeHO3MHMOHOOoC(aTa, arOHUCTBHI
MPOCTAIIMKIINHA BBI3BIBAIOT PACCIA0ICHUE TJIaJKOMBIIICYHBIX KJIETOK M, Kak CIEJACTBHE —
pacuIMpeHHe JIETOYHBIX COCYAOB; TMOJAABIAS MNponudepannio IIaJKOMBIIIEYHbIX KIIETOK,
CHIDKAIOT JIETOYHOE COCYIWCTOE COINPOTUBIICHWE, WHTHOMPYS arperamuio TPOMOOIUTOB,
OKa3bIBAIOT aHTUTpOMOOTHYECKOe aAeicTBhEe. DP(HEKTUBHOCT, W 0E€30MacCHOCTh TMOKa3aHa B
JIBOMHOM CIIETNOM I1ane60-KoHTpoaupyeMoM uccienoanuu 1 ¢assl mo onenke a3 pexTHBHOCTH
celiekchmara ¢ ydéroMm TmiepBoro coObiTus 3aboneBaemoct u cmepTHoctd (GRIPHON) ¢
yuactueM 1156 B3pocibix 60mpHBIX ¢ JIAT, momy4aBmux npenapar Kak MOTOTEPAIuio, Tak U B
KOMOWHAIIUK C aHTarOHUCTOM SHJOTEIMHOBBIX PEIIENTOPOB M UHTHOUTOPOM (pocdoamdcrepassl 5
tuna [416, 417]. DpdekTHBHOCTh celiekcumara JoKka3aHa B OTHOIICHUU HMIUONATHUYECKOW |
HacnenctBeHHou JIATL, a Taxxe JIAD, accommmpoBaHHOW ¢ 3a00JIeBaHUSMU COEIUHUTEITHHON
TkaHu u JIAIL, accouumpoBaHHON C BpPOXKIEHHBIM IMOPOKOM cepana. B stom MacmTaOHOM,
PaHIOMU3HPOBAHHOM HCCIICZIOBAHUM CEJIEKCUIIAr MOKa3aJl CHW)KEHHWE PHUCKAa BO3HUKHOBECHUS
cOOBITHI 3200J1€Ba€MOCTH ¥ CMEPTHOCTH IO CPABHEHUIO ¢ Tu1anedo Ha 55% npu Ha3HAuYEHUH Ha
paHHe# ctaguu 3a0oneBaHus (B MepBbie 6 MeCsAIeB OT MOMEHTA MOCTAaHOBKY JuarHo3a), Ha 40%

B obOmielt monyssiuu 00ybHBIX JIAT, Ha 42% B monynsaimu nmanueHToB ¢ JIAT-BIIC, na 42% npu
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no6asiennu Kk MoHoTepanuu ud/19-5u na 37% npu nobasneHnu k komobunanuu APD u ndJ13-
5 BbDKMBaeMOCTh MMALIMEHTOB HA TEPAIIMU C IPUMEHEHUEM CEJIEKCUIIara CIycTs 5 JIET COCTaBISAET
75,7%. [6, 417-420]. Cenexkcunar paspeuieH aias jmrtenbHoro sedenus JIATD II-1IV @K mo
knaccudukanuu BO3 y B3poCIbIX € LENbI0 MPeI0TBPALICHHS POTPECCUPOBaHMS 3a00IeBaHMUSL.
B 2018 romy craproBano MexayHapoaHoe (C ydacTueM IieHTpoB P®) mcciaenoBanume
3 PEKTUBHOCTH PA3TUYHBIX JO3HPOBOK #celekcumnara** i caep >KUBaHus MPOTPECCHPOBAHUS
JIAT y nereil. YuuThiBasi 3HaUUMbIE PE3yJbTAThl MUCIBITAHUN Npenapara y B3pOCHbIX OOJIbHBIX,
MHOTHE KJIMHUKM HWHULIHMUPOBAIM TPUMEHEHHE CeNieKcuIlara y JeTed M TOJIPOCTKOB [0
3aBEPIICHUS] KOHTPOJMPYEMBIX HWCHBITAaHMK y gnererd [422-428]. Ilpemapar moxkasan
3 PEKTUBHOCT, COIMOCTABUMYIO C BHYTPUBEHHBIMH IPOCTaHHIAMH. MyIbTHIIEHTPOBOE
uccinenoBanne  dPQPEKTHBHOCTH  KomMOuHUpoBaHHOH JIAI-cenmduueckoir  Tepanuu ¢
noOaBJeHHEM CcelleKcurara y jeredd, BbimoinHeHHoe B ['epmanuu B 2020 romy, moxazajio
OTCYTCTBHE CMEPTHOCTH 3a § MecsIeB HAaOII0CHHS, YIyUIlIeHUs KIF0UeBbIX (DYHKIIMOHAIBHBIX U
reMoJuHaMuueckux nokazarened y 50% OONbHBIX, CHUXKEHHSI CTEIEHU IPOrpecCUpOBaHUs

3aboneBanus y 27% [429].

o #Cenekcumar** pexomenaoBan getsm ¢ uJIAIL, wJIAD, JIAI-BIIC B kauecTBe
MOHOTEpaMi I[P MHHAMAJIBHOM pHUCKE U OTCYTCTBUE 3(dekra oT Tepamnuu
AQHTArOHWCTAMHU KAJIBIHS. Y MAIMEHTOB C HU3KUM, IIPOMEKYTOYHBIM H BRICOKUM PUCKOM
— TONBKO B COCTaBE KOMOWHUPOBAHHOW TEepamuu [UIsl YJIYYIICHHUS CHMIITOMOB,

CIICP>KUBAHUSI IPOTPECCHPOBAHUS 3a00JICBaHUS U YIIyUIIeHHs IPOrHo3a [8, 422-429].
YAA3YYP A

Kommenrtapuii: Cmapmosas 0oza npu eece nayuenma >50 ke — 200 mke, mumpyemas 00
MAKCUMATILHO NEPEHOCUMOU UU 00 MAKCUMATLHO donycmumoti 0o3vl 1600 mxe. Ilpu ece
nayuenma om 25 0o 50 ke nauanvnas 0o3a 150 mxe, mumpyemas 00 MAKCUMATILHO
NepeHoCUMOU UU 00 MAKCUMATbHO Oonycmumot 0o3vl 1200 mxe. Ilpu éece nayuenma om
9 00 25 ke nauanvHas 0o3a 100 mxe, mumpyemas 00 MAKCUMAIbHO NEPEHOCUMOL UTU 00

MaxkcumanvHo oonycmumoti 003vt 800 mxe.

3.4. JleyeHue oCTPOI JIErOYHON TrMIEPTEH3UH U JErOYHOTr0 KPU3a

e PexomeHnnoBaHo neTsM ¢ xpoHudeckoi JII' ycTpaHeHue mpoBOLUPYIOUIMX (PaKTOPOB
(6oneBoro cuHApOMa, BO30YKICHHMSI, alli103a, AIKAI03a, TUIIOBOJIEMHUH, TUIIEPTEPMHUH,
TUTIEPKOATYJISIIMN, aHEMHUH, apuTMuUM, WHEOEKIuH) nmas u3beraHus aecTaObUIM3aIiuu
COCTOSIHUSI ¥ BOBMOKHOU TIPOBOKAIIMH JierouHoro kpusa [8, 20, 22, 324, 335, 339, 340].

YIJI3VYYP A
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Pexomennyercs netsim ¢ octpoit JIAI' U 1eroyHo-runepTeH3nOHHBIM KPU30M YCTPAHEHHUE
npoBoLupyoImMx (akTopoB (00JIEBOr0 CHUHIPOMA, BO30OYXKIEHUS, alua03a, alKanosa,
THIIOBOJIEMHUH, TUIIEPTEPMHUH U JIp.) B COUYETAHMU C AJCKBATHOH Tepanueil JeroyHbIMU
Ba30MJIaTaTOPAaMH, BKJIIOYAs KHUCJIOPOJ, OKCUJ a30Ta, WHTAISALUOHHBIM WJIONPOCT U
nepopanbubie JIAT-cnenmnduueckue npenapatsl [8, 20, 22, 324, 335, 339, 340, 430, 431].
YAA3VYYPA

PexomennoBansl nerssM ¢ octpod JII' wHramanmuu yBIIaKHEHHOIO KHCIOpPOJAA IIpU
HOpMaJbHOW aHaToMuu cepaua npu carypauun Oz <95%, onpenensieMoil YpecKOKHBIM
MmeTozoM (mysbcokcumeTpueit) [8, 22, 13, 312, 322].

YAA3VYYP A

PexoMenoBaH MHTansuoHHbIN okcua a3zoTa (iINO) 1S jgedeHus mocieonepanuoHHON
JII' y mamueHToB, HAXOISAIIMXCS HA MCKYCCTBEHHOW BEHTWJISIIMU JIETKHX, C IEJIBI0
YIAYYIICHNS OKCUTECHAIMK U CHUKEHHUS PHCKA JIETOYHOTO THUIIEPTEH3UBHOIO Kpu3a [122,
331-335].

YAA2YYP A

Kommenrapuii: Coxpanenue unu napacmanue npusHaKo8 J1€20YHOU 2UNEPMEH3UU Ha
Gone nauana ommensvt mepanuu iNO mpebyem eé 60300H08/1EHUS.

OkcrpakoprnopaibHas MemOpaHHas okcureHauus (OKMO) pekoMeHnoBaHa JeTAM C
ocrpoit JII' nimm nekommneHncanueint xponndeckou JII' nmpyu HanW4uy IPU3HAKOB CHUKEHUS
cepAeyHOro BbIOpoca WM TIIyOOKOW JIETOYHOW HEAOCTaTOYHOCTH, HECMOTps Ha
MPOBOAMMYIO ONITHMAIBHYIO U aJICKBaTHYIO MEIMKaMEHTO3HY0 Tepamnuto [8, 430, 431].
YAA3VYYP A

Kommenrtapuii: DKMO moorcem paccmampugamuvcsi KK 803MONCHOCHb NOOOEPIHCANHUS
JHCUSHEHHBIX NpOYecco8 6 Kauecmee NepexooHo20 3mand K MPAHCHAGHMAYUU Ul
sviz0oposnenuto. Ilpu smom cmepmuocms oemeti ¢ JII', nyscoarowuxca ¢ IKMO, sviuie,
yem y demeii 6e3 JII'. @axmopamu pucka nemanvrocms npu IKMO y oemeii saensomces:
803pacm meHee 6 mecsayes u bojee 5 1em,; OCMAHO8KA cepoya neped IKCMpPaxKopnopaiIbHOU
MeMOPAHHOU OKCU2eHayuell, NPe3KCmMpaKopnopaibHas MeMOPAHHASL OKCULEHAYUS 2a3aMU
kposu ¢ pH menee 7,12, PaCO; 6onee 75, PaOz menee 35 u camypayueti apmepuanvbHo2o
Kuciopooa menee 60%, nPOOONAHCUMENLHOCHb IKCMPAKOPNOPANLLHOU MEMOPAHHOT
oxcueenayuu 6oaee 280 uacos;, 3KCMpPaAKopnopailbHas CepoedHo-1e204UHAsl PeaHUMAayusl,
OCIOJCHEHUsT IKCMPAKOPNOPATbHOU MeMOPAHHOU OKCU2eHAYUl, 6KIYaAs CcepOedHO-
JIE2OUHYIO PeaHUMAaYUio, UHOMPONHYIO NOOOEPHCKY, O2NVuleHue MUOKapod, mamnoHaoy,

Jle2ouHoe  KpogomeueHue, 6HYmMpuyepenHoe KpoBOUsIUAHUe,  CyOopo2u,  opyaue
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KPOBOU3TTUAHUA, OMCC&MMHM[?OBGHHOQ eﬂympucocyducmoe ceepnovlearue,

3aMecmumenbHyI0 no4eunylo mepanuio u memaboauyeckuu ayuoos [431].

3.5. Jleuenue NePCUCTUPVIONIEH JErOYHOM TMNEePTEH3UH V HOBOP 0KIE€HHbIX

PekoMennoBana mnpu Moao3peHUr/ycTaHoBiIeHUH auarHo3a JII' y HOBOPOKIEHHOIO
JoTanus  KUCIOpOJa  W/WIM, BEHTWIILMOHHAS TMOJAEpXKKa I JOCTHIKCHHUS
npenanporokoBoro SpOz ot 91% no 95%, YTO CcHOCOOCTBYET MPEJOTBPAIICHUIO
aTeJIeKTa30B, KOJUIAICa JISTKUX U TIepHoAnYecKoi necarypanuu [92, 432].

YAA2VYYP A

PexoMeH10BaHO HOBOPOXKACHHBIM C TIepCcUCTUpYIoLeit ierouHoi runeprensueit (ITJITH)
B IIEPBBIC YaChI MIOCIIE POXKIACHUS B KaueCTBE 1eIeBbIX 3HaUueHu paccMmarpuBath PaCO2 ot
45 mo 60 MM pT. cT. 1 neneBoit pH >7,25 ¢ ypoBHeM naktata <5 Mmmosib/a [92, 432, 433].
YAA2YYPB

PexomennoBano HoBopoxaeHHBIM ¢ IIJITH w Hapymenwem muddy3uun B Jerkux (3a
MCKITIOYEHHEM MMallMeHTOB C BPOXKACHHON nuadparMaibHON Irphbkeit!) HHTpaTpaxeaabHOe
BBe/IeHHE cypdakTaHTa Jjisi ONTUMHU3ALUKH BEHTWISALUK U oKcureHauu [92, 432-435].
YAA2YYP A

HNHramaumoHHbIi OKCHT a30Ta peKOMEHA0BaH Juis geueHus aereu ¢ [IJII'H, naxonsmmxcs
Ha VBJI, nns ynydiieHus: OKCUTeHaluu 1 yMeHblieHus norpednoctu 8 OKMO, ecnu onn
uyxnaarorcs B 100%-kuciaoponae win ecinu unaeke okcurenaiuu (O = (FiO2 x Pmean) /
PaO3>) npessimraer 25 [92, 120, 122, 333,335, 435].

YAA2VYYPA

PexomennoBan mnepopanbHblii npuéM cunaeHaduna aersm ¢ [UJIIH mns ynyumenus
reMOJIMHAMHUYECKHX U PECIIUPATOPHBIX Moka3arenei [92, 436-438].

Y42 YYPA

PexomennoBan mpuém 6o3entana netsm ¢ [IJII'H kak B kayecTBe MOHOTEpANUU, TaK U B
KOMOMHAIIMK C CHJIASHAQWIOM [UIsl YIY4IIeHHs CUMIOTOMOB U Te€MOJWHAMUYECKUX
nokasaresiei [8, 366, 367, 440].

YYP3, YAAB

PexoMeHn10BaH MHTAISIIUOHHBIA WIIOMIPOCT AETAM ¢ TskENbIM Teuennem [IJII'H B cocTaBe
komOuHupoBanHo# JIAT-Tepanuu 1yis y/iydlleHUs: Mokas3aTesed okcureHauuu [441-
443].

YYP3, VIAB

Pexomennosano ucnonb3oBanne DKMO B neuenun tsoxenoi IUIIH, ecnu aqpyrue mepsl

WHTCHCHBHOW TEpaIMK HE YBEHUYAIOTCS ycrexoM [8, 444-445].
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YYP3,VIAB

e He pexomennoBano BwinmonHeHue nporenypsl DKMO mis HenoHomeHHBIX aeteld <34
Henenb 0epemennoctH (0/7 nueit) u/umu <2000 r maccsl Tena ¢ Tsoxenoit [IJITH [8, 444-
445].
YYP3YAAB

3.6. Tepanus J1eroyHoil runepreH3ny, aCCONUPOBAHHON ¢ 32001€BAHUAMH JIEBBIX

KaMep cepana

CBoeBpeMeHHAs M aICKBaTHAs! KOPPEKLIUS OCHOBHOTO 3a00JIEBaHUS MOXKET MTPEIYIIPEIUTD
pa3BUTHE WIM yMEHbIIUTH cTeneHb BTopuuHoM JII'. Ilpucoennnenune nocrkanusuisipuon JII' y
OOJIBHBIX C 3200JIEBaHUSMU JIEBBIX KaMEpP CEp/IIa 3HAYUTENIBHO YXyAIIAET MPOTHO3 U YBEIHUYHNBAET
netanbHOCTh. Y nereil ¢ XCH nomkHa nmpoBOAUTHCS aJleKBaTHas MEAMKAMEHTO3HAasl Teparus,
BKJTIOYAIOIAsi HTHTHOMTOPHI aHTHOTEH3UH-TIPEBpaIaromero pepmMenTa, OJI0KaTOpbI PEIENTOPOB K
anruoteHsuny |l, [-OmokaTopel, aHTaroHUCTHl MHUHEPAJIOKOPTHKOMIHBIX PELENTOPOB,
JUYPETUKH, CEPJICYHBIEC TTIMKO3H/Ibl, @ TPU HAIMYUU [TOKA3aHUN — KapAUOPECUHXPOHU3UPYIOILIAs
Tepanus W/WiM UMILIAHTAIUS KapanoBepTepa-aehuopusuiaTopa. Y O0JbHBIX ¢ BPOXKICHHBIMU U
IPUOOPETEHHBIMU MOPOKaMU MUTPAJIBLHOTO U aOpPTAIbHOIO KJallaHa, aTPUOBEHTPUKYIISIPHBIX
KJIAITaHOB, BPOXJAEHHOM WJIM MPUOOPETEHHONW OOCTPYKIIMEH MyTei MPUTOKAa U OTTOKA JIEBOTO
XKelyJ10ouka TpedyeTcs CBOEBpEMEHHasl OTIepaTUBHAS KOPPEKLIUU.

e PexomeHJOBaHA CTaHJIApTHAs TEpamus JEBOXKETYJOUYKOBOW WM OWBEHTPUKYJISIPHON
CepAeYHOM HeI0CTaTOYHOCTH Yy nanueHToB ¢ JII' 2 rpynmsl ¢ npuMeHeHneM B-0J10KaTopoB,
MHTMOUTOPOB aHTMOTEH3MH-TIPEBpALAIONIero (GepMeHTa Wiu OJOKaTOpPOB PELENTOPOB
anruoreHsuHa II, mpenaparoB HamepCTSIHKH, IUYPETHUKOB M AHTAarOHHWCTOB PELENTOB
aJIbJIOCTEPOHA, IPU HEOOXOIMMOCTH MEXaHMUYECKON MOJACPIKKH JUIsl JICUEHUS] OCHOBHOTO
3aboneBanus [103-109, 345-347].

YAA2VYYPB

e He pexkomMeHnOBaHO Ha3HaueHHWe BasoawmATHpyroumx JIAI-mpemapatoB npwu
u30aMpoBaHHoi nmoctkamuwusipaoi JIT 5,8, 103-109].

YAASYYPC

e Cunnmenapmsi  MoXeT  ObITh  PEKOMEHJIOBaH JEeTAM €  BepU(PUIUPOBAHHOMN
KOMOMHUPOBaHHO# Tipe- 1 noctkarmuispHoit JII mpu JICC Gosee 5 en. Byma x mM? ans
pa3rpy3Ku U mojiepkanusi QyHKIUU MPABOTO KEIYJI04Ka U 00Jer4eH sl CHMITOMOB [5,
8, 106-108, 446].

YYP2VAAB
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Kommenrtapuii: Jccneoosanus npumenenuss cunoenaguia nokazauu —yiyyuileHue
napamempog cemoounamuxu, @yukyuu IDK u kavecmea sHcuznu y 63pocivix OONbHBIX €

KOMOUHUposannot npe- u nocmxanuiiapuou JII' u snauumoim nogviuernuem JICC 6onee 5

eo. Byoa x m? [446].

3.7. Tepanus J1ero4Hoii runepTeH3nu, AaCCONUUPOBAHHOM ¢ 3200/ 1€BAHUSAMM JIETKHX

U/ WJIM XPOHUYECKOH TMIOKCeMueil

e PexomengoBana aersm ¢ JII' 3-ii Tpynmbel MakcMMalbHas ONTHMM3ALMU JICYCHUS
OCHOBHOTO 3a0o0JieBaHus Jierkux [92, 447].
YYP2, YOI B

e PexomennoBana netsm c JII' 3 rpynmel u runokcemueit B mokoe PaOz < 60 MM pT. CT. uiu
SpO2 < 92% HenpepsiBHAsE OKCUTEHOTEpaIus He MeHee 18 yacoB B aeHb [92, 448].
YYP3IVIAAB

e PexomeH10BaHa JAOIMOJIHUTENbHASI OKCUTeHOTepanus aeTsam ¢ JII' 3 rpymnmnsl ¢ cMMOTOMHOMN
Harpy3ouHoil necarypauueit SpO2 < 92%, ecnu 1oka3zaHo yaydiieHue cuMnTomMoB 1 SpO2
NIPY MCIOJIb30BAaHHUH JIOTIOJTHUTENBHOTO Kiciaopoaa [92, 447, 448].
YYP3IVIAAB

e PexomeH10BaHa HOYHAs OKCUTeHOTepanus aeTsam ¢ JII', acconumnpoBaHHOM € THITOKCEMUEN
BOo cHe, s cHwkeHue JICC, ynydlieHus TOJEpaHTHOCTU K (PU3MUECKOH Harpyske H
yaydieHus BebkuBaeMoctu [92, 121, 447-451].

e PexomennoBan mnpuém cungeHapuna geram c JII', accoumumpoBannoit ¢ BJIJl, npu
OTCyTCTBHH yny4iieHus cumnroMoB JII' Ha GpoHe okcurenorepanuu mpu SpO2 >92% [8,
92, 451-456].
YYP2VYAAB

e He pexomengoBan mpuéM amOpuseHtaHa jgersm c JII, acconuupoBaHHOM ¢
MHTEPCTUIMATBLHBIM 3a00JICBAHUEM JIETKUX H3-3a PHCKA YXyIIICHHsS cOocTosiHus [456-
457].
YYP2VYAO A

e He pexkomennoBaH netsm ¢ JII', acconuupoBaHHOW C MHTEPCTULMAIBHBIM MOPAKEHUEM
JIETKUX, IpUEM #pHOIUTyaTa 13-3a pUcka cepbE3HbIX MOOOYHBIX I((HEKTOB U CMEPTHOCTH
[458]
YYP2YIAB

3.8. Tepanus Jero4Hoii runepreH3uu, O0YCJIOBJCHHOH OOCTPYKIMEH JIerQYHOM

apTepuu

e  PexomennoBansbl aetsiMm ¢ XTOJII Mepsl o TUKBUAAIIMN TPUYUHBI M1 HICTOYHHUKA TPOMOOB
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u3-3a prucka perpom6o30s [139, 141-142, 148, 154, 206].

YAA3VYYPB

Pexomennyercs nersim ¢ XTOJII' paccMOoTpeTh BO3MOXKHOCTb IIPOBEACHMS JIETOYHOM
tpoMO3HaapTepakTomun (JITD) B cienmanusupoBannom tertpe [139, 141-142, 154, 206,
459, 460].

YAA2YYP A

Kommenrapuii: JITD seisemcs memooom nepeol IUHUU 6 JeYeHUU OnepadenbHoll
XTOJIT'. Omo mexnuuecku clodcHas onepayus, Kkomopas obecnedusaem nayueHmam c
XTOJIT' ynyuwenue evidicusaemocmu u Kavecmea dacusHu. Memaananuz oanHulx Oonee
5000 nybauxayuu, noceswenuvix JITO, noxazan, umo 30-OnesHas J1emaibHOCMb
sHauumenvHo eapvuposanra om 0,8% 0o 24,4% 6 pazHblx UCCIe008AHUAX U HANPAMYIO
sasucera om o06véma JITO, nposooumvix 6 KoHkpemHoM yewmpe. Illoxazamenu
JIeManbHOCMU NPOSPECcCUBHO CHUNCANUCH depe3 Kadicovle 100 evinonneHHbIX npoyeoyp.
Ilpu smom nepuonepayuonnas nemanrvHocms 3aeucena om eospacma, JICC u @K
nayuenma. Bvicokue noxazamene JICC xoppenupoeanu ¢ puckom ocmamoyrot JII' nocne
JITO [460].

Pexomenayercs mpuéM HENMPSIMBIX aHTUKOArYJITHTOB JeTsaM ¢ X TOJII ans npoduiakTuku
penumBa ocTpoit TpoM003MO0HHK Jterounoi aptepun [139, 141-142, 154, 206].

Y14 YYPB

#Puonuryar MoxkeT OBITH pEKOMEHAOBaH JAeTsM ¢ HeomepabenbHoi XTOJII s
yJydiieHus: pyHKIHOHAJIBHBIX ¥ TeMOAMHAMUUECKUX XapakTepucTuk [402, 404].
YYP3,VIAB

#Unonpoct MoOXeT OBITh PEKOMEHIOBaH JAeTsM ¢ HeomepabenpHor XTOJIIT mus
yIAyYIICHUs TIOKa3aTesiel reMOAnHAMUIeCKHX Xapakrepuctuk [413].

YVYP 3, VI B

3.9. Xupypruuyeckoe Je4YeHHE BPOKICHHBIX MOPOKOB cepaua ¢ Jero4Hou

apTepruaAJLHON runepreH3mnei

PexomennoBano netsim ¢ JIAT-BIIC oGcnenoBanue u jeyeHHe B CHEIMATU3MPOBAHHBIX
nenrpax [8, 22, 45,47, 48, 51, 52, 461-465].

YIA3YYPB

PexomennoBano getsim ¢ BIIC u mpocThIMH TOCTTPUKYCIHIATBHBIMU JAePEKTaMH CO
3HAYUMbBIM apTEPHOBEHO3HBIM (Qp/Qs>1,5) copocom CBOEBPEMECHHOE
XUPYpruuecKoe/IHI0BACKYIISIPHOE 3aKphITHE Je(eKTa B MepBble 6 MECSLECB XU3HH JUIS

KOPPEeKIIMM HApPYUICHWH TEeMOJWHAMHMKH M TPOPHUIAKTHKH PA3BUTUS JIETOYHOU
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cocyaucroit 6bonesnu [8, 45, 47, 48, 51, 283-285].

YAA3YYPB

PexomennoBano netsim ¢ BIIC u mpocThiMH MPEeTPUKYCHUAATIBHBIME JIeEKTaMH CO
3HAYUMbBIM apTEPHOBEHO3HBIM cOpocom (Qp/Qs>1,5) CBOEBPEMECHHOE
XUPYPruYecKoe/3HI0BACKYIIAPHOE 3aKpbiTHE AedeKTa ¢ HHIMBUIAYAIbHBIM PacdéToM
BEPOSITHOI'O PHCKA M TOJIB3bI ISl IPHHSTHUS PEIICHHS B KaXI0M KOHKPETHOM ciydae [8,
45, 47, 48, 51, 283-285].

YAA3VYYPB

KommenTapuii: Kax npasuno, xupypeuueckoe neduenue npocmuix npempuxyCcnuodibHbIX
oehekmos co snauumvim apmepuoserosuvim copocom (Qp/Qs>1,5) nposooumcs 6
so3pacme cmapuie 1 2ooa.

Pexomenayercss AeTsAM ¢ Mpe- WIK MOCTTPUKYCHHIAIBHBIMU JeeKTaMHu B Bo3pacTe >6
MECSIIEB, WMEIOIIMM KIMHHYECKHE ¥ HMHCTPYMEHTAIbHbIE TNpHU3HaKd Bbicokoi JII
(JIT>70% mo manueiM DXOKT', nnanos3, SpO2< 95% u ap.) npoBeieHHE KaTeTepH3aluu
MPaBBIX U JIEBBIX OTIIEJNOB CepJlla Mepe]] HTEPBEHIIMOHHBIM/XUPYPTUUECKUM JIEYCHHEM
[8, 45-48, 270, 461].

YAA3YYPB

PexomennoBano gersim ¢ JIAI-BIIC npoBenenue karerepusamuu  cepiama 10
XHPYPTAYECKOTO/HHTEPBEHIIMOHHOTO 3aKPBITH Je()eKTa BHE 3aBUCUMOCTH OT BO3pacra
NpU HAJTMYUU WHTEPKYPPEHTHBIX 3a00JI€BAaHWN WMIIM CHHIPOMOB, aCCOIMHPOBAHHBIX C
noBbIeHHbIM puckom JIT [8, 45, 47, 123, 136, 266-271, 461].

Y2 YYPA

PexomennoBano nersm ¢ nJICC <6 ex. Byna x M? u cootromenuem uJICC/uIICC <0,3
XHPYPruuecKoe/HHTEPBEHIIMOHHOE 3aKPhITUE LIYHTA MPH OTCYTCTBHH JOMOTHUTEIBHBIX
dbakTopoB pucka [8, 45, 47, 283-285].

Y13 YYPA

PexomennoBano aetam ¢ JIAT-BIIC u wJICC >6en Byma x M? U OTHOIIEHHEM
nJICC/uIICC > 0,3 npoBejicHHEe OCTPOTO TeCTa Ha BA30PEAKTHBHOCTD TSI ONPE/ICIICHUS
KpHUTepueB onepadenbHOCTH [8, 45, 47, 266-271, 283-285].

YAA3YYP A

Pexomennoano nersm ¢ JIAT'-BIIC xupyprudyeckoe/MHTEPBEHIIMOHHOE 3aKPHITHE IITyHTA
c co3maHueM (heHecTparu MEXITPEICEPAHON MEePErOPOJKH B ClIydae, €Clid MPH OCTPOM
TecTe Ha Ba30peakTHBHOCTh jJocTUrHYTH MJICC <6 en. Byma X M? W COOTHOIIECHHE
nJICC/ulICC <0,3 1 0TCyTCTBYIOT JOTIOJIHUTENbHBIE (PAKTOPHI pucKa [8, 45, 47, 266-271,
283-285].
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PexomennoBan nmersm ¢ JIAI-BIIC  kxypc JIAI'-cnmemuduueckoir  Tepanuu
HPOJIOJDKUTEIBHOCTEI0  3-4 Mecsina (Tak HasblBaeMblil treat-and-repair moaxon) c
MOCJIEAYIOIIEH TOBTOPHOM OLIEHKOM I'eMOJMHAMHUKU U ONEpadeNbHOCTH B Cllydae, eCiu

Ipu OcTpoM TecTe Ha BasopeakTuHocTh MWJICC > 6 en. Byma X M? u coOTHOMIEHHE

uJICC/UIICC > 0,3, [8, 45, 47, 266-271, 283-285, 462-464].

PexomennoBano aersim ¢ JIAI-BIIC u uJICC u >6 en. Byna x M? 00CIeq0BaHNE B
CHEIUATU3UPOBAHHOM LIEHTPE ISl Pa3paboTKH NEPCOHU(PHUITMPOBAHHOTO TOAX0/Ia C
[IPUMEHCHHEM KOMOMHUPOBAHHON MEINKAMEHTO3HOM M XUPYPrHUCCKON TakTUKH [8, 45,
47, 266-271, 283-285].

YAA3 YYP A

PexomennoBano gersim c¢ JIAI-BIIC, GonpmyM MNOCTTPUKYCHUAAIBHBIM IIYHTOM H
TSOKENOM COMYTCTBYIOUIEH naTojoruedl (Ipu HEBO3MOXKHOCTH WJIM BBICOKOM PHCKE
orepaly ¢ UCKYCCTBEHHBIM KPOBOOOpaIlleHHEM) B KAUeCTBE aIbTEPHATHBBI IEPBUUHOMY
3aKPBITHIO JAeeKTa pacCMOTPETh ABYXATATHOE XUPYPrHUECKOE JICYCHHE C CY)KHUBAHHEM
JICTOYHOU apTepuu Ha repBoMm atare [8, 45, 47, 281-283, 465].

YAA3VYYPB

He pexomenaoBano nersm u nogpoctkam ¢ JIAI'-BIIC u nJICC> 8 en. Byaa X M? W/iin
CUHIPOMOM OMW3EHMEHTepa 3aKphITHE Mpe- U MOCTTPUKYCIHUIAIBHBIX JEPEKTOB H3-3a
HeOmaronpusTHOro nporuosa [8, 45, 47, 281-284, 471-475].

YAA3VYYPC

KommenTapmii: Heonepabenvnvim  6oabnoim ¢ JIAI-BIIC, exawouas cunopom
Duzenmeneepa, noxazana mapeemuas JIAI-mepanus 6 ob6véme, coomeemcmayouem
cmenenu msoicecmu cocmosHus (cm. n. 3.3).

Pexomennosano aetsam ¢ JII' npu cnoxubix BIIC wnu coueranuem BIIC ¢ cuctonnueckoi
U JIMacTONUYEeCKOW AucyHKIMEW CHCTEeMHOTO JKelIyJdo4yka TMPOBEACHHE TOITHOTO
MPOTOKOJIA KAaTeTepU3alMK MPABBIX W JIEBBIX OTAEJIOB CEepJla Il OLEHKH MapameTpoB
reMoanHaMKKH, onpeaeienus Tuna JII' u e€ Tsokecru [8, 45, 47, 266-271, 283-285].
YIA2YYPA

Pexomennosano nersm ¢ BIIC u yHUBEHTpUKYISPHON I€éMOJIMHAMUKON MOKa3aHUSAMU K
omeparusM  «o0Xoma» TpaBbIX  OTAENOB  cepauna (omeparmuu  @DoHTEHA U
JIByHAIpaBJIC€HHOMY KaBaIllyJIbMOHAIBHOMY aHACTOMO3Y) cuuTaTh cp. JJIA < 15 mm pr. cT.
n uJICC < 3 exn. Byna x m? [8, 45-47, 466, 467].

YIA3VYYPB

3.10. [MaaauaTuBHOE XUpyprudeckoe jgedenue JII'
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PexomennoBano aersim ¢ cymnpacucreMHod JIAIT BeICOKOTO pHicKa, pedpakTepHON K
KOMOMHHPOBAHHOW TPONHOW TapreTHOM Tepanmuu C MPUMEHEHHEM MPOCTaHOUIOB, B
OTCYTCTBHE 3HAYMMOTO CHCTEMHO-JIETOYHOT'O INyHTAa PAaCCMOTPETh BO3MOKHOCTh
najuiMaTuBHOTO Xupypruyeckoro jeuenus (AC, anacromo3 Ilorrca) nnst yiydiieHus
(GyHKIIMOHATBHBIX ITOKA3aTeNel U YBEIMUEHHUS BBLKMBAEMOCTH, B T. 4. Ha BpEeMs 0KHIaHUs
TpaHCIUTaHTAIMK JIerKuX [8, 468-474].

YAA3YYPB

Kommenrapuii: /lannvie nariuamusHvlie xupypeuveckue onepayuu paccmampueéaromes
KaKk 6 Kawecmee CAMOCHOAMENIbHO20 Memood JleueHus, HNOoKA3a8uie20  C80H
agpgpexmuenocmo 6 newenuu JII', max u 6 kawecmee «MOCmMay K mpaHCNiaHMAayuu 1e2Kux.
Cymov npoyedypor AC co cmenmuposanuem MIIII unu 6e3 cocmoum 6 co30anuu
PECMPUKMUBHO20 MENCNPEOCEPOHO20 COODWEHUSL C NPABO-TIEBbIM COPOCOM OJisl CHUNCEHUS
npeoHazpysKu Ha Npaswvlil Heenyoouek, VIVUUEeHUs NPeOHAsPY3KU 1e8020 JHCelyO00uKa U
yeenudenuss cepOeuno2o @vlbpoca. B omcymcmeue npomugonokazaHutl K nposeoeHuio
npoyedypvl AC 0CHOBHbIM yCl08UEM €€ ycnexa U, KaK cledcmaue, Viy4uleHus COCmosHus
pebénka asnsiemca cmadulvbHoe npesvluleHue noKazamenel O0asleHus 6 Npagom
npeocepouu no cpasHeHuro ¢ nesvim. llpoyedypa conposodrcoaemcs cHudxiceHuem oouezo
CUCTMEMHO20 HACbIWeHUsi KUCIOpoOoM. B omauuue om nocmmpukycnudaibHO20
UWYHMUPOBAHUSA (anacmomosa Ilommca), co30aHue PeCmpUKmugHO20
NPEeMmpUKyCnuUOaIbHO20 ULYHMA UMeem NOMEHYUAIbHYIO NOIb3Y U OONYCmumMa y 601bHbIX
C KIUHUYECKUMU NPOABNEHUIMU YMEPEHHOU NPABOHCENYOOUKOBOU HEOOCMAMOYHOCMU.
Hanpomue, cozoanue coobwenus medxcoy Hucxooaweu aopmou U J1e6ol J1e204HOU
apmepueti 6 ycnosus cynpacucmemuoun JIIT nomeHyuanvHo OONHCHO CHUMNCAMb
NOCMHACPY3KY HA NPAsblll Hcenyo0oueK 00 YposHs cucmemno2o. Ilpu smom gopmupyemcs
Qusuonoeus cunopoma JiuzeHMeHeepa CO CMAOUTbHbIM NPABO-1E8bIM COPOCOM U
yuanozom. B omauuue om AC, npu komopoui cnudcaemcs oowas camypayus, Ahacmomos
Ilommca npueooum «k Oecamypayus HUdXCHeU NOJIOBUHLL Mena Npu HOPMATbHOM
HACLIWeHUU KUCTIOPOOOM 6epXHell NOJI08UHbL U Mo32a 8 wacmuocmu [8, 468-474].

Crporo pexomengoBaHo naersMm c JIAI' mposenenue mnpoueayp AC U HaJlOXKEHUS
anactomo3a [loTTca B crenuanm3upOBAHHBIX IEHTPAX, UMEIOIINX JIOCTATOYHBIA OIBIT
MPOBEICHUs TTOA00OHBIX omepartuii [8, 468-474].

YAA3YYP A

Crporo pexomenzioBano netam ¢ JIAI nponomxenne komOuHuposannoi JIAI™ Tepanuu B

ONTHMAJIBHBIX I0O3UPOBKax mociie npoueaypsl AC wiu HajnoxeHus anactomo3a [Torrca [8,

468, 474].

116



YAA3YYP A

He pexomennoBano nersim ¢ JIAL nposeaenne AC 1npu HaIMYUH CIEIYIOIUX (GaKTOPOB
CBSI3H C BBICOKUM PHCKOM JICTAJILHOTO Hcxoa [468-474]:

1) cpennee naBieHue B MpaBoM npeacepauu >20 MM pT. CT.;

2) HaCBIIICHHE apTEPHATBHOM KPOBU KHCIOPOIOM B mokoe <90%;

3) Tskérnas mpaBoXKETy0UKOBas HEIOCTATOUYHOCTD;

4) TepMUHAJIBHOE COCTOSHHE MAllUCHTA.

YIUI3 VYP A

3.11. TpaHcnJIaHTALMSA JETKUX

HeCMOTpﬂ Ha yCIieXu MCHHKaMeHTOSHOﬁ TCpaliuu JIT, 5-eTHSs BBDKHBAEMOCTh OCTAETCS

HU3KOM U Bappupyer B mnpenenax 57-75% B 3aBucumoctu ot stuonoruud JII. Tlpm

MPOrPECCUPOBAHUN  3a00JICBaHHUS  TPAHCIUIAHTAIMS  JISTKUX WM  KOMOMHHpPOBaHHAs

TpaHCIINIaHTalIHuA CCpIH_Ia/J'IeFKI/IX 0oCTaéTcs €IMHCTBEHHBIM U3 BO3MOKHBIX IIIAHCOB HA BEIXKMBAHUE

JTOM TSKEJION IPYIIIBI TALUEHTOB.

PexomennoBano netsim ¢ JII' BBICOKOTO pHCKa, B OTCYTCTBHE HEOOPATUMBIX MOPOKOB H

JIPYTUX CTPYKTYPHBIX M3MEHEHUW CepJua pacCMOTPETh BO3MOXHOCTb IPOBEICHUS

OnarepalibHOM TPAHCIUIAHTAILUK JISTKUX TPH COONIOCHUU CIICAYIOIUX KpuTepues [8,

475, 476]:

1. ObicTpoe nmporpeccupoBaHrE CUMIITOMOB,;

2. COXpaHEHHE KPHUTEpPHEB BBICOKOTO pHUCKAa Ha (poHe KOMOWHUPOBAHHOH TpOIHOM
TapreTHOM Tepanmuu C TPUMEHEHHWEM MHTAISAIMOHHBIX WJIH BHYTPHUBEHHBIX
IPOCTAHOUIOB B MAKCHUMAaJIbHO MEPEHOCUMBIX J03aX;

3. ©K -1V,

4. cepaeuHbIi HHIEKC < 2 J1/MHH/M;

5. JlaBJE€HHE B IIPaBOM INpeAcepArH > 15 MM pT. CT.

YAOA2VYYP A

KommenTapmii: buramepanvnas mpancniaumayus aeeko2o npu JII umeem 3snayumensvHno

Oonee 8bICOKYIO KPAMKOCPOUHYIO U O0A20CPOUHYIO BbIHCUBAEMOCMb NO CPABHEHUIO C

VHunamepanvhou. Pewenue o mpancnianmayuu cnedyem paccmMampusams 00

Hacmynaenuss mepmunanvrot cmaouu XCH u nosenenus npusHaxkos 0pyeou OpeauHol

HeooCmamo4yHoOCmu.

Hetssm ¢ JII' BBICOKOTO pHUCKa, pepakTepHOM K MaKCUMaJbHOH METUKAaMEHTO3HOU

Tepanuu Mpy HaJTMYUX HeOOPaTUMBIX TTIOPOKOB U JPYTUX CTPYKTYPHBIX M3MEHEHHH ceplia

PEKOMEHJIOBAaHO PacCMOTPETh BO3MOXHOCTh KOMOMHHMPOBAHHOW  TPaHCIUIAHTAIMU

KOMILIEKCa Cep/lia-JIerkue mpy COOI0ICHUH CIIEAYIONMX Kputepues [8, 475, 478]:
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1. OsicTpOE IpOrpecCUPOBaHNE CHMIITOMOB;

2. COXpaHEHHE KPHUTEPHEB BBICOKOTO pHUCKAa Ha (oHEe KOMOWHUPOBAHHON TpPOIHOMN
TApreTHOW Tepamuu C M[PUMEHCHHEM WHTAISIHOHHBIX WJIH BHYTPUBEHHBIX
MIPOCTAaHOUIOB B MAKCHUMAJIbHO MEPEHOCUMBIX J03aX;

3. ©OK -1V,

4. cepacUHBI HHIEKC <2 /MuH/M?;

5. JIaBJIEHME B IIPAaBOM IpeAcEepArH >15 MM pT. CT.

YAA2YYP A
e He pexomennoBano nersim ¢ JII' mpoBeneHue npoueaypbl TPAHCIUIAHTALMU JIETKUX WITU
KOMILJIEKCa Cepiie-JIerkuie Py HATMYUHU CIAeayIouX Kpurepues [8, 475, 478]:

1. 370KavyecTBEHHBIE HOBOOOPA30BaHUS 3a IMOCIEAHHE S JIET;

2. HeoOpaTuMmble 3a0oJeBaHMs ApYrux opraHoB (Hampumep, XIIH, Hyxnaromascs B
IUanu3e, THKENBIN KapauanbHbIi (UOPO3 WK HUPPO3 TEUCHN);

3. MHKypaOelbHble XPOHMYECKHWE BHENEroyHble HHQEKIUN, BKIIOYas aKTHBHBIC
renatutel B, C u BUY;

4. TyOepkynés;

5. 3HaumMmeble nedopMaluy TPYTHON KICTKH U TTO3BOHOYHHKA,;

6. OTCyTCTBHE TPUBEPKEHHOCTH TAllMeHTa W CEMbU CIEJI0BaTh MEIUIIUHCKUM
MpeUCaHUSIM;

7. He moajaromieecs JCYCHUIO IICUXMYECKOE /M TICUXOJIOTHYECKOE PAaCCTPOICTBA,

8. cormmanbHas ne3amanTamnus;

9. KYpCHHE, aJIKOT'OJIbHAs U HAPKOTHUYCCKAA 3aBUCUMOCTH.

4. MeauuMHCKas peadMIMTALUA U CAHATOPHO-KYPOPTHOE JICYeHHE,
MeJIMIUHCKNE NOKA3aHUA ¥ POTHBOINOKA3AHUSA K IPUMEHEHUI0 METO10B
MEIULUHCKON peaduIuTaluM, B TOM YHCJIe OCHOBAHHBIX HA MCI0JIb30BAHUM

NPUPOIHBIX Je4eOHbIX (PAKTOPOB
Peabunuranus — BaykHast COCTaBHas YaCTh KOMITJIEKCHOM MPOrpaMMBbl Teparuu OOJIBHBIX C
JIETOYHON THUMEpPTeH3HeN U MpeACTaBiseT cOO0OM KOMILJIEKC Mep, BKIIOYAIOIIUX HE TOJBKO
¢buznyeckue TPEHUPOBKH, HO M KOPPEKIHIO U TOJJepKaHHe aJeKBaTHOW 0a30Boil Tepamuwu,
MICUXOJIOTHYECKYIO0 M MH(POPMAIIMOHHYIO MOAJIEPKKY MAIlMeHTy U €ro CeMbE, HAallpaBJIEHHbIE Ha
ylydiieHue (U3MUecKoro ¥ HSMOLMOHAIBHOTO COCTOSIHMHM peb€Hka W QopMupylIHe
MOBEJICHUECKUE M3MEHEHHUs s (OpMHpPOBaHUS 370poBoro obpasa ku3Hu [479].

PeabunuTaniuoHHble  MEpONpPUSATHS  pa3pabaThIBAlOTCS M MPOBOAATCS  CIEHUATMCTaMU
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skcnepTHoro nentpa JII' ctporo B 1oNnogHEeHHE K MEAUKAMEHTO3HOM Tepanuu. [Ipu npaBuisHOM

MMPOBCACHUH TPUBOJUT K YIYUHICHUIO KIIMHAYCCKOI'O0 COCTOAHUS, TOJICPAHTHOCTHU K (1)I/I3I/I‘-ICCKI/IM

Harpy3Kam.

[lenu peabunuranuu y 6onpHBIX ¢ JIT™:

1.
2
3
4.
5

6.

YIIyUIIIEHUE TOJEPAHTHOCTH K (PU3MYECKUM Harpy3Kam;

ONTUMM3AINS TICUXO0JIOTHYSCKOTO COCTOSIHUS,

YIIY4YILIEHUE CUMIITOMOB,;

YIIY4IlIEHUE KaueCTBa KU3HU;

CHIDKEHHME YaCTOThl TOCIMUTAIM3ALMN BCIECICTBUE YXYIIIECHUS COCTOSHUS, B T. Y. C
ncnoab3oBanueMm bBUT;,

CHMXXCHHUEC CMCPTHOCTH.

MeTtaananu3 KIMHHUYECKHUX HCCHGHOB&HHﬁ, BKJIFOYasl paHAOMU3HUPOBAHHBIC, U3YyUYaBIINX

BIUSHUE (PU3HMUECKON peaOHIMTAlN U PECIIMPATOPHOTrO TpeHuHra y 60ibpHBIX ¢ JIAT, mokazan

yIy4lIeHHE TEePEHOCHMOCTH (U3UYECKUX HArpy30K, YBEIMUYCHHE YPOBHA (U3NUECKOM

AKTUBHOCTH, YMEHBLICHHE OJBIIIKH, yBeiauueHue auctanuuu npu TO6MX, KIIT, cHuxenue

BBIPAKKCHHOCTU CUMIITOMOB, YJIYUHICHHUC Ka4Y€CTBaA KU3HU [479] HccnenoBanus IIOKasajin, 4To

HHIAUBUYAJIBHO pa3pa60TaHHa;1 (bHSPI‘-ICCKOﬁ peaGI/IHI/ITaHI/II/I B COoUY€TaHuHn C aHeKBaTHOﬁ

MEIMKaMEHTO3HOM Tepamuent y narueHToB ¢ JIAI cmocoOCTBYET yIydIIeHUIO U MPEOTBPAIIaeT

BO3MOXHOC YXYAIICHUEC B KOHTCKCTC COCTOSAHUSA 3I0POBbS B I[OJ'IFOCpO‘-IHOfI MEPCICKTUBE, HAPAAY

C VyJIydlICHUCM TOJICPAHTHOCTU K q)H3quCKOﬁ Harpyske¢ M1 YBCIIMYCHUCM BPCEMCHHU,

3aTpayrBacMoro Ha (pU3NYECKYI0 aKTHBHOCTh HU3KOI WK cpefiHei nHTeHcuBHOCTH [479, 480].

Peaﬁl/l.]'ll/lTallPIOHH])Ie MEPONPUATHUSA NJIHA NANUCHTOB € JII' BKJIIOYAIOT:

1
2
3.
4
5

oTpeieJIeHuEe WHIUBUTyJIbHOW MTEPEHOCUMOCTH Harpy30K MaIlMeHTa,
KOMIUTEKC (pU3NYEeCcKOl peaduiInTaiuy,

MICUXOJIOTMYECKYIO TIOJIIEPIKKY, MOBBIIIEHNE MOTHUBAIUH,
KOPPEKIIUIO TUETHI,

COLIMATIbHYIO MOJJIEPKKY.

OO0s3aTenbHOE Tpe6OBaHI/IH JJIs1 Hadalia pea6I/IJ'II/ITaI_II/IOHHBIX MCPOHpI/I}ITI/Iﬁ JUIA OOIBHBIX

¢ JIAT Bximrouaror:

1.
2.

cTabUIIbHOE COCTOSIHUE TAllMeHTa B TeUEeHUE 3 MECSLIEB,

ONTUMATBHYIO UHANBUIYATbHO TTo100panHyo JIAI -cnenuduueckyro Tepanuro,
MYJIBTUIUCIHUIUIMHAPHYI0 KOMAaHJy CIEHHAIMCTOB, MPOLICAIIUX CHEHHAIBHYIO
MOJATOTOBKY:  KapJUOJOTH, MYyJIbMOHOJOTH, ¢uisnoTepaneBTel, Bpaun JIDK,

KHHE30TCPaAINCBThI, TUCTOJIOTH, IICUXOJIOTH.
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PekoMeH0BaHO TMpoBeeHUE KOMIUIEKCAa WHAMBHUAYAIbHO MOJAOOpPAaHHBIX B YCJIOBHSIX
akcnepTHOro IieHTpa no JII' peaOunuranmoHHBIX MeponpusaTHil manueHntam c¢ JIT,
HaXOJAUIMMCS B CTAOMJILHOM COCTOSIHUM HE MEHEe 3 MECALEB, MOJIyYalOINX aIeKBaTHYIO
TsDKecTH Tepanuto [479, 480].

YIJL4YYP B
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5. [IpodpmiiakTuka u AUCHaHCepHOe HADJII0leHNe, MeUIIUHCKHIE TOKA3AHUS H

NMPOTHUBONOKA3AHMS K NIPUMEHEHUIO METOI0B NPOPUIAKTUKHA

JlerouHasi rUIEPTEH3USI MOYKET OBITH CAMOCTOSTEIbHBIM 3a00JIEBAHUEM UJIM CUHIPOMOM,
OCJIOXKHSIOIIMM  LEJIBI  CIeKTp cocTossHUK. CrhenuanbHbIX Mep ISl NPO(UIAKTUKA
UAMONATUYECKOW W Hacle[CTBEHHONW (opMbl He cyliecTByeT. CBOEBPEMEHHOE aJIeKBaTHOE
JIeYeHUE OCHOBHOTO  3a00JieBaHUsl  SBIIAETCS  OCHOBHBIM  METOJIOM  HPOQUIAKTHUKU
acconuupoBanHbix Gopm JII'. Perymapusiiit DXOKI ckpuHHHT B LIENEBBIX TpyINax, BKIIOYAs
OOJNBHBIX C CHCTEMHO-JISTOYHBIMHU IIyHTAaMH, 3a00JICBaHUSIMH COCAMHUTEIBHOW TKaHH,
MOPTAJILHON THUNEPTEH3UEH, TeMOJUTHYEeCKUMHU aHeMusmu, BUY-undexuent, 3aboneBaHusMu
JIETKUX, OTATOLIEHHBIM CEMEWHBIM aHaMHE30M MO pa3BUTUIO JIAD, reHeTHUEeCKMMU MyTalUsAMH,
accoruupoBaHHbiMi ¢ JIAT' U T. 1., TO3BOJISIOT BBIABUTH 3a00JICBaHUSI HA paHHEW CTaUU U
CBOEBPEMEHHO Ha3HauuTh JedeHne. OcHoBHBIM MetonoMm mnpodunaktuku JIAI-BIIC, kak

Haubonee yactoit popmel JIAT y nereil siBisieTcs CBOEBpeMEHHAsE KOPPEKIIHSI TOPOKa CepIa.
PexoMeH0BaHHBIH MJIaH TWHAMUYecKoro HaOmoaeHus 3a 6onpHbiME ¢ JII' mpeacraBieH B

tabimue 20.
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Ta6umna 20. PekoMeH10BaHHBIH TUIaH JUHAMHUYECKOT0 Ha0oAeHus 3a 6oapHbIME ¢ JIT [8, 481]

O0ciienoBanue ITepBuuHoe Yepesz 34 | Kaxasie |Ilpu
oOcienoBaHue 10 | Mec. rocie | 3-6 YXYIIICHUU
Ha3HA4YEHUs Hayaia MECSILIEB | COCTOSTHUS
cnenuduyeckoit | cneunu-
Tepanuu YECKOM
Tepanuu
Ouenka xanob v v v v
dusukanpHOe 00CIEeI0BAHIE v v v v
AHau3 KpOBU KIIMHUYECKUI v v v v
[TynscokcumeTpust v 4 v v
bruoxummnueckoe ucciegoBaHue v v 4 v
KpOBH
Koarynorpamma v 4 v v
VYposens NT-proBNP v v v v
CrangaprtHas 4 v 4 v
aJIeKTpoKapaAnorpadus
TpancropakanbHas v 4 v v
axokapauorpadus (IpoToKoI
JIT)
Tect 6 MUHYTHOM X0/1bOBI v 4 v v
(metsim crapie 7 jeT)
KapnuomnynbMoHa bHBIN TECT v v v v
(metsim crapue 7 Jer,
npomeamum 6omee 300 M pu
ToMX)
Ouenka ®K v 4 v v
UpesBeHO3HAs KaTeTepU3aIUs v v
cepaLa
Wrorosas crparuduxanms v 4 v v
pHcKa
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6. Opranu3anusi OKa3aHusi MeIUIMHCKOW MOMOIIH

Bce manmenTsl ¢ npeanonaraeMon uin ycranosiieHHo# JIIT 1oymKHBI ObITE 00CIIeI0BaHbI B
CHEIMAIM3UPOBAaHHBIX LIEHTpaX, rae mnomompb JaetsiM ¢ JIAIT oka3biBaeTcsi B TECHOM
COTPYTHUYECTBE PETHOHATIBHBIX CHEIUAIUCTOB, HAOIIOAIONINX JIeTEH M0 MECTY KUTEIbCTBA, U
AKCIIEPTOB CHELUATU3UPOBAHHBIX LIEHTPOB. CTpaTterust okazanus rnomoinu jaersm ¢ JII' qomkna
CTPOUTHCS IMYTEM CKOOPAMHUPOBAHHBIX YCUJIUN JETCKUX KapJIUOJIOrOB, ITyJIbMOHOJIOTOB,
PEBMATOJIOTOB, HEOHATOJIOTOB, KapJIMOXHUPYPIOB, TOpPAKaJbHBIX XHUPYProOB, CHEIHAIKUCTOB IO
BU3yalIM3aliK, (PyHKIMOHAIBHBIM TECTaM, MICHUXOJOTOB, TPaHCIUTaHTo0TOB [8, 12, 13, 22, 45,
219, 481].

[TokazaHnueM [JIs1 TUTAHOBOM TOCHUTAIM3ALMKA B MEAMIMHCKYIO OPTraHU3alUI0 IS
OKa3aHUs TEPBUYHON METUIIMHCKON MOMOIIM SBIsSETCs mojo3peHuu Ha Haimuuue JIIT mpu
IPOBE/ICHUE TIEPBUYHOTO (CKPHHUHIOBOT0) 00CIIe/IoBaHus Ha aMOyaTopHoM ypoBHe [219, 481-
482].

[TokazaHusMu AJsl JIAHOBOW TOCTIMTAIM3alMU B MEIULUHCKYIO OpPTaHU3alui0 2 Wi 3
YpOBHS TIpU Moao3peHuu Ha Hanuuue JII' 11 okazaHus criequanu3upOBAaHHOW MEIUIIMHCKON
HOMOIIIH TI0 POGUITIO «IeTcKas Kapauosorusy [481, 482] senstrores:

1. Bepudukanus quarnosa JIT';

2. ompeneicHus reMoauHaMmudeckoro kiacca JII

3. TMpOBEAECHHE OCTPOTO TECTa Ha Ba30PEAKTUBHOCTD;,

4. ompexneneHue KIMHUYECKOTo Kiacca JIT;

5. ompeneneHue creneHu Tsopkecth JIIT Ha  ocHOBaHMM aHanmM3a  KOMOWMHAITMHM
KJIIMHUYECKHUX, (DYHKIIMOHAJBHBIX, JTAOOPATOPHBIX, FEMOJAMHAMUYECKUX JAHHBIX, TOKa3zaTenen
OXOKT;

6. ompenereHue MOKa3aHUW K XUPYprUYecKOMy JledeHuro B cimydae Hamuuwsi BIIC,
XTOJIT', mopoka pa3BUTHS JIETKHX;

7. ompeneneHue nokasanuil k repanun JIAI'-cnenupuyeckumMu aHTUTUTIEPTEH3UBHBIMU
npenapaTami, e€ cocTaBa U KOMOMHAIINH, TIOICP)KUBAIOIICH TEparuu;

8. paspaboTka MHAMBUAYATHHON MporpaMmMbl MOHUTOpHHTA JIT .

[TokazaHusaMM 171 TJIAHOBOW TOCIMUTAIM3AIMU B MEAUIMHCKYIO OpPraHU3aIuio 2 Win 3
YPOBHS IIPU YCTAHOBJIEHHOM auarHose JII' s okazaHus crenHaM3upOBAHHON MEIMIIMHCKOMN
MIOMOIIIU TI0 TPO(HITIO «IeTCKask Kapauoorus» sBisrores [491, 492]:

1. ueaddexruHocts JIAI-cnenmduueckoii Tepanuu (OTCYTCTBHE yIyUIIEHUS);

2. MOHUTOPWUHT  OCHOBHBIX KIIMHUYECKUX, (YHKIMOHAIBHBIX, J1AOOPATOPHBIX,
reMoJINMHaMHUYEeCKUX HaHHBIX, moka3areiieii D XOKI' misa amexBaTHOM OICHKH CTSIICHH TSHKECTH

JIT', ceoeBpeMenHoOi onTumu3aun JIAI -criennpudeckoii v moAIepKUBAIOICH Tepanuy,
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3. ompenereHUE MOKa3aHUH K MAUIMATUBHOMY XUpyprudeckomy jeuenuio JIAT

4. omnpeneneHue MOKa3aHUM K TPAHCIUIAHTAIIMM JIETKUX WJIM KOMIUIEKCA Cepilie-JIerKue.

[TokazanusMH K BBIMUCKE MAIMEHTA U3 MEIUIIMHCKON OpraHU3alliu SIBJIIETCS YIyUllIeHUE
WK CTaOMIIN3aIis KIMHUYECKUX U TeMOJIMHAMHUYCCKUX ToKa3areneit [482, 483].

[Tokazanwust 1Tt SKCTPEHHOM rocruTanu3amuu aerei ¢ JII [8]:

1. nexommeHcanus — MPaBOXKEIYAOYKOBOW WM  OUBEHTPUKYJIAPHOM  CepJeUHOM
HEJIO0CTaTOYHOCTH,

2. JIETOYHBINA KpH3;

3. CHHKONAJILHOE COCTOSHHE,

4. ocrpast TpoM003MO0JIKS JETOUHOMN apTepuu;

5

JICTOYHOC KPOBOTCUCHUC.
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7. lonoHuTeNIbHAS HH(pOPMaNUs (B TOM uncjie (PaKTOPbI, BJAUSIONIHE HA

HCX0/1 3200J1eBaHNsI WJIH COCTOSTHHSA)

OcHoBHBIMH MOAUGUIHPYEeMBIMH (PAKTOPAMH, ONPEACIAIONIMMU TE€YEHUE U IPOTHO3
3aboneBanus, sBisoTeA [5, 7, 8, 12, 114, 180-182, 244, 249, 257-260, 266, 274, 313-319]:

1. Pesynbratsl crpatudukanuu pucka JII', oTpakaromyMu cTeneHb TSHKECTH U IPOTHO3
3a00JIeBaHU.

2. CBOEBpEeMEHHOCTh Ha3HAYCHUS 0a30BOW U MOEPIKUBAIOIIECH Tepanuu.

3. CBoeBpeMEeHHOCTh 00OCHOBaHHOM XHpyprudeckoil koppekuuu B ciyuae JIAI-BIIC,
JIT'-3a00eBaHus JIerKux (MOPOKH, aHOMasku Jierkux), XTOJIT.

4. PerynspHblii MOHUTOPUHT U ONITUMU3ALMS 0a30BOM U MOAJICPKUBAIOILEH Tepanuu A
YIIy4llleHUs! KIMHUYECKOM CUMITOMATUKH, CACPKUBAHUS IPOrpecCUpoBaHUs 3a00JIeBaHUS U
YJIy4IllI€HUs! IPOrHO3A.

OcHOBHBIMH He MoAU(HUHMpPYeMbIMH (aKTOPaAMH PHUCKAa HEOIArompUsITHOTO MUCXO0Ja
JIT seisirotest [114, 136, 151, 152, 158, 180, 189, 264, 431]:

1. Bospact (<5 ner).

2. Dtuonorus JII'.

3. T'enermueckue M XpOMOCOMHBIE aHOMAJIUH.

4. Tsxénple  KOMOPOMIHBIE  COCTOSHHUS  (IICUXOHEBPOJIOTHs,  HEPBHO-MBILICYHBIE
3abosneBanus, neopManuu CkKejeTa, YHJAOKPUHHBIE paccTpoicTBa, 00e3HH OoOMEeHa U
zp.).

5. bornee, uem 1 conyrcTByromee 3a00aeBaHue.

6. Coueranue HeckoabKkux rpyn JII' y ogHoro pe6énka.

JlonoTHUTEIbHBIME He MoauduuupyembiMu dakropamu pucka JII' seisrores [114,
136, 151, 152, 158, 180, 189]:

1. HenoHomeHHOCTh B aHaMHe3€ <36 He/eIH IrecTaliH.

Huskuit Bec npu poxkIeHNN, HECOOTBETCTBYIOLINI FECTAlIMOHHOMY BO3pacTy.

Hanuune nepcuctupyromeit JII' HOBOpOXACHHBIX B aHAMHE3E.

2
3
4. MexaHu4veckas pecrupaTopHas moaep:kka/SPAP B mepro HOBOPOKIESHHOCTH.
5. UBIJI c unTyO6anuei B nepruoJ; HOBOPOKAECHHOCTH.

6

Cencuc, B T. 4. HEOHATaIbHBIMN.
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KpuTtepumn onieHKu kKayecTBa MeIMIMHCKON MOMOIIA

Kpurepun kavyecrBa

YpoBeHb
JAOCTOBEPHOCTH
JA0Ka3aTeJIbCTB

YpoBeHb
y0eauTeIbHOCTH
peKOMeHIaAuii

Brmonnen onpoc pe6énka ¢ JII' 1 3akoHHBIX
npezcTaBuTeell peOEHKa 0 HATMYUKU Y HEro
OJIBIILIKH, YTOMJISIEMOCTH, CHIDKEHUS
HNEPEHOCUMOCTH  (PU3MYECKMX  HArpy3o0K,
TOJIOBOKPY)KEHUH, OOMOpPOKOB, Kalis,
KpPOBOXapKaHbsl, 00Jel B IPyIHOW KIETKE,
nepeboeB B pUTME CepAla, cepaLedueHus, o
Hamuuuu y  pebEHka  3aboseBaHMiA,
accouumpyrommuxcss ¢ pazputuem  JII,
MIPOXKKBAJ JI peOEHOK C paHHETO BO3pacTa B
YCIIOBUSIX BBICOKOTOpbs, €CTh JIU B CEMbE

pPOICTBEHHUKH, cTpaaatomue JII'.

2

A

[lpu QusukanmpHOM O00CIEIOBAaHUU J1aHA
OlICHKa (DPU3MYECKOTO U TCUXOMOTOPHOIO
pa3BUTHS peOCeHKa, MOATBEPXKIEHbl WU
UCKJIIIOYEHBl M3MEHEHHME IIBETa KOYKHBIX
IIOKPOBOB, HAJIMYME IIMAHO3a, W3MEHEHUE
¢danaHr nanplieB Mo TUMy «OapabaHHBIX
[aJI04YeK» M HOITEBBIX IUIACTHH B BHJE
«YacoOBBIX CTEKOJ»; Ha PaCIIUPEHHBIE BEHBI
nied B KJIMHOIIOJIOKEHHH M OpTOCTa3e;
u3MeHeHne (GOpMbl TPYJHOM  KIIETKH;
YCUJICHHBIN, Pa3JIMTON CEPIEUYHBIA TOIYOK,
pacllUpeHHe  IpaHUull  OTHOCHUTEIbHOU
CepIEYHON TYIOCTH; ycwieHue, akiedT |l
TOHA HaJa JErOYHOW apTepueu; IIyMbl B
cepAle, yBEIUWYCHHE II€YEHM, aCLHT,
IIOXOJIOJTaHHE KOHEUYHOCTEN,

nepudepruyecKkue OTeKH.

BrmoHeHE CTaHAApPTHEBIC

réMaTOJOIrn4€CKuUc n OHMOXUMHUYECKUE
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Kpurepun xkayectBa

YpoBeHnb
JA0CTOBEPHOCTH
A0KA3aTeJIbCTB

YpoBeHb
y0eauTeJIbHOCTH
peKoMeHanui

TECTHI, OIlCHKa rasoB KpOBH,
KoaryJjorpamma, OIlCHKa byHKIHMHA
LIIMTOBUJIHOW Xene3bl, CKpuHUHT Ha BUY,

MapKepbl renaTuTa

Bommonneno ompenenenue  ypoBHs  N-
TEPMUHAIBHOTO ¢bparmenTa
HaTPUHYPETUYECKOTO IIPOIENTHAA

mo3srosoro (NT-proBNP)

Beimonnena YJIbCOKCUMETPHSI c
OIPEJICTICHUEM  CaTypalud  KUCIOpOja
OTJC/IbHO Ha PyKaxX M HOTaX B COCTOSHHUH

TIOKOSI ¥ TTOCIIe (PU3HUYECKON HArpy3KH

Brinmonnena CTaHJapTHas

AIIeKTpOoKapauorpadus

Brimonnena TpaHCTOpaKaIbHas

sXoKapauorpadpus

ITpn [IPOBEICHUH sXOKapauorpapun
BBITIOJIHEH pacuér CHCTOJINYECKOI O

JIaBJICHUS B JIESTOYHOMN apTepuun

[Ipuy  npoBeneHun  >X0oKapauorpapuu
BBIIIOJIHEHO OIPEAEICHNUE CHCTOJINYECKON

(GYHKIIUM MPABOTO JKETyI0uKa

10.

Brinonnena peHtreHorpagus

11.

I[CTSIM crapume 7 IIeT BBIIOJIHEH TecT 6-

MUHYTHOH XO/bOBI

12.

Beinonnen KapIMOIyJIbMOHAJIbHBII
Harpy304HbIi TecT (TPEeAMMI-TECT WU
BEJIOIPrOMETpUs)  JIE€TAM,  MPOIIEIINM

6omee 300 m mpu TEMX

13.

Brmmonnena KaTeTCpu3aliusi MOJIOCTEM

cepaua
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Ne | Kpurepun kauecTBa Yposenn YpoBennb
JA0CTOBEPHOCTH yoeauTeJbHOCTH
J0KA3aTeJIbCTB peKoMeH A

14. | Tlpu npoBeneHWH KaTETEpU3AMH CEpIlia 3 A
IPOBE/IEHO olpeieneHue CpeAHEero
JIaBJICHUS B JISTOYHOU apTepUu

15. | Ilpu npoBeaeHMM KaTeTepU3alMU Ccepaua 3 A
BBINOJIHEH PAcy€T JIETOYHOTO COCYIHCTOrO
COIIPOTHBIICHUS

16. | [Ipu mpoBeneHHM KaTeTepHU3aLMU CEpIA 3 A
BBINOJIHEH PacyéT AAaBJICHUS 3aKIMHUBAHUS
JIETOYHOM apTepuu

17. | llpu npoBeneHUH KaTeTepU3alluU Cep/ia 2 A
BBITIOJIHEH TECT Ha Ba30PEAKTHBHOCTD

18. | BeimontHEHa KOMIIBIOTEpHAsT ToMorpadus 3 A
IPYIHOW  TOJIOCTU C  BHYTPUBEHHBIM
OOJIFOCHBIM KOHTPAaCTHPOBAHUEM

19. | BemonHena miaHapHash BEHTHJISIIUOHHO- 4 A
nep¢dy3uoHasi CHUHTUTpadus Jerkux

20. | BemonnHena MarHUTHO-PE30HAaHCHAs 2 A
tomorpadus cepiama

21. | Beimonaeno HCCIEIOBaHUE  JETOYHOU 3 A
byHKUINU c IpOBEIEHUEM
OourieTuzMorpapun u OIICHKOM
1 dy3nOHHON CIOCOOHOCTH JIETKUX

22. | BbINOIHEHO YIbTPa3ByKOBOE UCCIIEOBAHUE 3 A
OpraHoB OpPIOLITHOMN MOJOCTH

23. | BemmonHeHa oreHka cterneHu Tspkectd JII 3 A
METOJIOM MHOT0()aKTOpHOU cTpaTuduKanuu
pHcka HeOJIaronpusTHBIX COOBITHI,
BKJII0Yasi JIETAIbHOCTh

24. | BelmonHEHa  KUCIIOPOJOTEpAITUs npu 2 A

CHMXXCHHNU HaCBhIIICHUA KHCJIOPpOJAOM

apTepuajJlbHON  KpoBM MeHee 92% win
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Kpurepun xkayectBa

YpoBeHnb
JA0CTOBEPHOCTH
A0KA3aTeJIbCTB

YpoBeHb
y0eauTeJIbHOCTH
peKoMeHanui

mapaouaJibHOI'O JaBJICHUA Kucjiopoaa

apTepuaibHON KpoBU MeHee 60 MM pT. CT.

25.

BreimonHeHo  MHTaiaAIlMOHHOE  BBEJCHUE
OKCHJIa a30Ta IIpu pe3koM yxyaumenuu JII' ¢
necradbuin3anuen IoKa3aTejen

Ir¢eMOJNMHAMHNKH

26.

Brimonnena koppekuus aedunura xenesa

27.

bnokatop penenTopoB
MHHEPATIOKOPTUKOHUIOB CIIUPOHOJIAKTOH
Ha3HadeH 00IbHBIM ¢ JIAL 1 mruacToInyecKoit
CEpACUHON HEIOCTAaTOYHOCTBIO, B T. Y. IIPU

COXpaHHOM (paKIyu BeIOpoca

28.

Pe6éuxky ¢ JII' w®  KIMHMYECKUMU
IIPOSIBIICHUSMU IIPaBOKEITy JOYKOBOU

HEAOCTAaTOYHOCTHU HAa3HAYCHBI JUYPCTHUKU

29.

Ha3nauena MoHoTepanus creupruuecKuMu
Ba30WJIATaTOpaMHU JETIM c
BEPUPULIMPOBAHHOM JIAT pu
MUHUMAaJIBHOM pUCKE, OTCYTCTBUU 3P deKTa
Ha Tepanuio OJIoKaTopaMu KaJlbLUEBBIX
KAaHAJOB WIM  OTPHULATEIBHOM TECTE Ha

Ba30pCaKTUBHOCTb

30.

Hasnauena craproBas JBOMHas Tepamnus
cneunpuyecKuMu Ba30AMIIATATOPAMHU
persm ¢ JIAI'  Huskoro pucka H
OTPULIATEIIbHBIM TECTOM Ha

Ba30pCaKTUBHOCTb

31.

Haznauena JIETAM c JIAT,
COOTBETCTBYIOIIUM KpPUTEPUSIM
MPOMEXKYTOYHOTO PHUCKA, CTApTOBas WU
MOCJIEA0BATEIbHAS JBOMHAs WJIM TpPOWHAS

TCparund AaHTarOHuCTOM PELCIITOPOB
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Ne | Kpurepun kauecTBa Yposenn YpoBennb
JA0CTOBEPHOCTH y0eauTeIbHOCTH
J0KA3aTeJIbCTB peKoMeHIAIUIi
SHOTEIHHA, UHTHOUTOpa
docomurcrepaspl 5 THIA U arOHUCTOM
peLenTopoB MPOCTALMKIMHA
32. | Hasznauena getsim ¢ JIAI' BBICOKOTO puCKa 3 A
TpoiiHas JIAI'-tepanusi ¢ NpUMEHEHHEM
MIPOCTAaHOUIOB B COYETAHUU C AHTATOHUCTOM
pELIENTOPOB HHAOTEIIMHA M HMHTCUOUTOpA
docdomurcrepasbl 5 Trna
33. | Bemoaneno Hanparinenue pedéHka ¢ JIAT 3 B

BBICOKOTO  pHUCKa,  pedpakTepHOH K
KOMOMHMPOBAaHHOW TPOMHOM  TapreTHou
TE€panuu C NPUMEHEHUEM HHTAIALHUOHHBIX
WIM BHYTPUBEHHBIX IIPOCTaHOMJIOB, B
OTCYTCTBHUE 3HAYUMOTO CUCTEMHO-
JErOYHOro IIyHTa, Ha NaJUIMAaTUBHOE

XUPYPru4ecKoe JeueHus
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Hpuiaoxkenne Al. CocraB padoueil rpynnbl mo pa3padorke M mepecMoOTpy KIMHHYECKHX

peKoMeHIanuil

OcHoBHoI1 aBTOp U KoopauHaTop Padoueii I'pynnbi:

Muxkiaamesny Hpuna MwuxailsioBHa, K.M.H., 3aBeayronias JIETCKUM KapJIHOJIOTMYECKUM
orneneHueM HayyHo-mcCiieqoBaTenbCKOro KIMHUYECKOTO WHCTUTYTa INEJUaTpUU U JETCKOU
xupypruu umenu akagemuka lO. E. Beaptuimesa ®I'AOY BO PHUMY um. H. U. ITuporosa

Munzgpasa Poccun, unen BOO «Accommanus 1eTckux kapanosioros Poccumy.

Ynenbl padovell rpynmnbi:

1. Bacnukuna Enena CepreeBHa — 1.M.H., I1aBHbIN HayuHbIi coTpyanuk HUO cepaedno-
COCYJIMCTBIX 3a00JI€BaHUN Yy ACTEH, HAYYHBIM PYKOBOAUTENb OTACICHHS IETCKOW KapAMOJIOTUU U
MEAMIIMHCKON peabunutanuu, podeccop kadeapsl IeTCKUX Ooyie3HEH JieueOHOro (akyibrera
HucTuTyTa MeIMIMHCKOT0o 00pa3oBanus LlenTpa Anmas3oBa, TTIaBHBIM BHEIITATHBIN CIIEIMATUCT-
nerckuit kapauosnor Cesepo-3amanHoro ¢enepaibHoro okpyra M3 PO, Buie-npe3ugeHT
Acconmanuu nerckux kapauosioroB Poccun (Cankt-IlerepOypr).

2. T'po3noBa Ouabra CepreeBHa — J.M.H., TJIaBHBIA HAYYHBIH cOTpynHUK OTnena NETCKON
KapauoJIoruu U aputrMmoioruu HayuyHo-HMcclienoBaTeNbCKOrO  KIMHUYECKOTO HMHCTUTYTA
neAuaTpuu U feTckoi xupypruu umenn akagemuka lO.E. Benetumesa ®I'AOY BO PHUMY nwm.
H. U. Iuporosa Mun3zapasa Poccun, unen BOO «Acconuanus 1eTCKUX Kapauoyoros Poccuny.
3. JIesikoBa CBeT/iaHa DBajbJ0BHA — K.M.H., Bpa4—ITyJIbMOHOJIOT, Bpad (yHKIIMOHATHHOU
muarnoctuku HUKUW neauarpuu; unen Jlerckoro Pecriuparoproro O61mectBa; q01eHT Kadeapsl
reHeTuku Oonie3nei opraHoB neixanusi ®I'BHY «Menuko-renernueckuit HayuHsiid nentp H.IL
boukoBay.

4. Emeabsinuuxk Eaena IpbeBna — n.Mm.H., npodeccop kadeapsr mnemumatpun HIIO
KpacHosipckoro rocynapcTBEHHOIO METUIIMHCKOTO YHuBepcuTera um. mpod. B.D.BoiiHo-
SAcenenxoro M3 PO (KpacHospck)

5. KoBanés Uropp AsiekcaHapoBu4 — J.M.H., Tpodeccop, 3aMecTUTeNsb aupekrtopa Hayuno-
HCCIIEIOBATENILCKOT0 KIIMHUYECKOTO MHCTUTYTA Neauarpur nMeHu akajaemuka FO.E. BenbTumesa
®I'AOY BO PHUMY um. H.U. [Tuporosa no sneyeGHON padoTe, PykoBoauTens oTaena 1eTCKon
Kapauosioruu U apurmoiorun HayyHo-MccnenoBaTeNnbCKOrO  KIMHMYECKOTO  HHCTHUTYTA
NeauaTpuM 1 1eTckor xupyprun umenu akaaemuka fO.E. Benstumesa ®I'AOY BO PHUMY nwm.
H. U. IluporoBa MunsapaBa Poccuu, Ilepsunent BOO «Accoumanusi AETCKUX KapAHOJIOrOB
Poccuny».

6. Mmusepuuukuii IOpuii JleonupoBuu — mnpodeccop, I.M.H., 3aBEAyIOIIUH OTAEIOM

XPOHUYECKHX,  BOCHAJIUTENBbHBIX M  ajulepruyeckux  Oome3Heidl  serkux  Hayuwo-
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HCCJIE0BATENBCKOr0 KIMHUYECKOTO HMHCTUTYTa MEAMATPUM M JIE€TCKOW XHUPYPrUM HUMEHU
akagemuka lO.E. Benprumesa ®I'AOY BO PHUMY um. H. U. ITuporosa Munsapasa Poccun,
3acnmy>keHHBI pabOTHUK 3paBooxpanenus Poccuiickoit @enepanmu, 3aMECTUTEINb ITPeIceaaTeNs
Cosera mo stuke MunzapaBa Poccum, Ilpeacemarens JOKaJIbHOrO 3TUYECKOrO KOMHTETA
WHCTUTYTA.

7. Moscecssn PybGen PynoandoBuu — 1.M.H.,, npodeccop, uieH-KoppecrnoHneHT PAH,
3aBEYIONIUI  OTAEICHUEM KapJHOXMPYPTUU JIETCKOTO TOPOJCKOTO0 MHOTONPO(UIBHOTO
KJIMHUYECKOr0 CHEUUAIU3UPOBAHHOIO LIEHTPAa BBICOKMX MEAMIIMHCKUX TEXHOJIOTMI Topojaa
Cankrt-Ilerepoypr (II'b Nel), mpodeccop kadeaps! neauarpuu u nerckoi kapauosorun C3IMY
uM. .M. Meunukosa..

8. CabupoBa /luna PammaoBHa — K.M.H., JOLEHT Kadeapbl TOCHUTAIBHON MeauaTpuu
dI'bOY BO Kazanckuit I'MY MunzgpaBa Poccuun, unen BOO «Accommanus JeTCKUX
KapauosioroB Poccum».

9. CaapikoBa Jlunapa WabruzapoBHa — JI.M.H., mpodeccop, 3aBeayronuii kadeapoii
rocriutanbHoi neauarpun ®I'BOY BO Kazanckuit 'MY Munsnpaa Poccun, 3aciyxeHHbIN
Bpau P® u PT, I'enepanbubiii nupekrop BOO «Acconumanus AeTCKUX KapauonoroB Poccumy»,
ynieH European Society of Cardiology (ESC), European Atherosclerosis Society (EAS), Lipid
Clinic Network, European Society of Radiology (ECR), Paediatric Rheumatology INternational
Trials Organisation (PRINTO), OO0 «Coro3 neanatpoB Poccuny» (Kazanb)

10. Tpynuna Muna HUropeBHa — A.M.H., I'JaBHBbIM BHEIITATHBIA JETCKUN CIELHAIHUCT-
kapauonior J[3M, 3aBenyromas otraenenvem kapauonmorun ['BY3  «/lerckas ropoxckas
KInHu4Yeckas OonpHula UM. 3.A. BbamuiseBoit J[3M», mpodeccop kadeapsl rocnuTalIbHON
neauatpun Nel nenuatpuyeckoro daxkynsreta PHUMY um. H.M. ITuporosa (Mocksa)

11. HImanbn AHTOH AJsleKceeBHY — J.M.H., BEAYLUIMH HAay4YHBIM COTPYAHHMK OTACIICHHS
XUPYPIUYECKOro JeueHHs 3ab0JieBaHUI cepila ¢ MpOorpeccupyrouiei JerouHo runepreHsnen
OI'BY «<HMUIL CCX um. A.H.bakyneBay M3 P®, nomeHT kadeapsl cepaedHO-COCYAUCTOM
xupypruu ®I'bOY IO «PMAHIIO» M3 P® (Mocksa)

12. Yepuorpusos Urops EBrenbeBnY — 1.M.H., 3aBEyIOLIUN OTIEICHUEM XUPYPTAUUECKOIO
JeyeHHs 3a00JIeBaHUI cep/ia ¢ mporpeccupytomlei serounoit runeprensueit ®I'bY «HMMUL]
CCX um. A.H.bakynesa» M3 P® (Mocksa)

13.  SixomaeBa Jlionmuia BukTopoBHa — 1.M.H., Tipodeccop, 3aBeayrOIMid Kadeapoi
NOJIMKJIMHUYECKOH M HEOTNoXHOM nemuatpun ¢ kypcom HJIIIO BI'MY, mnpencemarens

Bamkupckoro otaenenus Acconnanuu AeTCKux Kapanonoros Poccun (Yda)
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14. Anyaesuuy Oubra CepreeBHa — K.M.H., Bpau-JIe€TCKul Kapauoior KoHCyabTaTH4HO-
nonukiimHn4eckoro oraeneHuss PI'BY  «DeaepaibHblil  LEHTP BBICOKMX MEIULIMHCKUX

TexXHOoJ0ruil» MunucrepcTsa 3apaBooxpanenus PO (r. Kanuaunrpan)

Konduukrt narepecon

Koudaukr mHTepecoB cpenu wieHoB PabGoueil rpynmbl, y4acTBYIOIIHMX B pa3paboTke

JaHHBIX KIIMHUYCCKUX peKOMCHI[aL[HfI, OTCYTCTBYCT.
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IMpunoxenue A2. MeTo0s10rusi pa3padoTKu KIMHUYECKUX PEKOMeH Al

N o a A w D Pe

IleaeBas ayvIUTOPHUA JAHHBIX KJIMHHYECKHX PEKOMEHIAIIMIA:

Bpauu-neguarpsr;

Bpauu — nerckue kapauonory;

Bpauu — nerckue myJbMOHOJIOIH;

Bpauu — cepae4HO—COCYy IUCThIE XUPYPIH;
Bpauu aHecTe3n0JI0rU-PEaHnMaTOIOT!
Bpauu ynbpTpa3ByKOBOM TNAarHOCTUKU
Bpaun-penrrenosiorun

Tadauma II1. [lkama oreHku ypoBHEH JOCTOBepHOCTH mgokaszarenbctB (YJI) s

MCTOA0OB AMAarHOCTHUKHU (,Z[I/Ial"HOCTI/I‘leCKI/IX BMeH.IaTCJ'ILCTB)

YA

Pacmmdposka

1

Cucrtemarndeckue 0030pbl UCCIEIOBAHUN C KOHTPOJIEM Pe(EPEHCHBIM METOIO0M WIIH
cUCTeMaTU4YecKHii 0030p pPaHJOMHU3HUPOBAHHBIX KIMHUYECKUX MCCIEIOBAaHUN C

IIPpUMCHCHHUEM MCTa-aHaJIn3a

OTnenbHBIE WCCIIEAOBAHUS C KOHTPOJEM pe(epeHCHBIM METOAOM WM OTACIbHBIC
paHJIOMU3HPOBAHHbIE KIMHUYECKHUE MCCIEAOBAHUS W CHCTEMaTU4YeCKUue 0030pbl
UCClieIoBaHUM  Jro0oro  AM3aiiHa, 3a  HMCKIIOYEHHEM  PaHJIOMHM3MPOBAHHBIX

KIIMHUYCCKUX HCCHCHOB&HHﬁ, C IPUMCHCHUEM MCTAa-aHAJIN3a

HccnenoBanust 0e3 IOCIENOBATENBHOTO KOHTPOJI PEe(EPEHCHBIM METOAOM WU
UCCIEIOBaHUsI C peQEepeHCHbIM METOAOM, HE SBISIIOIIMMCS HE3aBUCHUMBIM OT
HCCIJIEyEMOI0 METO/1a MJIM HEPAHIOMU3UPOBAHHBIE CPABHUTEIbHBIE UCCIIEJOBAHMS, B

TOM YHUCJIC KOT'OPTHBIC UCCIICAOBAHUA

HeCpaBHI/ITCJ'II)HI)IG HCCIICO0BaHNUA, OITMCAHNUE KIIMHUYCCKOTO CiIyvdas

HmeeTcs nuib 000CHOBAHHE MEXaHU3Ma JIENCTBUS UM MHEHHE OKCIICPTOB
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Tabauua I12. [lkama oreHKH ypoOBHEH IOCTOBEpHOCTH maokaszarenbctB (Y1) s

METOMOB MPOMUIAKTUKH, JIeUeHUs U peadwimrtanmuud (IpopHIaKTHYECKUX, JIe4eOHBIX,

peadMIINTAIIMOHHBIX BMEIIIATEILCTR)

YA | Paciundposka

1 Cucremaruueckuit 0630p PKU ¢ mpuMeHneHneM mera-aHanm3a

2 Otnensubie PKM u cucremarnyeckue 0030pbI MCCIEAOBAHUN JIOOOTO u3aiiHa, 3a
uckiouennem PKH, ¢ npumeHnenneM Mera-aHanuza

3 HepannomusupoBaHHbIE  CpaBHUTENIBHBIE HCCIENOBAaHUS, B T. Y. KOTOPTHBIE
MCCJIEIOBAHMUS

4 HecpaBHuTenbHbIE UCCIIEIOBAHMS, OMIMCAHNE KIIMHUUYECKOTO ClTydas WM CEPUU CITydacs,
HCCJICTIOBAHUSI «CITY4aii-KOHTPOJIb)

5) Nmeercst nuib 000CHOBAaHHME MEXaHM3Ma JEMCTBHSI BMEIIATEIbCTBA (JOKIMHUYECKUE
UCCJIEIOBAHMSI) MJIM MHEHHUE IKCIIEPTOB
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Taboauna I13. Illkana oueHku ypoBHeW yOeautenbHOCTH pekoMeHmanuii (YVYP) mis
METOMOB MNPOQWIAKTUKY, AMATHOCTHKH, JIeUeHHss M peadmnmuraiuu (IpoQHIaKTHIECKUX,
JUAarHOCTUYCCKUX, JIC‘IC6HLIX, pea6I/IHI/ITaHI/IOHHbIX BMeHIaTeJIbCTB)

YYP Pacummdposka

A CunbHas pekoMeHnanus (Bce paccMarpuBaeMble KpuTepuu 3(PQeKTHBHOCTH
(ucxofpl) SBISIFOTCA BaXKHBIMH, BCE HCCIIEOBAHUS MMEIOT BBICOKOE WU
YIOBICTBOPUTEIBHOE  METOJOJIOTUYECKOE  KadecTBO, HX  BBIBOJABI IO

HHTCPCCYIOUMIUM UCXOJaM ABJIAAKOTCS COFJ'IaCOBaHHBIMI/I)

B YcnoBHas pekoMeHaanus (He Bce paccMaTpuBaeMble KpuTepuu 3PPeKTUBHOCTH
(MCXompl) SIBIISIIOTCS. BaYKHBIMH, HE BCE HCCICIOBAHUS WMEIOT BBICOKOE WIIH
yJIOBJICTBOPUTEIBHOE METOIOJOTMYECKOE KAuyeCTBO W/WIM HUX BBIBOIBI TI0

HHTCPCCYIOMIUM UCXOAaM HE SABJIAIOTCA COFHaCOBaHHBIMI/I)

C Crnabast pekomMeHAaIusl, OTCYTCTBHE JI0KA3aTEIbCTB HAAJIEkKAIIETO KauecTBa (Bce
paccMaTpuBaemMbie KpuTeprn 3(pPEeKTUBHOCTH (MCXO/IBI) SBISIOTCS HEBAKHBIMH,
BCE MCCIICJIOBAHUS UIMEIOT HU3KOE METOI0JIOTMYECKOE KAYeCTBO M UX BBIBOJIBI 10

HHTCPCCYIOMIUM UCXOAaM HE SABJISAIOTCA COFHaCOBaHHBIMI/I)

ITopsinok 00HOB/ICHHS KIMHUYECKHX PEKOMEHIAIHIA.

MexaHu3M  OOHOBJEHMS  KIMHUYECKMX  pPEKOMEHJAUMH  MpeaycMaTpuBaeT  HX
CHUCTEMAaTUYECKYIO aKTyaJIM3allI0 — HE PEKE YEM OJMH pa3 B TPU I'0Ja, @ TAK)KE IPHU MOSBICHUA
HOBBIX JaHHBIX C IIO3UIIMH HOK&?;&TCJIBHOﬁ MCIUIHHBI 11O BONpOCaM AJHArHOCTHUKH, JICUCHUA,
OpopWIaKTUKA UM peaOWIMTallMM KOHKPETHBIX 3a0o0jieBaHMM, HaJIM4YUKM OOOCHOBAHHBIX

JIOTIOJTHEHNH/3aMeuanuil Kk paHee yTBepkaEHHBIM KP, HO He yame 1 paza B 6 mecsues.
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Ipuiaoxenue A3. ChnpaBouHble MaTepHajibl, BKJIKYasi COOTBETCTBHUE
NMOKA3aHUI K NMPUMEHEHHMI0 U NMPOTHBONOKA3aHMUI, CIIOCOO0B NMPUMEHEHHUS U
103 JIEKAPCTBEHHBLIX  IMPeNnaparoB, MHCTPYKUUHM MO0 NPUMEHEHUIO

JIEKApPCTBEHHOI'0 Mpenapara
Ta6auna 10. [TomHas kmaccuuKanus nmeguaTpUIecKoll THIEPTEH3MOHHONW COCYUCTON

6one3nu jgerkux (Panama, 2011) [102]

Kareropus Onucanue IIpumepsl
1 [IpenatanpHas win | 1.1. CBg3aHHad ¢ NAaTOJIOIMEN MaTEPU UIIW IIAIICHTbI
BpPOXKJICHHAs 1.1.1 IIpesknamicus
neauaTpuvecKast 1.1.2 XoprnoaMHUOHUT
runeprenznonnas | 1.1.3 Ipuem MaTephlo JIEKapCTBEHHBIX CpEeICTB
cocyaucras (HecTepouHBIE TPOTUBOBOCTIATUTENBHBIE TPENapaThl)

00JIe3HD JIETKUX
1.2. CsszaHHasg ¢ ¢eTalbHBIM HApYIICHUEM pPa3BUTHSL
COCYJIOB JIETKHX

1.2.1. CBs3anHas ¢ ¢eTaabHOM TUITOIIA3UEeH JICTKUX

1.2.1 a. Unuomnarnueckas TUIIOIIA3US JETKUX

1.2.1 b. CemeiiHas rUMomUIasmst JErKUX

1.2.1.c. Bpoxxaennas nuadparmaibHast rpbDKa

1.2.1.d. I'enaTomnyibMOHAILHOE CpAICHUE

1.2.1.e. Cunzmpom «Typeukod cabmam» (aHOMAaJIHHBIN
JPEHaX JIETOYHBIX BEH)

1.2.1.f. Ces3zanHas ¢ (eTasbHOH KOMIIPECCHEH JIETKHUX:

OJIUTOTUJIPAMHUOH (MasoBOIHE),
omdarolene/raCTpouIu3uC,  KUCTO3HBIM  aJeHOMAaTo3
Jmerkux, (eTalbHbIE ONYXOIW M OMYyXOJIEBUIHBIC
oOpazoBaHus

1.2.1.9. Cps3anHasg ¢ (eTaabHBIMH MOPOKAMH Pa3BUTHUSA
cKenera

1.2.2. CpszanHas c¢ QeranpbHONW 3aIepKKOH pocTa
JIETKUX/aHOMAaJTUeH pa3BUTHS

1.2.2.a. AritHO3HAs OUCIUIA3HS

1.2.2.b. BpoxeHHast abBeOSIpHAS TUCILIA3HUSI

1.2.2.c. Jlucrinazuss ~ albBEOJIAPHBIX  KaMWLIAPOB €
aHOMAJIMSIMU PACIIOJIOKEHUS JIETOYHBIX BEH WM 0€3 HUX
1.2.2.d. Jlumpanruskrazus

1.2.2.e. AHOMaNINM JETOYHON apTepuu

1.2.2.f. AHOMaHUK JIETOYHBIX BEH

1.3. Ces3anHas ¢ deTanbHON aHOMaIWe pa3BUTHS cep/ia
1.3.1. IIpexxneBpeMEHHOE 3aKpPBITHE OBAJIBHOTO OTBEPCTHS
WA apTEePHATBHOTO MPOTOKA

1.3.1.a. Unnonaruyeckoe

1.3.1.b. JlekapcTBeHHOE

1.3.2. BpoxaeHHble MOPOKHM CepAla, CBA3aHHBIE C
00JIE3HBIO JIETOYHBIX COCYIOB ILIO/IA

1.3.2.a. Tpancno3uuus kpynHbeix aptepuii (TGA) c
WHTAKTHOW MEXOKEITYTOYKOBOM MEPErOpoaKON
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Kareropus Onucanue Ipumepsl
1.3.2.b. CuHAPOM THIOILIA3MH JIEBBIX OTICIIOB CEpAla C
WHTAKTHOW MEXIPEACEPAHON NEPETOPOAKON
1.3.2.c. OKKIIFO3UOHHBIN TOTAIBHBIA aHOMAIBHBIA JPEHAK
JICTOYHBIX BEH
1.3.2.d. Atpe3sus o0Iei J1erouHoi BeHbI
2 IlepuHaranbHbII 2.1. Unuonaruueckas [IJII'H

nedeKkT ananTaiuu

nerouHbix cocynoB | 2.2. IIJII'H, BeI3BaHHAs WK CBsI3aHHAS C

(nepcuctupyromas | 2.2.1. Cencucom

JIeroyHas 2.2.2. Aciupanyeit MEKOHUS

TUTIEPTEH3US 2.2.3. BpoxJIeHHBIM MOPOKOM Cep/ilia

HOBOPOXJIEHHBIX) | 2.2.4. BpoxkaeHHoi quadparMaibHOM IphDKei
2.2.5. Tpucomueit 13 (cunapom Ilartay), 18 (cungpom
OnBapaca) unu 21 (cungpom JlayHa) XpoMocoMbl
2.2.6. JlekapcTBEHHBIMM MpenapaTaMyd U TOKCHHAMH

3 [Tennatpuueckue 3.1 CuCTeMHO-TIErOYHBIC IIYHTHI

CepIe4HO- 3.1.1. JIAT, cBsi3aHHas ¢ CUCTEMHO-JIETOYHBIM IIYHTOM C

COCY/IUCThIE noseiieHueM PVRI 6e3 mrynra co coOpocoM crpaBa-HajieBoO

3a00JieBaHUA 3.1.1.1. OnepaGenbHas

3.1.1.2. HeonepaGenbHas
3.1.2 Knaccuueckuii cuHApOM Dil3eHMEHrepa
3.1.2.1. DiizeHMeHrep — mnpocroe mopaxeHue (aedexT

MeXIpeCepIHOM MIePETOPOJIKH, nedext
MEKKEITYJOUKOBOU [IEPEropoaKH, OTKPBITHII
apTepuaNbHbIA TPOTOK)

3.1.2.2. DiizeHMeHrep — CIOXXHOE TMOpakeHue (CTBOI,

TMA/JAMIXII, enuHCTBEHHBIH KENTyA0UYEK)

3.1.3. HeGonpmmoil nedext ¢ MOBHIIICHUEM TaBIEHUS B
nerouHoi aptepun/PVRI, Hecomzmeprumo Belle pa3mMepoB
nedexra

- B coueraHuu ¢ 1€ero4HoM rumnoruiasuen

- B coderaHuu C HaACIEICTBEHHOW WIH HINONATHYECKON
NeNaTPUYECKON TUIEPTEeH3UBHOM COCYIUCTOM 00se3HH
JIETKUX

3.2 [locneonepamoHHas JIero4yHasi THOEPTEH3Us MOCIe:
3.2.1. 3akpeITHS LIyHTA C

3.2.1.1 nepcuctupyronum nossimennem PVRI >3 WU M2
3.2.1.2 penuauBupytommM nossnmesneM PVRI >3 WU.m?
3.2.2. Omnepauuu apTepUaIbHOTO WINM MPEACEPAHOTO
MEepEKIIFOUeHusT 1o mnoBogxy TMA ¢ MHTakTHOM
MEXOKETYIOUKOBOM MEPEropoaKoi

3.2.3. Onepauuu no 1MoBoay OOCTPYKIMH JIEBBIX OTAENIOB
cepaua

3.2.4. Onepauuu o noBoay Terpaabl Pamio

3.2.5. Onepanuu 1o NoBOJY aTPe3UH JIETOUYHOW apTepUH C
JIMXIT wu MAPCA  (OGompmme  aopTO-JICTOYHBIC
KOJUIaTepasIn)

3.2.6. AOpTO-ITyJIbBMOHAJIBHOT'O ITYHTUPOBAHUS
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3.3. Cocynucras JieroyHas 0oJie3Hb HOCJE IO3TAMHOIO
JICYCHHS 10 MTOBOJY €AMHCTBEHHOTO YKEJTYI0UKa

3.3.1. Tlocne cragmm 1 (mepeBsi3Ka JICTOYHOW apTepuH,
MonubunpoBanHas onepanus HopByna, rubpuansie
BMEIIIAaTEeJIbCTBA, a0pTOMYJIbMOHAJIbHBIN WIH
BEHTPUKYJIAPHO-TYIbMOHAIBHBIA IIYHT, CTCHTUPOBAaHHE
PDA)

3.3.2. Ilocne nanoxenus anacromo3a SVC ¢ PA (onepanus
I'nenna)

3.3.3. [Tocne  TOTanbHOrO  KaBallyJbMOHAJIbHOI'O
aHactomo3a (orneparus DoHTEHA)

3.4. llenuarpuyeckass TUNEPTEH3MOHHAs COCYJUCTas
00JIe3Hb JIETKUX, CBA3aHHAS C BPOXKJICHHBIMH jAedeKkTaMu
JIETOYHBIX apTePHii/BEH

3.4.1. TII'CBJI, cBs3aHHass ¢ BPOXACHHBIMH AchEKTaMH
JIETOYHBIX apTepU

3.4.1.1. OTxoXaeHue JerouyHor apTepuu OT A0OPThI

3.4.1.2. OEHOCTOpPOHHEE PACIOJIOKECHUE/OTXOXKICHUE OT
IIPOTOKA/«OTCYTCTBUE» JIETOUHOM apTepuu

3.4.2. III'CBJI, cBsA3aHHasg C BPOXKIECHHBIMH JAePeKTamMu
JIETOYHBIX BEH

3.4.2.1. CHHIPOM «TYpPELKOM cadIm»

3.4.2.2. CTeHO3 IeroyHbIX BEH

3.4.2.3. Cunnpom Kanry

3.5. BeHo3Has geroyHasi TUIEPTEH3HS

3.5.1. BeHo3Has jneroyHasi runepreH3us, 00yCIOBIEHHAs
BPOX/IEHHOW OOCTpyKIMeH MyTell NpUTOKa WIM OTTOKa
JIEBBIX OTJEJIOB CepIla:

3.5.1.1. cTeHO3 aOpTaIBHOIO KJIAIlaHa,

3.5.1.2. HEIOCTATOYHOCTH A0PTAIBLHOTO KJIANaHa,

3.5.1.3. MUTpaIBHBINA CTEHO3,

3.5.1.4. MuTpanpHas perypruranus,

3.5.1.5. HaaKIanaHHOE KOJIbII0 MUTPAJILHOTO KJlaraHa,
3.5.1.6. OKKIIFO3Us JIETOYHBIX BEH,

3.5.1.7. TpexmpeacepaHOE Cep/lle,

3.5.1.8. pubposnacro3 sn0KapAA,

3.5.1.9. runomnnasus neBoro xenynouka/curpom llona,
3.5.1.10. BpoxieHHas: KapAMOMUONATHS,

3.5.1.11. pecTpuKkTUBHBIM JedeKT MeXIpencepaHoi
NEPEropoKM NMpH CUHAPOME THIIOIJIA3UHU JIEBBIX Kamep
cepaua

3.5.2. BeHo3Has jeroyHas TUIEPTEH3Us, 00YCIOBJICHHAS
MpHOOPETEHHBIM 3a00JIEBaHUEM JIEBBIX KaMep cep/La
3.5.2.1. 3aloneBanue KjiamaHoB (peBMaTH3M/MOCIHE
SHAOKAPAUTA/TIPU PEBMATOUIHOM apTPUTE)

3.52.2. PectpuxtuBHas / UIaTalAOHHAS /
ranepTpodudeckast KapAMOMHOTIATHS

3.5.2.3. KOHCTpUKTUBHBIN MEPUKAPIUT
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4 bpouxo-nerounas | 4.1. C runonia3uen JEroyHbIX COCYJ10B
JUCILIa3Us 4.2. Co cTeHO30M JIETOYHBIX BEH
4.3. C auacronnyeckoit tuchyHKIMEH JIEBOTO Keay10uKa
4.4. C cUCTEeMHO-JIErOYHbIMH IIYHTAMHU!
4.4.1. aopTOJIETOYHBIE KOJUIATEPATIU
4.4.1. nedexT MEKIPEaCePAHON TIEPETOPOIKH
4.4.1. OTKPBITHIN apTepUATbHBIN TPOTOK
4.4.1. nedexT MEeXOKEITYA0YKOBOM MEPErOPOIKU
4.5. Co 3HaUMTENbHOU THIIEPKANHUEH W/WIIN TUIIOKCUEH
5 W3onupoBaHHast 5.1. Ununonaruueckas PPHVD/ PAH
neauaTpudecKas 5.2. Hacnencreennas PPHVD/PAH
runeprensuonnas | 5.2.1. Tem BMPR2  (pemenrop 2  KOCTHOTO
cocyaucras MOp¢OreHeTHIecKoro Oenka)
ooneznb  yerkux | 5.2.2. I'en Alk 1 (akTHBHH-perienToponoaooHas kunasa 1),
W SHAOTJINH
M30JIMpOBaHHAs 5.2.3. HeycraHoBjeHHas TeHETHYECKAs IPUPOIA
neauaTpudeckas 5.3. JIekapCcTBEHHBIE CPEICTBA U TOKCHHBI
(JIAT)  nerounas | 5.3.1. KonkperHas CBsI3b:
TUTIEPTEH3US 5.3.1.1. cuHAPOM TOKCHUYECKOI0 Macia
5.3.2. BeposiTHas CBsI3b:
5.3.2.1. AmderaMuHbI
5.3.4. Bo3MoHas CBs3b:
5.3.4.1. Kokaun
5.3.4.1. Metundenunar
5.3.4.1. uazokcun
5.3.4.1. lluknocnopux
5.3.4.1. ®enunnponaHogaMuH
5.4. JlerouHas BEHO-OKKJIO3MOHHas 6oine3Hp (JIBOB)
Y/WJH JIETOYHBIN KalUJUISIPHBIA TeMaHTHOMaTO3
5.4.1 Unnonatuyeckas JIBOb
5.4.2 HacneactBennas JIBOb
6 MmuorogakropHas | 6.1. CHHAPOMBI C BPOKICHHBIMU OPOKaMU Ccep/iia
neauaTpudeckas 6.2. CunapoMbl 6€3 BpOXKJICHHBIX TIOPOKOB cep/lia
TUTIEPTEH3UBHAS
cocyaucras [Iynktel 6.1 m 6.2 MOryr BKJIHOYAaTh AacCOLMALIMIO
oonesns nerkux B | VACTERL, cugpom CHARGE, cunapom Ilomanna,
COUYETaHUU ¢ | cuaapom Anamca-OnuBepa, CHHAPOM «TYPEIKOH calim,
BPOXKJICHHBIMU TpucoMuto, cuuapom Ju Jxopmxu, cuHapom HyHaHa,
MOpOKaMu 6one3ub (oH Pexnmuraysena, cuaapom Dursun, cuuapom
pa3BUTUSA Kanty
7 Ileqnarpuueckue 7.1. MykoBucuio3
3a00JieBaHUA 7.2. laTepcTUIINANBHBIC MTOPAKEHUS JETKUX:
JIETKUX cypbakTanTHasi 6eTKOBasi HEAOCTATOYHOCTH U TIP.
7.3. HapymieHnue npIxaHusi BO CHE
7.4. Jedbopmariuu rpyTHOM KJIETKH U TIO3BOHOYHHKA
7.5. PectpukTrBHas O0JE3HD JIETKUX
7.6. XpoHnueckue 00CTpYKTHUBHBIE 3a00JI€BaHUS JIETKUX
8 [Tequatpudeckue 8.1. Xponumdeckne TpOMOOIMOOIHHU, CBSI3aHHBIE C
TpOMOO- [EHTPATBHBIMA BEHO3HBIMH KaT€TePaMHU
IMOOIMYECKHE 8.2. Xponumdeckne TpoMOOIMOOINHU, CBSI3aHHBIE C
3a0o0JieBaHus, TPAHCBEHO3HBIMU KapIUOCTHUMYIISITOPAMH

174




Kareropus Onucanue Ipumepsl
BBI3BIBAIOLIHE 8.3. XKemy1oukoBO-IIpeCepAHBIN LIYHT npu
[eANaTPUIECKYIO ruzpouedantuu
TUIIEPTEH3UBHYIO 8.4. CepnioBUIHOKIIETOYHAS] AHEMUS
COCYUCTYIO 8.5. IlepBuuHBIii SHIOKApAHMATBLHBINA GHOPOlIACTO3

00JIE3HB JIETKUX

8.6. AHTHKapIMOJUITMHOBBIN/aHTU(OCHOTUTTH THBIHI
CUHJIPOM

8.7. MetuiiMalioHOBas allUJIEMUsl 1 TOMOIIUCTUHYPHUS

8.8. 310KayecTBEHHBIE HOBOOOPA30BaHMS: OCTEOCAPKOMA,
oryxoib Bunbmca

8.9. CocTosiHME MOCIIE CIVICHIKTOMUHU

I'mnoGapuyeckas
TUTIOKCHS

9.1. O1ék nerkux Ha O0JBIION BHICOTE

9.2. lerckast mofocTpasi TopHasi 00J1e3Hb

9.3. bone3nbp Monxe (ropHast 6osie3Hb MOHXKe)

9.4. I'mnobapuueckasi TMIIOKCHS, CB3aHHAS C:

9.4.1. IUITH

9.4.2. BIIC

9.4.3. u3onupoBaHHOM UOAOIIATUYECKON 1501051
HACJIEACTBEHHOM  NEAMATPUYECKOM  T'MIEPTEH3UBHON
COCYAMCTOM O0JIE3HBIO JISTKUX

10

[Tennatpuueckas
TUIIEPTCH3UBHAS
cocyaucTas
00JIe3Hb JIETKUX,
CBSI3aHHAs C
HapylIeHHEM
JIEeATEIbHOCTH
JIPYTUX CUCTEM

10.1. Tlenuarpuyeckast mopTajabHasi TUIEPTEH3US

10.1.1. BpoxaeHHBIM BHEIIEYECHOUYHBIN MMOPTO-KaBaIbHBIH/
MIOPTO-CUCTEMHBIN IIYHT (Hampumep, cuHApoM AOepHeTH,
JIEBO-TIPEICEPAHBIN M30MEPHU3M, TPUCOMHUS, aTPE3Us WU
TpoMOO03 BOPOTHOW BEHBI)

10.1.2. Iuppo3 neuenn

10.2. JleTckue reMaToIoruyeckue 3a00aeBaHus

10.2.1. 'eMonuTHYECKHE AHEMUH:

10.2.1.1. B-tanaccemusl,

10.2.1.2. cepnoBUIHOKJIETOYHASI aHEMUS

10.2.2. Tlocne crieHIKTOMUN

10.3. TlenuaTrpryeckre OHKOJIOTUYECKUE 3a00IeBaHUS
10.3.1. [lexnaTpudeckas THIIEPTEH3MUS JIETOYHOW apTEpuH,
CBSI3aHHAS CO 3JI0KAYECTBEHHBIMHU 3a00JIEBAaHUSIMU

10.3.2. JleroyHast BEHO-OKKJIIO3MOHHasi OOJIE3Hb IOCIIE
TpaHCIIAaHTAIIMA KOCTHOTO MO3Ta U XUMHOTEPaIiu

10.4. TlegmaTpuueckue MeTa0OJINYECKHE/IHIOKPUHHbBIC
3a0051€BaHUA

10.4.1. bone3ns ['ome

10.4.2. I'mukoreHo3b1

10.4.3. HekeToHOBasI TUIIEPTIINIIUHEMHUS

10.4.4. CuaapOoM MUTOXOHIPHAIBHOTO UCTOLICHUS

10.4.5. Myxkononucaxapuao3bl

10.4.6. I'mnotupeos/TunepTupeos

10.5. IlenmnaTpuyeckue ayTOMMMYHHbIE 51
ayTOBOCTIATTUTENbHEIC 3a00JIeBaHUS

10.5.1. POEMS-cunapom

10.5.2. Cmemannbie 320051€BaHUS COSTUHUTETHHON TKAHU
10.5.3. Ckneponepmust (orpanudeHHas u auddysHas)
10.5.4. JlepmatoMuo3ut

10.5.5. Cuctemnas kpacHas Boiadanka (CKB)
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10.5.6. AHTHKapAMOIUITMHOBBIN/aHTH()OCHOTUTTHTHBIH
CUHJIPOM

10.5.7. FOBeHUbHBINA apTPUT C CUCTEMHBIM Ha4yajioM
10.5.8 Jlerounas BeHO-OKKII03M0HHas 00e3us 1 CKB
10.6. Ileguatpuyeckue MHQPEKIMOHHBIE 3a00JI€BAHUS
10.6.1. IlIncrocomaro3

10.6.2. BUY-undexmnus

10.6.3. Tybepkyie3 Ierkux

10.7. IleguaTpudeckas XpoOHHYECKasl ITOYCTHAsI
HEAOCTATOYHOCTh

10.7.1 Jlerounast runepTeH3us JO Havalla qJuajinsa, a TakxKe
B X0JI€ FEMO/IMAJIN3a WJIA IEPUTOHEAIBHOTO TUaIn3a
10.7.2 Jlerounast BeHO-OKKIIO3MOHHas OOJIE3HbL IIOCIIE
TpaHCIUTAHTAIIMHN TTOYKH
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Ipuinoxenne b. Aliropurmsl AelicTBUI Bpaya

Tlnmck IPYTHE NFHTEH

*BIIC 1 ap. :ado/TesaHHES

CEpaLA

*BHM,
*lIncTocoMBAal,
IMopraasHan
rENepTeaIna
*Kanaaps s
FEMAHTEMATIE
*XT3IT,

*CTeHDIN JTermd BRI
aprepai
*IadoTena R TETKAY,

Beplﬁnmd'n Jr
OnpegeneHne reMoiuEavMEdeckoro gtacca JIT
TecT BA BAIOPEAKTHEROCTE B coayvuae JTAT

CIpaTHiaEATRA PHECKR

—

BHONHMHIECKHE TeCTRL Cepooril, iDyHOTeTHE, KT

sTEIoRCeMEd “——— AHrEOCpAfEL, BRHTRTAOEOHED — MepdysH0HEAA CITHHIHT padia
. aerkex, MPT, W3, fryHKOn0BnTRHES TECTRL, THIHCOMESTPAHET
*CHCTEMHERLE

adoIeBAHNA

*Cenaro oraveckne

w0 IeBaHns b | -
*AMeradoauuec ke + glIAT - nJIAL

G0 IeBAHEE

PerynapHbIA MOHUTOPHHT aKkToOpoOR pUCKa

Puc.1. JlnarHocTUYECKUI aJITOPUTM IS I€TEN U MOAPOCTKOB C NoAo3peHuem Ha JII'

| OBCNEAOBAHME B CNIELMATIMIUPOBAHHOM LEEHTPE |

| |

!

Puc. 2. Anroputm tepanuu JIAI y nereit

177

=

=

=

2 PECNOHOEPR HePECMOHOEF HePECMNOHAEP

E OTCYTCBYHIT CHM TOMBI BRICOKMIA PMCK

3o DI HMIKHIA 1N CPEAHWA PUCK

E MAHKMMANEHBIA PHCK

; OTCYTCBME OTBETA HA BEE

s

g TpoiHaa AT Tepanua
¥

i MNpocTasonas shaMur +

H MOHOTEPANMA AP3+n®IS

g AP waK w5

g |

2

= L

& ATPHMOCENTOCTOMMA

AHactamos MoTtrea

TREHCINHTALMA NETKHK



IMpuaoxenne B. Undgopmanus 1 nmamueHra

JleroyHnasi runepTeH3us — yrpoKaroIlee MaTojJoruyecKkoe COCTOSIHUE, KOT/a B JIETKUX
YXyILIAeTCs MUPKYISLUSA KPOBH M CEpAIly CTAHOBUTCSA KpalHe TpyAHO paboTarh. FIMEHHO Tak
MPOUCXOIUT Y JETEH, CTpalaloluX 3TUM MOTEHIIMAIEHO CMEPTEIbHBIM 3a00JIeBaHUEM, JOJIT0E
BpEMsI CUUTABIINMCS HEU3JICYUMbBIM.

OI[bIH_IKa, cep;[ue6neHHe MU TIOBBINICHHAA YTOMJIICMOCTH 34aCTaBJIAOT AyMaTb, 4YTO
y peb&nka 0oJe3Hb cepia uiu actMa. Ho B psijie ciry4aeB 3TH CUMIITOMBI MOTYT OBITh BBI3BAHBI
MATOJIOTUYECKUMH H3MEHEHUSIMU KPOBEHOCHBIX COCYAOB JierkuX. CocyAbl CTaHOBSTCS BCE
Oonee u Oonee y3kuMu. B pesynbrare Bce MEHbIIE KPOBU JTOXOAMUT A0 BO3AYIIHBIX MEIIOYKOB
(anmpBeOJ) JIETKUX, 3aTPyAHSsl INOJYyYEHUE OpraHu3MoM peOEHka kuciaopona. OuryleHus
CTpaaloIINX JIETOYHON THUIEPTEH3UEH MOJ00HBI MPEOBIBAHUIO HA BHICOTE HECKOJBKUX THICSY
metpoB. Cepaue BeneT Bce Ooliee  OXKECTOYEHHYIO  OOpbOy € JOMOIHUTEIHHBIM
COIMPOTUBIIEHUEM, CO3/IABAEMBIM CY>KEHHBIMH KPOBEHOCHBIMHU COCY/IaMHU, MTOKA B KOHIIE KOHIIOB
HEC OTKAa3bIBacCT.

Y HEKOTOPBIX JeTEH MOBBILIEH PUCK PA3BUTHS JIETOYHOU TMIIEPTEH3UH, HAIIpUMED, IIPU
MOPOKE CepJilla, ayTOMMMYHHBIX 3a00JeBaHMsIX, OpoHXOierouHoi aucriazuum wium BUY-
uHpekuuu. [IpaBUnbHBIA AMArHO3 YacTO YCTaHABIMBAIOT CIMIIKOM Mo31HO. [lockombky
JICTOYHAsA THUIICPTCH3MA Pa3sBUBACTCA IMOCTCIICHHO W Ha Ha4YaJlbHOM J3Talc CHUMIITOMBI
OTCYTCTBYIOT, €€ 4acTO JMArHOCTUPYIOT yxke B TspKEmou cramuu. Kak mpaBuio, TpeOyercs
KOHCYJIbTallUsl HECKOJIbKUX Bpauel, MpexAe 4YeM YJaeTcs IOCTaBUTh AUArHo3 JIETOYHOU
TUNepTeH3ud. BaxHyro HHOOpPMALMIO MOXHO TOIYYUTh MPH IXOKApAUOTpaPUUIecKoM
uccienoBanuu. I[lonydyeHHble NaHHbIE HEOOXOOUMO, €CJIM IO3BOJISIET COCTOSHUE MAalleHTa,
MOATBEPIUTH, HAPSAMYIO U3MEPssl JAaBJICHHUE B CEPAIC U COCYJIax C MOMOIIBIO CIEIHUATBHOTO
Karerepa.

Ecnu ynaércs BbIABUTH 3a0o0NieBaHWE HA paHHEW CTaAWH, MOKHO CTaOWIM3HPOBAThH
COCTOSIHHE TTAIIMCHTA U TIOJIJIEP>)KUBATh O0JIee BRICOKOE KaueCTBO KU3HU. HenaBHO e IMHCTBEHHON
HAJEXKJI0N NIJIsl MAIMEHTOB C JISTOYHOW TUIIEpTEH3HWe Oblna mepecaaka Jierkux. OmHako yke
ceiiuac MMeeTcss BO3MOXHOCTH 3(PPEKTUBHO JICUYUTH JIETOUHYIO THIEPTEH3UIO CIEIHATbHBIMU
JIEKapCTBEHHBIMU IpenapaTamu.

Ka>1<111:1171 OpraHn3M pearupyer Ha MCETOABI JICUCHUA U JICKAPCTBCHHBIC IIpe€raparhbl I10-
pazHoMy. [loaToMy cka3aTh, Kakhe M3 HUX OKaXyTCs HamOoJiee NEHCTBEHHBIMA MMEHHO ISt
Bamrero pe6enka, 6€3 crieruaibHOr0 00CIeJOBaHUS U MTOCIEAYIOIEro MOCTOSHHOTO HAOII0IeHNUS

HC NIPCACTABIIACTCA BO3MOKHBIM. HpOKOHcyHBTHPYﬁTCCL Yy CBOCTO JICHAIICTO Bpaya.
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Hpuaoxenue I'I-I'N. IIkajgbl oneHKH, BONPOCHUKH W JPyrue OLEHOYHbIE

HHCTPYMEHTBI COCTOSAHMA IIAIMECHTA, MNPUBCACHHLIC B KIMHHYCCKHX

PEKOMEHIAIIUAX

Tab6auna 11. dyaxiuoHansHas Kiaccudukanms gerognoit runeprensuu (BO3) [181]

Kuaace

Onucanmne

| ®K

Her orpannyeHuii oObIYHOW (DU3MYECKOW AKTUBHOCTH, OHA HE BBI3BIBACT
MOBBIIICHHOW OJBIIIKU, yCTaJOCTH, 0OJEH B Ipydu WIM MPEJCHHKOMAIBHBIX
COCTOSIHMIA.

Il ©K

Jlerkoe orpanmueHue (GU3NYECKOW akTHBHOCTH. Jluckomdopr B mokoe
OTCYTCTBYET, HO OOBbIYHas (hU3HUECKass aKTUBHOCTH BBI3BIBAET MOBBILICHHYIO
OJIBIIIKY, CIA00CTh, O0JIb B IPYAHON KIETKE HIIM MPECUHKOMATbHBIE COCTOSIHHUSL.

I ©K

3HAUUTEIBPHOE OTpaHHuYeHUE (U3MUYECKON AKTUBHOCTU. B COCTOSHHMM MOKOS
aUcKoMdopTa HET, HO (PU3NYecKas aKTUBHOCTh MEHBIIE OOBIYHOW BBI3BIBACT
MOBBIIICHHYIO OJIBIIIKY, YCTaJIOCTh, 0OJIb B TPYAd WU TPECHHKONAIbHBIC
COCTOSIHUSI.

IV ®K

OppIlIka u/Uiu yCTaloCTh B COCTOSTHUH TIOKOS, YCUIIMBAIOIIUECS MPAKTUIECKH
Ipy MHMHUMAJbHOW (PU3MUECKOM aKTUBHOCTU. Moryt ObITh IpHU3HAKU
IIPABOXKEIYAOYKOBOU HEJOCTATOYHOCTH.

Taoauna 12. Ilequarpuueckas GyHKIMOHAIbHAs KiIaccu(UKaIUs Ui 1€Tel B BO3pacTe

0,5-1 roma [182]

Kaace

JeTH ¢ jieroyHoi runepreHsuen

OTCYTCTBI/IG CUMIITOMOB, POCT COTJIaCHO COOCTBEHHBIM IMPOUCHTUIIAM, q)mnqecxa;{
AKTUBHOCTb HC OI'paHU4YCHA. HOILBI/I)KHOCTI), CUJCHHC, XBaTaTCIIbHBIN pe(bneKc,
CTPEMJICHUC BCTATh, IMMOJI3AHUC, UT'pA.

He3nauutenbHoe orpanuueHue (U3MUECKONM aKTUBHOCTH, 4Ype3MepHasl OJbIlIKa U
yTOMIIIEeMOCTh NpH urpe. OTcraBanue B GU3NUYECKOM pa3BUTHU. B mokoe — komdopr.
[IpoomKeHre pocTa COrIacCHO COOCTBEHHBIM MPOLEHTHIISIM.

Ia

BoipaxkxeHHOe orpaHndeHue (pU3NUECKON aKkTUBHOCTU. Perpecc (pu3nyeckux HaBBIKOB.
IIpekpamenne mnon3zaHus. Tuxoe TNOBEJEHHE M HEOOXOAWMOCTh YAacTOrO CHa.
Hepemurensnocts. B mokoe — komdoprt. Harpyska Huke OOBIYHOM BBI3BIBAET
Ype3MEpHOE YTOMIICHHE HIM OOMOpOK W/MIIM INpefoOMOpodHOoe cocTosiHue. Poct
3aMemieH. AnneTuT cHukeH. TpeOyercs TiaTeabHoe METUIIMHCKOE HaOJII0JCHHE.

b

BripaxkeHHOE 3amMesieHHe pocTa. ANNETUT CHUXKEH. JIONMOJHHUTENbHOE IUTaHHE.
Harpy3ka Hioke 0OBIMHOHM BBI3BIBaET Ype3MEpHOE YTOMIJICHHE WMin oOMopok. Ilmoc —
XapakTepucTuku kiacca llla.

HeB0o3MOXXHOCTh TNEPEHOCUTHh Kakue-I1uM00 Harpy3ku 0€3 upe3MEepHON OJBIIIKH,
YTOMJISIEMOCTH HIIM 0OMOpoka. OTCcyTcTBHE OOIIEHUsI ¢ WwieHaMu ceMbh. OOMOpOKHU
W/WJIM TTPaBOXKEITyI0YKOBasi HEIOCTATOUYHOCTh. [lmroc — xapaktepuctuku kiacca |1,
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Tabauua 13. [leguaTpudeckas GyHKIIMOHATBHAS KiIacCHpUKAIUS 71 IeTeld B BO3pacTe

1-2 ner [182]

Kuaacce

JeTu ¢ J1eroyHoM runepreH3uen

OTcyTCcTBHE CHMIITOMOB, POCT COIJIACHO COOCTBEHHBIM MPOLEHTUIISIM, (hu3nyeckast
aKTHBHOCTH He orpanndeHa. CTosiHHe, cTpeMIIeHHE K X0/1b0e/X0/1604, J1a3aHue.

He3nauntensHoe orpaHuyeHue (pU3MUECKOW AaKTUBHOCTH, 4Ype3MepHas OJbIIIKa M
yToMisieMocTh nipu urpe. OrcraBanue B pU3MUeckoM pa3BUTHH. B mokoe — komdopT.
[TpomomkeHne pocTa CoriacHO COOCTBEHHBIM POIICHTUIISIM.

Ila

BripaxkenHoe orpanndeHue (puU3NuecKoil akTUBHOCTU. Perpecc ¢pu3nyeckux HaBBIKOB.
Hexenanne wrpare. Tuxoe moBeneHMe M HEOOXOAMMOCTh YacTOrO  CHa.
HepemmrensHocts. B mokoe — komdoprt. Harpy3ka Hmkxe OOBIYHON BBI3BIBACT
Ype3MepHOEe YTOMJIGHHE WJIM OOMOpPOK W/WMiHM mpenoOMopouyHoe cocrostHue. Poct
3aMeIeH. ATIIETUT CHUXKEH.

b

Bripaxkennoe 3amenieHue pocta. ANNETHT CHUXEH. J[OMONMHHUTENbHOE MUTAHUE.
Harpy3ka Hike 0OBIYHON BBI3BIBAET YpE3MEpPHOE yTOMIIeHHE uian oOMopok. [lmtoc —
xapakrepucTtuku kiacca llla.

HeBO3MOXHOCTP TEPEHOCUTh KaKHe-IMOO Harpy3ku Oe3 4Ype3MEpPHOH OJIBIIIKH,
yTOMJIsieMOCTH MM 00Mopoka. OTcyTcTBUE O0IIEHUs ¢ WieHaMHu ceMbu. OOMOpOKHU
W/WITH ITPAaBO’KEITy TOYKOBasi HeAOCTaTOYHOCT. [lmoc — xapakrepuctuku knacca |ll.

Ta6auuna 14. Ilenuatpuueckas GyHKIIMOHATbHAS KiIacCUPUKALUA AT JeTeil B BO3pacTe

2-5 et [182]

Kunacce

Jern ¢ JIero4yHoi runeprensue

OTcyTcTBHE CHMITOMOB, POCT HOPMAJbHBIM, PEryJIsIpHOE MOCELIEHUE IETCKOro caja
(sticneif)/mKonbl, (Qu3MUecKass AaKTHUBHOCTb HE OrpaHMuYeHa, 3aHATHS CHOPTOM C
OJTHOKJIACCHUKAMH.

He3nauntensHoe orpaHuyeHue (U3MUYECKOW aKTUBHOCTH, 4Ype3MepHas OJbIlIIKa U
YTOMIIIEMOCTh TIPH HWIpax C OJHOKJIAacCHUKamu. [locemaeMocTb IETCKOro caja
(sscneit)/mkonsl — 75%. OTcraBanue B Qu3ndeckoM pa3BUTHH. B mokxoe — koMopr.
[Iponomxenue pocra COrIacHO COOCTBEHHBIM MPOLEHTHIAM. boin B rpyaHON KieTke
OTCYTCTBYIOT.

Ia

BoipaxkxeHHOe orpannueHue (pU3NUecKol aKTUBHOCTU. Perpecc ¢pu3nyeckux HaBBIKOB.
Hexenanue nmompHUMaThCs O JIECTHULE U UIPaTh ¢ JIpy3bsiMu. HepemmrensHocTh. B
nokoe — komdopt. Harpyska Huke OOBIYHOW (0J€BaHUE) BBI3BIBAET UYPE3MEPHOE
yTOMJIEHHE, OJBIIIKY, OOMOpPOK W/WJIM NpPeJoOMOPOYHOE COCTOSHHE WM Oonu B
rpyaHol kietke. [TocemaeMocTs eTckoro cana (siciei)/mkoisl — 50%.

b

HeBo3MOXKHOCTB MOcemarh SICIU/IIKONY, HO XOpOoIlas MOABM)KHOCTb B JIOMAIIHHUX
ycnoBusix. [[ns mepenBrkeHU BHE JoMa TpeOyeTcsl KPecio-KOJscKa. 3aMejIeHUe
pocta. AnmetuT cHkeH. JlomonHuTenbHoe nuraHue. Harpyska Huke 0ObIYHON
BBI3bIBACT YpE3MEpPHOE YTOMJIEHHE, 0OMOPOK WM Oosiu B rpyaHoil kierke. [Tmroc —
XapakTepucTuku kiacca llla.

HeB0o3MOXXHOCTh NEPEHOCUTHh Kakue-I1u00 Harpy3ku 0€3 Upe3MEepHON OJBIIIKH,
YTOMIIIEMOCTH, 0OMOpOKa WK Oosel B rpyaHoi kieTke. HeBo3MOKHOCTH mocemaTth
IIKOJTy, 3aBUCHMOCTb OT KpeciIa-KOJSICKH, OTCYTCTBUE 001IEeHUS ¢ Apy3bsiMu. OOMOpOKHU
W/WJIM TIPaBO’KENYA0UKOBasi HeJlocTaTOYHOCTh. [Tmroc — xapakrepucTtrku kiacca lll.
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Tabauua 15. [leguaTpudeckas GpyHKIIMOHATBHAS KiIacCHUpUKAIUS JIJIs IeTel B BO3pacTe

5-16 net [182]

Kuaacce

JeTu ¢ J1eroyHoM runepreH3uen

OTcyTCTBHE CHUMITOMOB, POCT COIJIACHO COOCTBEHHBIM MPOIEHTHIISIM, PETYJISIPHOE
MOCEIEHUE IIKOJbI, (hU3MUecKas aKTUBHOCTh HE OrpaHUYECHA, 3aHSITHS CIIOPTOM C
OJIHOKJIACCHUKAMHU.

He3nauntenbHoe orpaHuyeHue (pU3MUECKOW aKTUBHOCTH, 4Ype3MepHas OJbllIKa U
yTOMIIIEMOCTh TPU HUIpax ¢ oAHOKIaccHUKamu. [locemaemocts mkosnsl — 75%.
OtcraBanue B ¢usndyeckoM pa3zButuu. B mokoe — xomdopt. Ilponomxenue pocra
COTJIACHO COOCTBEHHBIX MPOLEHTHIICH. BoJH B rpyIHOM KIETKE OTCYTCTBYIOT.

Ila

BeipaxxeHHOoe orpaHuueHue (usMueckod akTUBHOCTH. HexenaHue 3aHMMAaThCS
cnoptoM. B mokoe — kom¢opt. Harpyska Huke OOBIYHOI BBI3BIBAET UpE3MEPHOE
yTOMIJIEHHE, OJIBIILIKY, 0OMOPOK WK 6011 B rpyaHoM kieTke. [locemaeMocTh KO —

50%.

I1b

HeBo3M0XHOCTB IOCEaTh KOy, HO XOPOIIasl MOABUKHOCTh B JOMAILIHUX YCIOBHAX
Y TIpH OOIIEHUH C Jpy3bsMH. J{J1s mepeABIKEHMIA BHE ToMa TpeOyeTcs Kpecao-KOsCKa.
3aMeuiIeHHe pocTa. ANneTuT cHukeH. JlomosHutenbHoe nuranue. Harpyska Huxke
OOBIYHOM  (OI€BaHWE) BBHI3BIBACT YPE3MEPHOE YTOMIJIGHHE, OOMOpPOK  W/HIN
peJoOMOPOYHOE COCTOSIHUE WK 0OJM B TpyaHOM KieTke. [Imoc — XapakTepucTuku
kiacca llla.

HeBO3MOXKHOCTh TNEPEHOCUTh Kakue-THOO Harpy3ku Oe3 4Ype3MepHOM OABIIIKH,
YTOMIJIIEMOCTH, OOMOpOKa WK 0oJiei B TpyaHO# KieTke. HeBO3MOXXHOCTH moceniaTh
HIKOJIY, 3aBUCUMOCTb OT Kpecila-KOJISICKH, OTCYTCTBUE O0IEHU € ApYy3bsiMU. OOMOPOKHU
W/WIIH IPaBOKETYI0UKOBasl HeocTaTouHOCTh. [lntoc — xapakrepuctuku kiacca |1,
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