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OXOKT — sxokapauorpadus

IP-peuentoper  — monknacc MeMOpaHHBIX — O€JIKOB,  CBA3BIBAIOIIUXCSA €

MPOCTAaHOUIAMH
HbS — myTanTHas hopma remoriodrHa y O0JIBHBIX CEPIIOBUIHOKICTOYHON aHEMHU el

NT—proBNP — N-tepmuHanbhbiii (parMeHT MO3TOBOTO HATPUUYPETUUECKOTO

nenTuaa
Qp/Qs — cooTHOMIEHNE 00BEMOB JIETOYHOT'O U CHCTEMHOTO KPOBOTOKA

PaOz2— napuuanbHOI HApsKEHUE KUCIOPOJa B apTepUAIbHON KPOBU
Sa02 — HachllLIEHUE apTEPUATBHON KPOBU KUCIOPOAOM
TAPSE — cucronuueckas 3KCKypcus (UOpPO3HOTO KOJbIA TPHUKYCIHAAIHHOTO

kiamaHa (tricuspid annular plane systolic excursion)

TepMHUHBI U onIpeae/ICHUSA

laBjienne 3akJanHuUBaHus JeroyHoi aprepum ([A3JIA) - o510 naBneHwue,
ompejAesieMOe Ha KOHIIE KaTeTepa B MOMEHT OKKJIIO3UM OauIOHOM IHIpH
KaTeTepu3aluuu JErOYHOM apTepuu. B OTCyTCTBHE MNPENATCTBUS MEXKIY JIEBBIM
npeacepaueM W JeBbIM Kelygodkom JI3JIA cuuraercss paBHBIM KOHEYHOMY
JIMACTOJINYECKOMY JIaBJICHHIO B JIEBOM Xkenmyaouke [1, 2].

JAunacrosmyeckuii TpaHcnyJabMoHadbHbIH rpaaueHTt (AIII") — 3710 pacuyérHbIi
II0Ka3aTellb, ONMPENEIAEMbI KAaK pasHUIA MEXIY AUACTOJMYECKUM JIaBIICHUEM B
nerounoi aprepuu u JI3JIA [2, 3].

Jlerounas TUIEePTEeH3Us (JIT) — 3TO COCTOSIHUE, npu KOTOPOM
BBISIBIIICTCS JIOKAIBbHOE MU AU((Yy3HOE MOBBIIICHUE NAaBICHUSI B CHCTEME Majoro
KpyTra KpoBOOOpaIIeHHsI BbIIIE OPOTOBBIX 3HaUeHM [1].

JlerouHasi apTepuaJbHasi THIEPTEH3Hs — DTO MPEKAMMIUIIpHAs popma JTErOUHOM
TUTIEPTCH3UH, TPHU OTCYTCTBUM 3a00JI€BaHUMN JETKUX, TPOMOOAIMOOINHU B CUCTEMY
nérounoit aptepumn (TDJIA), npyrux penxux Oose3Heil (rpymma 5) B KadecTBe
BO3MO’KHBIX IPUYMH MOBBIIICHUS TaBJICHUS B JIErO4HOMN aprepud [1].

JlerouHasi THIEPTEH3Hs BEHO3HAsl — JTO MOCTKANMWUIsIpHAs (opMa JTEeroYHoOu
runepTensuu [1].

Nunexce jgeroynoro cocyauctoro comporuBieHuss (WJICC) — 3TO pacyeTHbIN
1oKa3arteib, onpeaeisieMbrii mo popmyie: nJICC= (cpIJIA — I3JIA) / CU MKK [2,
3 .4].



Crpatudukanuss  pucKa —  ITO OLECHKA  KJIIOYEBBIX  NApaMETPOB  IpH
MIPOTHO3UPOBAHUHU PA3BUTHS MIPOLIECCA, HCXOS U3 €r0 MPOLLIOKH UCTOPUH, C LEIIbIO
NPUHATHS HAULYYULE20 U3 BO3MOJICHbIX peulerus JUIsl ONITUMU3ALUNA [1apaMeTpOB U
BIIUSIHUS HA TIPOTHO3 3a00seBanus [5].

Onenka pucka JII' — 3T0 BEpOSATHOCTH TOTO, UTO B ONIPEACIICHHBIN IIEPUOJ] BPEMEHHU
IPOU30MICT HEOIaronpusITHBINA ucxon [5-7].

IIkana pucka JII' — 3T0 nporHo3upyeMslii pUCK JIETAIBHOTO UCX0JAa B TeueHue |

roja, onpeaesasieMblid Kak HU3KWUM, CPETHUI UM BBICOKUH [6, 7].

1. Kparkast ungopMmauus mno 3a001eBaHUIO
UM COCTOSTHUIO (rPyNIbl 3200/1eBAHUN UJIH
COCTOSITHHUH)

1.1 Onpeaenenune 3a00/1eBaHUs UJIH
COCTOSIHUSA (rpynnbl 3a00/1eBAHUN UJIH
COCTOSITHHUH)

Jlerounass runepren3us (JII') y aereii — 3TO XpOHHMYECKOE MPOTPECCUPYIOLIEE
3aboJieBaHre, XapakTepusyromieecss npodu(epaTUBHBIMU U3MEHEHUSAMH JIETOYHBIX
COCYZOB,  IIOBBILIEHHEM  JIETOYHOI'O  COCYAUCTOrO  CONPOTHUBICHHUS U
MIPUCOEANHEHUEM IIPABOKEITYJOUKOBOW HEJOCTATOYHOCTH.

3a mocaeIHue ABA JECATUIIETUS MPOU30LIJIO CYIIECTBEHHOE CHUKEHUE CMEPTHOCTH,
accoruupoBanuoi ¢ JIT' y geteit u B3pocibix, 00yCIOBICHHOE HAKOTJICHUEM 3HAHUN
00 ATHUOJIOTUM, BEPOSITHBIX MyTAX NATOreHe3a M MnaTou3MOJIOrHU 3a00JieBaHUs,
0oJiee TOUHOM UM CBOEBPEMEHHOM NHMAarHOCTHKE, Jy4lleld CTpaTU(UKALMU pUCKA U
paHHeMy Hayaly KOMOWHHpOBaHHOW (apmakorepanuu [6-9]. Omnako 5-meTHsSA
BBDKMBAEMOCTh 0€3 TpaHCIJIAaHTALMKM CPEU JEeTeH U B3POCHBIX C UANOMATHYECKOM
u HacyeacTBeHHOU JIAT, y OOJBbHBIX ¢ CHHAPOM DW3EHMEHTepa U MePCUCTUPYIOICH
JIAT' mocnie KOppEeKIMHU BPOKICHHOTO IMOPOKA CEpJilla OCTAETCS HHU3KOW M HE
npesbimaet 80% [10-12]. HecMoTpst Ha TO, YTO B HACTOSAIIEE BPEMSI OTCYTCTBYIOT
panukanbHble MeToabl JeueHus JIAI, u 3a0oneBaHue OcCTaeTCsd HEU3JICUUMBIM,
OCHOBHOM 1I€JIbI0 KaK OOIIENpPU3HAHHBIX, TaK M IKCIEPUMEHTAIbHBIX BapUAHTOB
JIeYEHUsl SIBIIIETCS CHEpKUBAHUE MPOTPECCUpPOBAHUsS 3a00JI€BaHUSI U OOJIEryeHue
CUMIITOMOB, CHUKEHHE CMEPTHOCTH M YJIYUIlIEHUE Ka4ye€CTBA )KU3HU MAIMEHTOB.

JII' — maTOreHeTUYECKH CIOXKHOE, MYJIbTH(AKTOPHATHLHOE COCTOSIHUE, B KaueCTBE

ONpENENICHUsT MMEEeT reMoauHamuyeckue kpurepun. B 2018 r. Bcemupnsiil



cumnosuyMm 1o JII' mogudpunuposan kpurepuu JII' y nereit u B3pocisix [1, 6-8].
Hcxons u3 ananusza TedeHus 00JIE3HU U KIIMHUYECKUX HCXOJI0B HECKOIbKUX COTEH
NAlMEHTOB, BKJIIOUEHHBIX B HECKOJbKO HAIIMOHAJIBHBIX M MEXIYHAPOIHbBIX
peructpoB JII', HMXKHSI TpaHULIa HOPMBI CPEIHErO JIaBJIEHUS B JIETOYHON apTepuu
(CplJTIA) Obina cumxena ¢ 24 go 20 mm pt. ctr.[1, 6-8, 13]. YcraHoBiaeHo, 4TO
3Hauenust CplJIA ot 20 10 24 MM PT. CT. SIBIAIOTCS HE3aBUCUMBIMH IIPEAUKTOPAMH
VXYAIIEHUS BBDKMBAeMOCTH y B3pociabix Jjun ¢ JII' [14-18]. Ilostomy
KPUTEPUEM JIETOYHOM  TUIEPTEH3UU  SBIISIETCA COCTOSIHUE, IPU  KOTOPOM
BeIsIBIICHO moBbIieHUEe CpJIJIA Gonee 20 MM pT. CT., OmpeaelieHHOE METOJIOM
KaTeTepu3aluu cepala y JAeTe crapiie 3 MEcseB B COCTOSSHUU IOKOS IpHU
NPOBEICHUH OLIEHKU Ha ypoBHE Mops [8, 13].

IIpexkanu/uisipHasi  JIerOYHAasi  TUIEPTEH3UA Y leTed — OTO  COCTOsIHME,
COOTBETCTBYIOIIIEE TPEM OCHOBHBIM M OJHOMY JOTOJHHUTEIBHOMY KPHUTEPHUSIM,
OIpeeaseMbIM NIPU KaTeTepusauu cepaua [6, 8, 13]:

1. Cpennee naBneHue B JIETOYHOUM apTepuu coctasisieT > 20 MM pT. CT.
2. JlaBneHue 3aKJIMHUBAHUS JIETOYHOW apTepuu < 15 MM pT. CT.

3. MHAeKc JeroyHoro coCyAUCTOro CONPOTHBIEHUS > 3 ex. Byma x m°
4. JlmnacTOnMyecKuid TPaHCIYyJIbMOHAJIBHBIM TpagueHT > 7 MM PpT. CT. -—

JOTIOJHUTENBHBIA KPUTEPUH.

N3osmmpoBaHHAasl NOCTKANWLISIPHASI JIErOYHAsi THIEPTEeH3us y aereid [6, 8,
13] - cocrosiHue, Ipu KOTOPOM

1. Cpennee naBieHue B JIETOYHOUM apTepuu cocTasisier > 20 MM pT. CT.
2. JlaBrneHue 3aKJIMHUBAHUS JIETOYHOU apTepuu > 15 MM pT. CT.

2
3. MHpaexc 1eroyHoro cocyaucToro conpoTusieHus < 3 ex. Byaa x m
4. JlmacTonuyeckuid TPaHCIYJIbMOHAIbHBIA TpagueHT <7 MM PpT. CT. -—

JOTOJHUTENBHBIA KPUTEPUH.

KoMOuHUpoBaHHAsI Mpe- W NMOCTKANWLISIPHASI JieroYyHasi runepren3us [6, 8,
13] — cocrosiHue, Ipu KOTOPOM

1. Cpennee naBiieHHE B JIETOYHOM apTepuu cocTaBisieT > 20 MM pT. CT.
2. JlaBieHue 3aKJIMHUBAHUS JIETOYHOU apTepuu > 15 MM pT. CT.

3. MHaeKc JeroyHoro CoCyaucToro CONMpOTUBIICHUS > 3 en. Bynma x M’



4. JlnacTOonuM4yecKui TpaHCIYyJIbMOHAJIbHBIM TrpagueHT > 7 MM pT. CT. -—

JOTOJIHUTENbHBIN KPUTEPUU.

Nauonaruyeckas JIeroyHasi aprepuajbHas THIePTEeH3 U
— 310 npekanuwuisipHas ¢Gopma JII' B OTCYyTCTBUM TEHETHYECKUX, XPOMOCOMHBIX
aHOMAJIMU I U3BECTHBIX TPUTTEPHBIX (PAKTOPOB, ACCOLIMUPYIOUIUXCS C Pa3BUTHEM
JIAT [9].

HacseacrBennas JIeroyHasi aprepuajJbHas rUIePTEeH3 U
(HJIAT) — 510 npekanusipHas Gopma JII' npu Hanuuuu y 001bHOTO ABYX U Oosee
YJIEHOB CEMbU C MOATBEPKACHHBIM auarHo3oM JIAI uiu BhIsiBIEHUH y OOJBHOTO
FEHETUYECKOW MYTAallMU, UM XPOMOCOMHOM aHOMallnH, accouuupyromencs ¢ JIAT
[9].

AccollMHpPOBAHHAs  JieroYHasi apTepuajbHasi runeprensus (aJIAI) —
9TO npekanuwuisipHas ¢opma JII', mpu KOTOpOH YCTaHOBJIEHAa B3aHUMOCBS3bL C

YCTAHOBJICHHBIM IMYCKOBBIM WJIM TPUTTEPHBIM (HAaKTOPOM, aACCOLMHUPYIOIIUMCS

o

passutus JIAT.

IlenmaTrpuyeckasi TrUIEPTEH3HOHHAsE  cocyaucTas  00Jie3Hb  JIETKHUX —
9TO 3a00JI€BaHNE, TPOSBILIIONICECS HAPYIICHUEM CTPYKTYPbl M POCTa JIETOYHBIX
COCYZIOB, CONPOBOXK/IAIOIIECECS MNPOTPECCUPYIOMIMM TMOBBIIICHUEM JETOYHOTO
COCYJUCTOTrO conpotusienus [8, 12, 13].

I'mmepren3sunonnass cocyaucras 00Je3Hb JIETKHUX NPU OUBEHTPHUKYJISAPHOMN
remoaunamuke [8, 12, 13]:

1. TloBbllIeHUHU CpEHETO AABJIECHUS B JIETOYHOM apTepuu > 20 MM PT. CT.

2. VHjexc NeroyHoro cocyaucToro COnpoTUBiIeHus > 3 ex. Byma x M
I[Ipekanuiansipaas jgerounasi runeprensus npu BIIC ¢ yHMBeHTpUKYJIAPHOU
remoaunamukoii [8, 12, 13]:

1. Cpennee naBieHue B JIETOYHOM apTepuu > 15 MM pT. CT.

2
2. VHpexc 1ero4Horo coCcyIucToro conpotusieHus > 3 ea. Byna x m
3. Cpennuii TpaHCIYJIBMOHAIBHBIN TPAAUCHT > 6 MM PT. CT. (OMpEAeISIEMbId Kak

pasuuna cpennero JJIA u naBnenus 3aknuHuBanus JIA).

IMocTkanuiisipHas erounasi runeprensus npu BIIC ¢ yHMBeHTpHUKYJIAPHOU
remoauHamukoii [8, 12, 13]:
1. Cpennee naBieHue B JISTOYHOU apTepuu > 15 MM pT. CT.

2. VHaekc 1eroyHoro cCocyIucToro conpoTuienus <3 exa. Byna x M

3. Cpennuii TpaHCIYJIbMOHAIBHBIN IPAIUCHT < 6 MM PT. CT.



Cunapom DiizenmeHrepa — HeoOpatumas (opma JIAI' mpu Oonplux UHTpa- U
KCTpakapauanbHbIx aedexkrax ¢ cootHomenuemM Cp/lJIA > cpenmnemy CA/,
COTIPOBO’KIACTCS PEBEPCHUBHBIM WJIN ABYHAIPABICHHBIM COPOCOM Ha YPOBHE IIIYHTA,
IMAHO30M, BTOPHUYHOW KOMIICHCATOPHOM TMOJHMUUTEMHUEH, TUIOKCEMUEN U
HapylIeHUAMHU (QYHKIMN MEYeHHU, TOYEK U JP. OPraHoB u cucteM [19].

JlerouHo-runepTeH3NOHHbII KPH3 — PE3KOE MOBBIIICHUE TaBJIEHUS U COCYIUCTOTO
COTNIPOTHUBIIEHUS JETKUX Y 007bHBIX ¢ JII' ¢ BBICOKMM PHCKOM KapJIHOBACKYJISIPHOTO

KoJutanca u cmeptu [20].

1.2 ITHoJ0THA U TAaTOreHe3 3200/ 1eBAHUS
WM COCTOSTHUA (rpynnbl 3200J1eBaAaHUNA MU
COCTOSITHHUH)

Jlerounass rumnepTreH3uss — TpyNna TOKEIbIX KIMHUYECKUX COCTOSHHUI U
3a0oneBaHul, OOBEAMHSEMBIX OOLIUM MPU3HAKOM: HAJIUYHUEM OOCTPYKTHUBHOIO
PEMOJEIMPOBAaHMS JIETOYHOTO COCYOUCTOrO pycila, B OCHOBE KOTOPOro —
MOP(OIOTUUECKOE U CTPYKTYPHOE MOBPEKICHUE JIETOUYHBIX COCYJIOB, IIP UBOIAIIIEE
K MOBBILIEHUIO JIETOYHOTO COCYAUCTOTO COIIPOTUBIICHUS, U 3aMEJIEHUIO Iepdy3HHu.
VBenuueHue MOCTHArpy3ku M M30BITOYHOE HAIpsIKEHUE MHUOKapAa NPUBOIAT K
HApPYIICHUIO OMODHEPreTUKU KapAMOMHUOIIMTOB, 3alyCKas LEJbId  KacKaj
HEUPOTOPMOHANBHBIX,  OMOXMMHYECKHUX U  HMMMYHOJOTHYECKHUX  PEAKIUM
peMoIeTupOBaHUS paBoro KeTya04uKa C NOCHEAY UM
NPUCOCTNHEHUEM MPABOKEITYIOUKOBOM, a B Pa3BEpPHYTOM CTaIuM — TSHKEIOU
OMBEHTPUKYJSIpHON Hemoctatrounoctu [8, 9, 21, 22]. CHmwkeHue IEro4HOU
nepdy3un MPUBOIUT K YXYAIICHUIO MPOILIECCOB OKCUTECHAIMU, W, KaK CJIEIACTBHE,
TUNOKCEMUU. 3aMEIJICHHBIM BEHO3HBIM BO3BPAT B COUETAHUU C HaAPYLICHUAMHU
penakcallul MHOKapa JIEBOTO XKelyJoyka H3-3a €ro HU30bITOUYHOTO CHABJICHUS
MpaBbIM COMPOBOXKAAETCA YMEHBIICHHEM CHCTEMHOTO CEPACYHOTO BBIOpOca u
3amyCKaeT KacKaJl MyJbTHCUCTEMHBIX MATOJOTHYECKUX PEAKIN, XapaKTEPHBIX IS
XpPOHUYECKOW  Tumomnepdy3uu 1o  OoJBIIOMY  KPyTry  KpoBooOpaiieHus.
[Iporpeccupytoniass npaBOXKEIyI0YKOBass HEAOCTATOYHOCTh B COYETAHUU C
XPOHUYECKOW THUIOKCEMHUEH U CHHAPOMOM MAaJloTO CEpJIeYHOro BbIOpoca
oOycnaBiuBaeT KIWUHUYECKYI0 CHMIOTOMATUKY W  MOXET OBITh MPUYUHOU
npexaeBpeMeHHON rubenu 6onbHOTO [9].

B otnuuune ot B3pocibix OOJNbHBIX, Y AeTel 3a00JIeBaHUE UMEET MaTOT€HETHYECKUE,
reMOJMHAMHYECKHE M  KJIMHUYECKHE OCOOCHHOCTH, B OCHOBE KOTOPBIX

dbyHnamMeHTalbHblE OTJIMYMS PACTyIIeTo M Yyxke Cc(HOPMHUPOBAHHOTO OpraHH3Ma.



JlerouHslif aHTMOTEHE3 U OPraHOTE€HE3 HAXOSITCSA B CTPOroi B3auMocBs3u. JItoObie
HapylieHus (HOpMUpPOBAHUS, pPOCTAa W PA3BUTUA JIETOYHOW TKAHU MOTYT
COMPOBOXKAATHCS HApyHIEHUEM (POPMUPOBAHUS JIETOYHOM COCYIHUCTOM CTEHKHU.
Taxxe wu3MEHEHHS CTPYKTypbl U (QYHKIMH JETOYHBIX COCYJIOB HEHU3MEHHO
COIIPOBOKJIAIOTCS MEPUBACKYJISIPHBIMUA HApyLIEHHUSIMH CTPYKTYPbI aJlbBEOJISIPHOM

TKaHu [22].

JIT' y neTeit Hepa3pbIBHO CBsI3aHA C MPOOJIEMaMK POCTA U PA3BUTHS JICTKUX, BKITFOYAsI
MHOTOYHUCJICHHBIC PEHATAJIbHBIC U PaHHUE TIOCTHATaNbHBIC (hakTOphl. PazButue JII
y HOBOPOXJCHHBIX M MJIAJCHIICB TICPBBIX MECAIECB J>KHU3HM YacTO CBSI3aHO C
HapylieHHeM  (QYHKIMOHAJIBHOH W  CTPYKTYPHOW  aJamnTaldd  JIETOYHOTO
KpOBOOOpAIIEHUs BO BpeMs Iepexoja OT BHYTPHYTPOOHOH KU3HHU K KU3HU TOCIIE
poxaeHus. Bpemsi pa3BUTHA TOBPEKICHHS JIETOYHBIX COCYJOB  SIBISICTCS
KPUTHYCCKHM dakTopoMm, OTIPEIETSIOIUM MOCJICYIOTIY O peaKInio
Pa3BUBAIOIIETOCS JIETKOr0 Ha TaKue HeOJarompHUsATHBIC CTHUMYJIBI KaK THIIEPOKCHS,
TUIIOKCHS, 00BEMHAS TIeperpy3ka U reMOJJMHaMUYECKUI CTpecc, BOCTIATUTEIBHOE U
ayTOMMMYHHOE TOBPEXKJICHHE KaK B Ipe-, TaK M MOCTHATAJIbHBIN Tepuoa. Takum
oOpazom, misg (GOPMHUPOBAHHMS HOPMAJIBHOM CTPYKTYPhI JICTKHX, IOJJICPIKAHHS
JOJKHOTO ypOBHSI OOMEHa BEIIECTB M Ta3000MeHa, 00ecTHedeHHs] CIOCOOHOCTH
MEPEHOCUTHh TMOBBIIMICHHBIE (U3UYECKUE Harpy3kw, TpeOyercs aJeKBaTHBIN

aHTUOTEeHE3 I (OPMUPOBAHUS HOPMATIBHOTO JIETOYHOTO COCYAUCTOTO pycia [8].

JII' MOKET BO3HUKATB y JAETEN C PSAOM I'€HETUYECKUX U XPOMOCOMHBIX aHOMAJIUU
(tpucommerr 13, 18, 21, cmagpomamum CHARGE, ITonanma, Amamca—OmnuBepa,
Hypcan, bunca, Kanry, Iu JIxopmxu, Hynan, Gonesnpto o Pexnmnraysena,
accornmarueit VACTERL,  welipo¢pubOpomarozom [  Tuma, ayTOMMMYyHHBIM
MOJIMAHAOKPUHHBIM CUHJIPOMOM, 00JIE3HbIO I'omre, TJIMKOT€HO3aMU,
MUTOXOHJPHUATBHBIMU 3a0oieBanusiMH U 1p.) [9, 20-26]. Cpeaun reHeTHYECKHUX
CUHJPOMOB, accoliuupoBaHHbIX ¢ JII', HanboJiee yacThIM ABasieTCs CUHApOoM JlayHa
(CI). Pacnipoctpanennocts JII' cpenu nererr ¢ CI nocturaetr 25%. Kak mpasuio,
paszsutue JII' mpu CJ/] numeer MHOTO(aKTOPHYIO 3THOJIOTHIO M BKJIIOYAET MOPOKH
pa3BUTHS, TUIOIUIA3UIO JIETKUX, JAuadparMaibHbie TPBDKH, OOCTPYKTHUBHBIC
3a00JieBaHUs JIETKMX, CHHJIPOM HOYHOTO amHo3, MPEApPaACHOIOKEHHOCTh K
SHJOTEINATBHON TUCPYHKIINHU, BPOXKACHHBIE KETyI0UYHO-KUIIEYHbIE 3a00JeBaHUs
U SHJIOKpUHHbIE HapyueHusa. Hanboee yacTeiM myckoBbIM (hakTopoM pazButust JII
npu C/I asnsrores BIIC [26].



1.2.1. I'pynna 1. Jlerounasi aprepuajibHasi rUNePpTEH3US

Jlerounass aprepuanbHas rtuneprensus (JIAI) saBusercs oxaHoit u3  Qopm
(IPEKANMMIUIIPHOW» JIETOYHOM TUNEPTEH3UU M BKIIOYAET M30JIUMPOBAHHBIE (HOPMBI
(uauonaTUyecKyo M HacleacTBeHHY) u JIAI, accouunpoBaHHYIO C CHCTEMHO-
JIETOYHBIMU IIYHTAMHU, CHCTEMHBIMU 3a00JIEBAHUSIMU COEAMHUTENbHOM Tkanu, BUY
uH(eknen, MnopTalbHOM rumnepTeHsuen, mmcrocomozoM, JIAIT ¢  aBHBIMU
NpU3HAKaMUd  BEHOOKKIIO3MOHHOW  OO0Je3HM / TreMaHruomaro3a  JIETOYHBIX

KallWJIAPOB, a TAKXKC IMCPCUCTHUPYIOIIAad JICTO4YHad TUIICPTCH3UA HOBOPOKICHHBIX
[1,6,8,09,27,28].

OcHOBHBIM TIposiBJIeHHEM Bcex TIpynn JIAD ciayXuT JierodyHass BacKyJOIATHS,
KOTOpas COMPOBOXKIAETCS TUIMUYHBIM MAaTOMOP(OIOTUYECKUM MAaTTEPHOM B BHUE
CTOMKOH I1aTOJIOTUYECKOU Ba30KOHCTPUKIUH, KOHLICHTPUYECKOTI'0
pEMOJICIUPOBAHUS, BIUIOTh JO TMOJHOM OOJUTEpalli JIETOYHBIX COCYOB,
dbopmupoBaHreM MIeKCU(OPMHBIX W3MEHEHUU 151 IIPUCOEITMHEHNUEM

NEPUBACKYJISIPHBIX BOCTIAIMTENBHBIX peakuuii [21].

[Taronorudyeckue W3MEHEHUs 3aTparuBalOT IPEUMYLIECTBEHHO JIHCTaJlbHbIE
nerounsie apTepuu (50-200 um B 1uaMeTpe) ¢ BOBJIEUEHHEM BCEX CIIOEB COCYIUCTON
CTEHKH, BKJIIOYas TUMEPIUIA3UI0 HHTUMBI, TUMEPTPO(PHUIO TIANKUX MBIIICUYHBIX
KJIETOK, (¢ubpo3  aaBeHTHIMH ¢  (QopMHpOBaHHMEM  TMEPUBACKYIISIPHBIX
BOCMAJUTEIBHBIX ~ MHOUIBTPATOB U  TPOMOOTHYECKHE  MOBPEXKACHHUS  in
situ, o0pa3oBaHMEM MEXCOCYIUCTBIX AaHACTOMO30B 3aMBIKAIOIIETO U

rJIOMYCHOTO TUIIOB [21].

[TaToreHe3 JIero4yHOM apTEPUATBHOM THUNEPTEH3UHM BKJIIOYAET LEJIbIA KacKa
B3aMMOCBSI3aHHBIX MEKMOJICKYJISAPHBIX M KIETOYHBIX MEXAHW3MOB, HMMEIOIINN

00111e C OHKOTEHE30M MPU3HAKHU:

1. BpoxxneHHoe Uiy NPpUOOPETEHHOE MOBPEKIACHNUE YHAOTEIINS JIETOUYHBIX COCYIOB,
COMIPOBOXKTAaEMOE HapyIIIEHHEM (PYHKIIMH PETYJISIIMNA COCYIUCTOTO TOHYCA B BUJIE
HapyuieHus OallaHca MEXJy BbIPaOOTKOW Ba3OJMIATHUPYIOIMIUX (OKCHUI a3oTa,
BA30MHTECTUHAIBHBIA MENTU/, MPOCTALUKINH) U Ba30KOHCTPKTUBHBIX BEIIECTB
(dagotenuH-1, cepoToHWH, TpoMOOkKcaH A2) ¢ pa3BUTHEM CTOWKOM

MATOJIOTUYECKOM BazokoHCcTpuKIuu [21, 27-33].

2. HapymeHI/Ie YYBCTBUTCIBbHOCTU SHAOTCIINMAJIBHBIX U I'NIAAKOMBINICYHBIX KJICTOK K

amonTo3y IOJ BO3JCHCTBUEM OJHIOICHHBIX (PAKTOPOB pOCTa, HU3OBITOUHOU



MPOJMYKIIMKM aHTHUAIMOINTO3HBIX MPOTEHHOB HapyIIaeT OalaHC MEXAY KIETOYHOU
nponudepanneit u anonto3om. M30erTounas npoaudepanus 3HI0TETUATBHBIX U
[JIaJIKOMBIIIEYHBIX KJIETOK COMPOBOXKIAETCS HApYIIEHUEM HUX HOPMaJbHOM
muddepenumnanuu. TpancauddepeHmanus 3TUX KICTOK B ME3EHXUMHJIbHBIC
KJIETKM B COYETaHWHW ¢ wMurpamuerd ¢GuOpoOIACTOB  AABEHTHIIMU  C
MPOHUKHOBEHHUEM B MEJUIO U UHTUMY MEHSIIOT CTPYKTYPY JISTOYHOU COCYAMCTON
cTeHku [29-34].

3. Heoanruorenes ¢ QopMHpOBaHHEM Vvasa Vvasorum, HEOMHTUMAaJIbHON
Malib(popmMaluen ¢ MoJIHON MU YaCTUYHOMN OKKIII03UEel cocya0B MeHee ueM 500—

100 uM u BBIKITIOUECHHE MAJIBIX MPEKAUJUISIHBIX apTepuii [35-36].

4. mmyHHasg Au3peryisiuus O0OECleuMBaeT BOCHAJIUTEIbHOE IOBPEKICHUE
SHJOTENUS C aKTUBAIMEN MPOBOCHAIUTEIbHBIX [IUTOKMHOB, KOTOPBIE YCHJIMBAIOT
aJre3uto TPOMOOIIMTOB U JIEHKOIIMTOB, UX CyOIHAOTEINAIbHOE MPOHUKHOBEHHUE
B CTEHKY COCYJla C pa3BUTHEM BCEX CTAJUi BOCIAJEHUs BIUIOThH 10 00pa3oBaHuUs

¢bubpo3HOH TKaHU U TUM(OUIHBIM HeoreHe3oMm [36-37].

5. Hapymenue QyHKIIMY MOHHBIX KaHAJIOB TJIAJJKOMBIIIEYHBIX KJIETOK C Pa3BUTHEM
HECBOEBPEMEHHOU JAEMOISIPU3AIUN yIaCTBYET B (POPMUPOBAHUH U TOJICPKAHUH

MaTOJIOTUYECKON Ba30KOHCTPUKIIHH [38].

['pynnma JIAI' BxirouaeT H30JUPOBAHHBIC, BKJIIOYAs MIAONATHYECKYID U

HACIIEJICTBEHHYI0, GOPMBI U accorunpoBaHubie Gpopmbl JIAT.

Npuonaruueckas JIAI' (mJIAI') — npexkanumnsapras dopma JII' B oTcyTCcTBHE
W3BECTHBIX WM JOKAa3aHHBIX TPUTTEPHBIX (HAKTOPOB, ACCOLUHUPYIOMIHUXCSI C
pazsutuem JIAT [9].

Nnuonatuueckass JIAD' aBasercss nmpuunmnoir 6osee 50% Bcex ciyuaeB JIADI u
ABJSIETCS TUATHO30M HCKIIIOUEHUsS, TPEOYIOMIEro OOMIMPHOTO TUAarHOCTUYECKOTO
MOMCKA C HWCKJIIOYEHHEM BCEX BO3MOJKHBIX IYCKOBBIX (DAKTOpPOB, COCTOSHUN U
3a00JeBaHUN, KOTOpPbIE MOIJIM Obl OBITh MPUYMHON Pa3BUTUS H/UIU OKA3bIBAThH
CyLIECTBEHHOE BJMsHME Ha TeueHue JIAIL, Bkirodas reHETHYECKHME MyTalUu W

XpoMocoMHbIe anomanuu [1, 8,9, 21, 22, 39].

HacnencrBennas JIeroYHas apTrepuajbHas rHIePTEeH3Uus
(nJIAT) — npekanunnsipHas ¢opma JII' mpu Hanuuuu y OO0JpHOro ABYX U Ooiee

YJICHOB CEMbU C MOATBEPKJICHHBIM AuarHo3oM JIAI unu BbIABIECHHH Y OOJIBHOTO



FEHETUYECKOM MYTallMM WM XPOMOCOMHOM aHOMaiuu, accouuupyromeics ¢ JIAT
[1,8,9, 21, 22, 39].

VY 70% cnyuyaeB cemeitnbix popm u y 40% cnopanuueckux cinydaeB uJIAI y
B3pocibIX 60JbHBIX Uy 50% u 10%, COOTBETCTBEHHO, NEUATPUUECKUX MALMEHTOB
BBIABJISIOTCS MyTanuu B rene BMPR2, konupytomiero penentop tuna Il k nporeuny
KOCTHOTO Mop(oreHesa, OTHOCAIIETOCSd K CEMEHCTBY TpaHCPOPMUPYIOIIETO
dakTopa pocra 6eta (TGF-B) [40, 41]. na ganHOoro BHAAa MyTalui XapakKTepeH
ayTOCOMHO-JIOMUHAHTHBI TN  HaciemoBaHuss ¢ Hm3kod  (10-20%)
MeHETPAHTHOCTHIO TeHa. B HacTosmiee Bpems omucansl 6osee 300 MyTanuii B 3TOM
reHe. B renaepHoO CTpyKType MyTaluii B TaHHOM T'€HE Mpeo0J1a1atoT My>KUYHHBI (710
78%). Ilopaxxennble MyTtanueid B reHe BMPR2, kak mpaBuiio, Monoxe, 1 UMEIOT
0oJiee TsKEN0e KIMHUYECKOe TeueHue u nporuos [40, 41].

BTopoii ocHOBHOW MyTanuein, BoisiBisieMon y 7,7% nereit ¢ nJIAT u 8% nereit ¢
vJIAI', saBmsercs wmyrtamus B TeHe 1BX4, Haubonee xapakmephas O
JIAT, manudectupytoiieit B nerckom Bospacte. ['en TBX4, pacnonoxxennsiii Ha 17
XpOMOCOME SIBJISIETCS WJIEHOM ceMelcTBa TreHOB T-boX, ydyacTBYWOIIMX B
KOJUPOBAHUU (AKTOPOB TPAHCKPUIILIUK, KOTOPBIE UrPAalOT BAXHYIO pOJb B
sMOpHoreHese, OCOOCHHO B Pa3BUTUH W OPraHOTEHE3e JETKUX W HIWKHUX
KoHeuHocTel [42, 43]. Mytanuu TBX4 y nayuenmosg ¢ JIAI' GeHOTUINYECKU MOTYT
NPOSIBIIATHCA aHOMAJIUSAMU CKEJIETa, C pa3BUTUEM OOJIE3HU B IIMPOKOM BO3PACTHOM
Jramna3oHe — OT POXKJACHUA 10 CTapueckoro Bo3pacta. KnmHudeckoe TedeHue, Kak
MPaBWIIO, TSHKENOE, 00YCIOBJICHO MAapEHXUMATO3HBIMH 3a00JICBAHUSIMU JIETKUX U
JeroyHOM runeprensueit [42, 43].

MyTamuu de novo B HECKOJIBKUX T€HaX MOTYT OOBsICHUTH 110 19% meanaTpuueckoii
JIAT u oOycnoBneHbl 0ojiee peIKUMH T€HETUYECKUMHU BapUaHTaMH — B UX YHCIIE
npyrue reHbl  cur"HaidpbHoro nyTtd TGF-B/BMP, renbl HacieacTBEHHOM
remopparudeckoii reneanrudkrazuu (HHT), rensr aktuBuHa A penenropa Il Tuma 1
(ACVRL1) wu »sugornmmaa (ENG), »sykapuoTtmdeckoro QakTopa WHHIIHAINHA
tpancisauun (EIF2AK4), acconmupoBaHHOIO C JICTOYHOW BEHOOKKITIO3MOHHOM
00J1€3HBI0/IETOYHBIM KAMMJIIIPHBIM TeMaHrHoMaTo3oM, kaBeotnH-1 (CAV1), rewsl,
KOJIUPYIOIIUE PELENTOpPbl KaJUEeBBIX KAaHAJIOB TIJIaJKO-MBIIICUHbIX  KJIETOK
(KCNK3, KCNA5), wien moacemeiictBa AT®-cBs3wiBaromux kaccer 8 (ABCCS8)
[40-43].

JIAT', accoumupoBaHHass ¢ TPUEMOM JIEKAPCTBEHHBIX CPeICTB MJIHU
TOKCHYECKMM BO3/1eiicTBHEM

Pazsutue JIAI' MoxeT ObITb CHPOBOLUMPOBAHO NPUEMOM LEIOr0  psija

JICKAPCTBCHHBIX TIIPCIIapaToB HWJIN OBITH BBI3BAHO TOKCHYECKHUM BO3ﬂCﬁCTBHCM,



CIIUCOK KOTOPBhIX TipuBefneH B Tabnune 1 [1]. B oTcyTrcTBHE TreHeTHUYECKOH
npenpacnonoxeHHoctu JIAI, accounnpoBaHHas ¢ JIEKapCTBEHHBIM BO3/IEHCTBUEM,

MOXET OBITh 0OpaTHMa MpU OTMEHE Tpernapara, sSIBUBIIETOCs TpUrrepoM [43, 44].

Tabnuua 1. Cnucok nekapcmeeHHblx npenapamos u MmoKCUHO8, pacnpeoeienHblX 6

sasucumocnu om cneneHu pucka pazeumusl J1€20YUHOL apmepuaﬂbnozl cunepmeH3uu

[1, 6]

OnpepeneHHbIN PUCK BeposATHbIN pUCK
AMUHOpeEKC AnKnnupyroLime cpeacrea
BeHdnyopekc AMdeTaMmnHbI
Kapdpwnnsommnb Besaunsymab
[Ja3aTtnHnb BopTezommnb
HekcheHdbnypammH BocyTnHnb
®eHdnypaMuH KokauH
MeTamdpeTaMUHbI Awnazokcupg
MutommnuymH C MMpOTUBOBMPYCHbIE CpeacTBa NPSMOro AEeNCTB
TOKCHMYHOe pancosoe | C (codocbyBup)
Macno Indigo naturalis (kntanckas Tpasa LnHaan)
NHTepdepoH-a n -
NlebnyHomna
I-TpunTodaH
deHnnnponaHoaMmH
NMoHaTUHNG
PacTBoputenu (TpUxXa0paTUIEH)
TpaBa 3Bepob04 NpoabIpABIEHHOIO

[Ton  tepmuHOM accoyuuposannvie  gopmvr  JIAI'  (aJIAl') noapazyMeBalOT
npekanuuisipayro  gopmy JII' ¢ 1OKa3aHHBIM  TPUTTEPHBIM  (DaKTOpOM,
acconuupyromumcs ¢ pazsutus JIAI u Bkmtouaroniyto [1, 6, 8]:

1. BIIC (mpocTeie mpe- W MOCTTPUKYCMUAANbHBIE JA€PEKTHI C HCXOJHO

apTEPUOBEHO3HBIM COPOCOM);

2. ayTOUMMYyHHbIE 3a0o0jeBaHUsl (CHUCTEMHbIE) 3a00J€BaHUSl COECIUHUTEIbHOU
TKaHU: CHCTEMHAs CKJIEPOJCPMHs, CUCTEMHas KpacHas BOJYaHKA, HEKOTOPHIC

ayTOBOCIAJIUTENIbHbIE CUHIPOMBI — MOHOT€HHas uHTepdepononatus I Tuna;

3. CUHIpPOM MNPUOOPETEHHOTO HMMMYHOJAE(PUUUTA TMPU 3aPAKEHUU BUPYCOM
nMmyHoaedunuTa yenoneka (BUY);

4. MOpTaJIbHYIO TUIEPTEH3UIO;



5. mapasuTapHble 3a00JeBaHus (ILIUCTOCOMO3).

Bce rpymnmnbsl accouuupoBaHHBIX (GOPM CTPOTO PA3IMYAIOTCA MO 3THOJOTHYECKUM
npU3HaKaM, BKJI0Yas (pakTopsl, 3aMyCKalolMe MEXaHU3M Pa3BUTHUS BAaCKyJIOMAaTUH,
HO MaToMOp(OJIOTHUYECKNE TNPHU3HAKK PEMOJCIUPOBAHMS JIETOYHBIX COCYJIOB
UJCHTUYHBl U30JUpOBaHHBIM ¢opmam JIAI, xoTs pasnuuusg B CTENEHU
BBIDQKEHHOCTH  HEKOTOPBIX MAaTTEPHOB BO3MOXHBI [21].  OcoOeHHOCThIO
acCOIIMUPOBAHHBIX (POpM sABISIETCS WX pa3BUTHE Ha (OHE Mpeapacroiararouiero
3a00JI€BaHUs], KIMHUYECKUE MPOSIBICHUS KOTOPOTO «MACKUPYIOT» MPOSBICHUS
accouuupoBanHoi JIAI', koTopasi BCIEACTBUE 3TOr0 AUATHOCTUPYETCS MO3KE, YTO

cHUKaeT 3P (HEKTUBHOCTD JIeUEHUsI OOJIBHBIX U YXYAIIAET UX MIPOTHO3.

JIAT', accomunpoBannas ¢ BIIC

BIIC, reMoguHamMuka KOTOPBIX MOXET OCHOKHUThCS JII', sIBIAIOTCS reTeporeHHon
TPYNIOH, KyJa BXOJIAT U MPOCThIE M30JUPOBAHHBIE N€(PEKThI C apTEPHUOBEHO3HBIM
copocoM, U ciHoXHble, KomOuHUpoBaHHbie BIIC, BpoOXIEHHBIE aHOMAaJHH,
CBSI3aHHBIEC C HAPYILICHUSIMU IyTEW NIPUTOKA U OTTOKA JIEBOT'O JKEIYJIOUYKA, & TAKKe
BpPOXJEHHbIE CTEHO3bI JIerouHbix apTepuil u BIIC ¢ cermentapuoii JII' [19, 39, 45,
46].

B nacrosmee Bpems k JIAT, acconuupoBannoit ¢ BIIC, oTHOCSAT TONBKO MPOCTHIE
nedeKTsl ¢ apTEepPHOBEHO3HBIM COPOCOM Ha YPOBHE MEPErOpoJIOK cepila WM
aprepuaibHOM ypoBHE. Passutue JIAI' B taHHOM IpyIne 3aBUCUT OT PACIIOJIOKEHUS
nedexra (MpeTpuKyCnuaanbHBIA WM MOCTTPUKYCIUIATBHBIA YPOBEHB), pa3mepa,
TUTIA UK UX KOMOMHAIMU. B OCHOBE aHATOMUYECKOTO pa3eNeHUs — CyIIICCTBCHHBIC
pa3nuyusi B TE€MOJMHAMUKE IIOPOKOB C apTEPUOBEHO3HBIM COPOCOM MEXAY
KaMepamu cepAana ¢ HU3KUM WM C BBICOKMM JaBJIEHHEM COOTBETCTBEHHO,
ONPEEIISIONINE TEMIbI Pa3BUTHE JETOYHOM BACKYJIOMATUH M CPOKH JOCTHUIKECHUS
HeoOpatuMon crtamgmu 3aboneBanus [19, 39, 45, 46]. Hanuune wucxomgHo
apTEepUOBEHO3HOTO IIyHTa 00ECIEYNBAET JOTOJHUTEIBHBIN 00BEM, MOCTYAIOIIN i
B IpaBble KaMepbl cepilla U, COOTBETCTBEHHO, yBelWuyuMBaeT 00bEM BbIOpOCa B
JIETOYHYIO apTeputo. lumepBonemus wmajnoro kpyra kpoooOpamenusi (MKK)
ABJSETCS IYCKOBBIM (DAaKTOpOM, 3amMyCKaroIIUM MPOIECC KOHI[EHTPUUECKOTO
pEMOAEIMPOBAHUE JIETOYHBIX apTEPUi U apTeprol. CyKeHne MPOCBETA U CHUKEHUE
MOJATIIMBOCTH JIETOYHOTO COCYJIHUCTOTO PyCila YBEJIUYMBAET JIETOYHOE COCYAUCTOE

conporuBnenue (JICC) u mocTHarpy3ky Ha mpaBbiii kenyaouek [19, 39, 45, 46].



Ilpempuxycnudanvrvle degpekmul ¢ ApTEPUOBEHO3HBIM COPOCOM MEXIYy KaMepamu
UM COCyJaMHM C HU3KUM TPAJUECHTOM JABIICHUS MPUBOMAST JUIIb K O0BEMHOU
neperpyske MKK 6e3 HemensieHHOro Wi cpeJHeCPOUHOIO MOBBIIICHUS! 1aBJICHUS B
aeroyHoit aprepun [45-47]. K HUM OTHOCAT YacCTUYHBIA AHOMAJILHBIH JPEHAK
nerounbix BeH ¢ JAMIIII unu Ge3 Hero, TOTadbHBIM aHOMAIbHBIN JPEHAXK JTETOYHBIX
BeH c¢ JMIIII, Bce Buaer JMIIIL. B  orcyrcTBUE  TI€HETHUYECKOU
npeapacnoiokeHHocTu pa3Butue JIAIT MoxeTr HauaTthes mociie 3-4 necsTuiIeTus
xu3Hu. Cungpom Oilzenmenrepa (CD) BcTpewaercs TOJBKO y 2% B3pOCIBIX
nanmueHnToB [19]. [lpm BeigBaenuun JIAIT B 1meTckom Bo3pacte HEOOXOIUMO
UCKJIIOYUTD JIPyTHE MMYyCKOBbIE (DAKTOPHI U HACJIEICTBEHHBIN XapaKkTep 3a001eBaHUS.
['emoaMHAMUKA TIPU NOCMMPUKYCNUOAIbHLIX — OeheKkmax UMEET CYIECTBEHHOE
OTJINYWE OT MPETPUKYCIHUAAIBHBIX, IOCKOJIbKY HAIMYNE apTEPHUOBEHO3HOTO cOpoca
Ha YPOBHE JKEJIYJOUYKOB SBJSETCS MPUUYUHON HE TOJIBKO YBEIMYEHUS CEPJECUYHOIO
BeiOpoca ¢ runepmonemueii MKK, HO u BBI3BIBaeT meperpy3ky 3HAUYUTEIbHBIM
IpaJIMEHTOM J1aBJIEHUEM, BO3HHUKAIOIIUM MEXIy KaMepaMH UM COCyJaMH C
BBICOKMM M HHU3KUM JaBJICHHEM COOTBETCTBEHHO [45-47]. DTa rpymma BKIOYAET
JAMKTI, oTKpBITHINA apTepHUanbHbIN MPOTOK, N€PEKT A0OPTO-JIETOYHOMN EPErOPOIKH.
B 3aBucumocTtu ot pasmepoB aedexrta JIAI' paszBuBaercs mub0 BHYTpHYTpOOHO,
a100 B MEPBBIE TOJbI )KU3HU.

Pa3zMep noctrpukycnaanbHOro aedexra npuHsATO COOTHOCUTDH C AUAMETPOM A0PTHI.
Ecnu mepBeIil paBeH nuameTpy aopThl uiu Oomee, ero nedexT ompeaensiercs: Kak
«HEPECTPUKTUBHBIN», TO €CTh HE CIIOCOOHBIN OTPAHUYUTH MATOJOTHYECKUN cOpOC
KPOBH M3 JIEBBIX KAMEP CEP/Lia; IPU MEHbIINX, 10 CPABHEHUIO C A0OPTOM pazMepax —

KaK «PECTPUKTUBHBIN» [45-47].

ApTEepHOBEHO3HbIII CcOpPOC Ha MOCTTPUKYCIYJUAJIBHOM YpOBHE C OOJBIINM
IPaJIUEHTOM JIaBJICHUSI YCKOPSIET pa3BUTHE JIETOYHOM BACKYJOMAaTUU C OBICTPBIM
noctuxkenneM yposHs JICC paBaoro unu npesbimatoniero [ICC ¢ popmupoBanuem
JIByHANpaBJI€HHOTO UM MpaBo-JeBoro copoca. CuHIpOM Dii3eHMEHTepa — TKeI0e
ocinoxHenue BIIC ¢ OonpmmM, HCXOAHO apTEPUOBEHO3HBIM  COpOCOM,
COMPOBOXKAAIONIeeCcss MyJIbTUCUCTEMHBIM MOpaXeHUEM, BKJIIOYas LUAHO3 B MOKOE,
YCUJIMBAIOLIUICS TPU HArpy3ke, BTOPUYHYIO K TUIOKCEMHH TMOJULUTEMUIO U
CBA3AHHBIE C HEW HapyLIEHUs KOaryJsAlMH, JETOYHbIE U CUCTEMHBIE TPOMOO3BI,
napajoKcaibHble SMOOJINH, JTETOUYHbIE KPOBOTEUECHHS, OCTE0APTPONATUU U CKOJIHO3,
CUMIITOMBI MOJArpbl ¢ TUIEPYypUKEMUEH, XOJEIUTHAa30M, HapyluleHueM (QyHKIUU
nouek [19, 45, 49-51].



Tsoxects  JIAT-BIIC  onpenensitor 1o  KoMmMOuHaInuu  (akTOpPOB, BKIIOYAS
cootnomenne JJIA x AJl, cootnomenue JICC x [ICC, 06bém cOpoca (Tadi. 2).

Taonuya 2. I'emoounamuueckasn xnaccugpuxayus JIAI' npu BIIC ¢ Odeghexmamu
nepe2opoook cepoya [48]

lemoganHaMmunuyeckasn ANA, % oT o

rpynna JIAI cucrtemHoro A nce/nec, %

1A MeHee 30% Hopma

16 MeHee 30% Hopma

2 30-70% HopMa nnm
HEeCKOJ1bKO
MOBbILLEHO

3A bonee 70% MeHee 60%

36 Bonee 70% Bonee 60%

4 100% wn 6onee 100% wn 6onee

B otnuume ot apyrux rpynn JIAT, JIAT'-BIIC yHukanbHa, MOCKOJIBKY OHA TaKke
UMeeT paHHIOK (¢a3zy, IpU KOTOPOH CpelHee [aBJIEHHE B JIETOUHOW apTepuu
nosslieHo, Ho JICC emie HOpManabHO, OTCYTCTBYIOT MPU3HAKU apTEPUONATUH, U
CBOEBPEMEHHOE 3aKphITHE Je(eKTa MOKET MPEeAOTBPATHTh e pa3BuTue. B cioydae
HaYaJIbHBIX MPOSBICHUN apTEPUOINATUH, IPU HE3HAUYUTEIbHOM noBbimeHnd JICC u
oOpatumoctu JII' cBoeBpeMeHHass W aJeKBaTHas ONEpaTUBHAS KOPPEKIUS
NpEeJOTBPATUT €€ JAajlbHEllllee MPOrpecCUPOBAaHME [0 HEOOpaTUMOHN CTaauw,
HOPMAaJU3YEeT JIErOYHYI0 TEMOAUHAMUKY U MOP(OJIOTHUIO COCYIOB, T. €. IPUBEAET K
n3nedeHnto 3aboneBanus [49-50]. HamportuB, 3akpeiTne gedexkra mocie
HacTymuieHus: HeoOpatumout ¢da3el JIAIT MoxkeT ycKOpUTh NpPOrpecCHpOBaHHE
3a00JIeBaHUs U 3HAUUTENBHO YXYIUWIUTh NMporHo3 [46-49]. B psane ciyuaes JIAT
BBISIBJISICTCS] MPU JIe(PEKTaX, paCcHOJIOKEHUE U pa3Mepbl KOTOPBIX HE MOTYT OBIThH
ocHOoBHOW mnpuuuHoil JIAIL, a sBustoTcs numb (oHOM 3a0o0jieBaHUs, MPOTHO3
kotoporo unentnueH nJIAI'. Pexe JIAI coxpansercs cpaszy nocine koppexunu BIIC
WJIA PEUUIUBUPYET CIYCTS MECSLIBI UJIU TOJIBI OCJIE HEE TP OTCYTCTBUH 3HAYNMBIX
MOCJIEONEPAMOHHBIX HApyLIEHU Te€MOJWHAMHUKH. B CBA3M ¢ 4eMm BBIAEIAIOT 4
rpynmsl JIAT-BIIC, paznuuHbiX o natoGu3nonornyeckuM npu3HaKkaM, IporHo3y u
TakTuke Benenus (tabdu. 3). Kputepuu onepabensHoctu u HeonepadenbHocT BIIC,

ocioxxHeHHbIX JII' Bc€ emi€ ocratorest AMCKyTaOEIbHBIMMU.




Ta6auua 3. Knunuueckas knaccugpuxkayus JIAL, accoyuuposannou ¢ BIIC y oemeti

[45, 46]

1. CuHapOM DN3eHMeHrepa

bonbwune
MCXOAHbIM
AaNbHEeUWUuMm

MHTPa- W 3KCTpakap)}
CUCTEMHO-J1IerO4YHbIM
Nnporpeccupyrowmm
peBepcuen c6poca B ner
ABYHanpaBJ/IeHHbIW; LMWaAHO3, BT
06bIYHO MMEIOTCA NOJIMOPraHHbIe Ha

CONYyTCTBYHOLLNX AedeKTax

2. JIAl, accoumumpoBaHHass c | 2.1. OnepabenbHas

NPENMYLLECTBEHHO CUCTEMHO- | 2.2. HeonepabenbHas

neroyHbiM cbpocom CpeaHune n 6onbwmne pedektbl; JICC He:
NOBbILWEHO; npeobnagaer CUCTEMHO-
LMaHO3a B NMOKOE HEeT

3. NAT npu ManbiX/ | BoipaxeHHoe noBblweHne JICC npu F

KoTopble caMu no cebe He MOryT npwu
KIMHUYECKass KapTUHaA OYeHb CXOXa
3aKpbiTMe AedeKToB NPOTUBOMNOKA3aHo

4. NNAI nocne koppekunmn BI1C

BMC koppuruposaH, Ho JIA[T coxpaHseT
NN peunanmBmpyeT Ccnycrta Mecaubl V

OTCYTCTBUU 3HA4YUNMbIX nocneone
reMoanHaMmKu
JlanHHble O pacnpocTpaHEHHOCTH U3BeCTHbIX MyTauuid 1npu JIAT-BIIC
MPOTUBOPEUYUBBI, TOCKOJBKY B  HECKOJBKMX  HMCCIEIOBAaHUSIX  MYTallWH,

acconnmupoBanubie ¢ JIAI, He ObuIM OOHApy’>KE€HBI, B TO BpEeMs Kak Jpyrue
uccrnenoBatenu uaeHtTuduuuposanu mytanuu BMPR2 y mammentoB ¢ JIAT-BIIC
[11, 14]. Heckonbko BapuaHTOB MyTauuii rene SOXI7 onucaner y oemeti ¢ JIAT -
BIIC [39-41, 52].

JIAT', accouuupoBaHHAas ¢ MOPTAJLHON TUNepTEeH3HEeH

JIAT', accommupoBaHHasi ¢ MOPTAJbHON THUNEPTEH3UEH WU MOPTOMYJIbMOHAIbHAS
runiepren3us (III1II°) sBaseTcs TKENBIM, >XKU3HEYTPOKAIOIIUM OCIOXKHEHUEM
[53-55].
Cornacno onpenenennto BO3 kpurepuem IIIII sBnsiercs oqHOBpEMEHHOE HAIMYHUE
JAT' n

COMPOBOXKAAIOIIHNCCA

NOPTadbHOM THUNEPTEH3UU W/UIM TOPTOKABAIBHOIO LIYHTUPOBAHUS

MOPTAbHON  THINEPTCH3WH. XPOHHYCCKUE 3a00JICBAaHUS IICUCHHU,

IIOBBINICHUEM BHYTPHUIICYCHOYHOTO COCyaucCTOro

COINMPOTUBJICHUS, IPUBOIAAT K YBCIIMUYCHUIO TABJICHUS B HOpTaHBHOﬁ CUCTEMEC H
IMOCTCIICHHOMY q)OpMI/IpOBaHI/II-O BHYTpHU- HWJIM BHCICUCHOYHLBIX INOPTO-CHUCTCMHBIX

KOJUIaTCpAJIbHBIX COCYJOB HW  IOYHTOB, OCHOBHBIM HaTO(l)I/IB HOJTOTHYCCKUM



MOCJIEICTBUEM KOTOPBIX ABJSETCA LIYHTUPOBAHUE MTOPTO-ME3CHTEPUAIIBHON KPOBU
B JICTOYHBIM, a 3aTeéM CHUCTEeMHBbIM KpoBOTOK [54]. Knaccuueckum Kputepuem
MOCTAaHOBKU AuarHo3a noptonyiabMmoHaidbHoW JIADT (IIIII) siBisiercst coueTtanue
MPU3HAKOB MOPTAIBLHON TUNEPTEH3UU 151 N PEKANUIIIIPHON Jr
[53]. [Tatomopdoorus aerodHsix cocyaoB, HaOmogaemas npu IIIIIN, naeHTryHa
nJIAI'. Bo B3pocnoi nonynsauuu IIIII" pa3BuBaercs y 1,1-6,3% mnanueHToB ¢
NOPTaJIbHON TUIEpTEeH3Hel, B OOJBIIMHCTBE CllydaeB OOYCIOBIECHHON LUPPO30M
NEeYEHHU, XOTs Heuupporuueckue npuunnsl [T, Bkarouas Tpom003 BOPOTHOM BEHBI,
rpaHyjieMaTo3Hylo OoJie3Hb, AayTOMMMYHHbIE 3a00JeBaHUs, JIEKapCTBEHHbIE
peaknuu, nHbeknuu (Takue Kak remaTtuT C) BO3MOXHBI. Y JeTel IMpeolsiamaroT
HELUPPOTUYECKUE IPUUMHBI HAa (POHE BPOXKIEHHON MasIb(hOpMaLlUK COCYA0B IIEUEHU
WIH aHOMAJIMW, TOPOKOB JKETYECBBIBOIAIMIMX TyTel [54-57]. U3 Hux Haumboiee
gactoit ¢opmoit IIIIT" y mereit sBisiercs JIAD, accommupoBaHHas ¢ BPOKICHHBIM
nopTokaBaibHbIM IryHTHpoBaHueMm (JIAT'- BIIKII). KnroueBbim oTnmumem JIAT -
BIIKI, or tunnunou IIIII" sBnsercs Hamuuue BPOKIEHHOIO MOPTOCUCTEMHOTO
HIYHTUPOBAHUS B OTCYTCTBHME NIEPBUYHOTO 3a00JieBaHUs NE€YEHHU, IMPU ITOM
MOKa3aTeNIn JaBJICHUS B MOPTATBHOW CHCTEME MOTYT OBITh HOpMaiabHBIMH [54]. B
OCHOBE 3a00JIEBaHMS — BPOXKJACHHASA COCYIUCTasi aHOMAJIMs MOPTAIbHOU CHUCTEMBI,
NPUBOJAIIAS K (POPMUPOBAHUIO AHATOMHYECKOIO COOOIIEHUS C MATOJOTHYECKUM
YaCTUYHBIM WJIM IIOJIHBIM IIYHTUPOBAHUEM ITOPTO-ME3EHTEPUATIBHON BEHO3HOMU
KPOBH B CHUCTEMY HWIKHEW TMOJOW BEHBI, MUHYSA (HU3NOJIOTUUECCKUM TEUYCHOUYHBIN
KJIIUPEHC, B OTCYTCTBHE MEPBUYHOTO 3a00JieBaHMS TEUYeHH. B CBs3M ¢ 3THM,
kputrepusimu [T nmpennoxeno cuutath He coyeranue JIAI' u mopranpHOU
TUIIEPTEH3UN, a coyeTraHue npexkanwusspHo JIIT w  mopTrocucTeMHOro
IIYHTUPOBAHUS (BPOXKACHHOTO WJIM MPHUOOPETEHHOTO, B T. Y. XUPYPTHUECKOTO0) [54 -
58]. KmrwoueBbiMm mnatoduznonornueckum (akropom BIIKII sBruseTcs apenax
MIOPTO-ME3EHTEPUAIIBHOW BEHO3HOM KPOBH, COAEPXkKAILEH SHIAOTEHHBIE MPOIYKTHI
MeTabo0yM3Ma, Ba30aKTHHBIE TOKCUHBI, allIepreHbl, abcopOrpOBaHHbBIE KETYI0YHO -
KHUIIICYHBIM TPAKTOM, KOTOPBIC, HE MOABEPTasiCh PU3NOJIOTHYECKON NHAKTUBAIIUU U
MeTaboNMM3My B TIEUEHHU, HAMIPSMYIO MOCTYIAIOT ¢ TIpaBblie KaMephbl cep/illa, Jajiee B
JErOYHbId, a 3aTeéM B CHUCTEMHBIH KPOBOTOK, YTO BBI3BIBAECT TSIKEIbIC
MYJIBTUCUCTEMHBIE MaTopu3nonornyeckue peakuuu [54, 58]. Ilo cpaBHeHHIO C
uauonatuueckoit JIAI manuenTsl ¢ [I1I" uMeroT XyAlnyto BEIKUBAEMOCTh. [Iporuos,
KaK TMpaBUjIo0, KpallHe HEONarompusiTHBIN: 3a00JIeBaHUE OTIMYAETCS BBICOKOW U
ObicTpoii JetanbHOCTh [57-60]. Puck cmeptu Oosee yeM B TpU pasa BbIIIE, YEM Y
nanueHToB ¢ WJIAIL [53, 56, 60]. [IsaTuneTHsAs BBIKUBAEMOCTh MHTAKTHBIX B3POCIIBIX

namuenToB ¢ [II1I" coctaBmsier Bcero 14,2% [58]. YV meTeli anuTenbHbIC HAOTIOICHUS



[IIIT", Bkmrouass JIAT-BIIKII orpannyeHsl ONMCAHUAMU HECKOJIBKMX CIy4YaeB, IJI€

3-JIeTHSS JIETATLHOCTh cocTaBmiia 6% [54- 59].

Heckonpko mnoaknaccoB JIAIT cBs3aHbl € BOCHAJUTEIBHBIM W HWMMYHHBIM
noBpexaeHueMm, Bkmouyas JIAI, accomuumpoBaHHyio ¢ 3a00JieBaHUSAMU

COEIMHUTENIbHON TKaH!, ImMcTocoMo3oM, BUY-undeknuei.

JIAT', accoumupoBaHHasi ¢ 3a00JIeBAHUSIMH cOeaAMHHUTeabHOM TkaHu (JIAT -
3CT)

Jlerounasi aprepuanbHasi THIEPTEH3US SBISIETCS TSDHKEIbIM M 4acTo (aTajabHbIM
OCJIO)KHEHUEM pPa3lInuHbIX 3a001eBanuil coenuHutensHor Tkanu (3CT), Takux Kak
CUCTEMHBIM CKJIep03, CMEIIaHHOE 3a00JIeBaHME COCAMHUTEIBbHOW TKAaHU U
cucteMHasi KpacHas BosiyaHka [61]. Ilo cpaBuenuto ¢ uJIAT, JIAT-3CT, umeer
YHUKaJIbHbIE KIMHUYECKHE XapaKTEPUCTUKHU, TaKHE Kak Oojee HeOnaronpusiTHHIN
MPOTHO3, BO3MOKHOE COYETAHHOE MOPAKEHUE apTepHOJ M BEH, BOBJICUYCHHE B
CUCTEMHBII Tpolecc cepAla, Jerkux, MOoYeK, TPOMOOTHUYECKHE OCIIOXKHEHHS,
CBSA3AaHHBIN C BACKyJIUTOM W/WiM TpomMOOduinell U TO3UTHBHBIM OTBET Ha

UMMYyHOCyTpeccuto [61-64].

[Taromopdonoruueckre HCCIEIOBAHUS TMOKA3ald OTIWYUS BACKYJIONATHH TIPU
JIAT-3CT, mo cpaBHeHUIO C JerouyHoil aprepuomnarueit npu wJIAI.Y 75%
nanueHToB ¢ 3CT-JIAT" B tenmom u y 100% O6onpHBIX JIAI' Ha doHE cuCTEeMHOTO
CKJIepO3a, HaOJI01aI0Ch HE TOJBKO OOCTPYKTUBHOE PEMOAECIMPOBAHUE apTEPHUOI,
00yCIIOBICHHOE ayTOMMMYHHBIM  BOCHAJIUTEIBHBIM TOBPEXKICHUEM, HO U
pEMOJICTUPOBAHNE BEHO3HOW CHUCTEMBI JIETKUX, He HalOmomaemoe npu uJIAI [61-

64]. Y yactu 001bHBIX BepUPHUIIMPOBAHBI TPU3HAKHA BEHOOKKIIO3MOHHOM 00JIE3HHU.

N3menenuss muokapaa npu JIAI'-3CT otnuuatorcst ot npyrux BapuaHtoB JIAT
dbopMUpOBaHHEM HE TOJBKO BTOPUYHOTO PEMOJICIUPOBAHUS MHOKapAa MPaBoOro
Kenyaouka B oTBeT Ha moBbilieHHe JICC, HO W pUCKOM pa3BUTHUSL MEPBUYHOIO
NopaXeHUs MUOKap/ia 000UX KEeIyJ10YKOB, OOYCIOBICHHBIM T€UEHUE CHUCTEMHOIO
npoliecca ¢ OTJIOKEHHEM KoJulareHa v nocieayomumu GuOpo3HbIMU U3MEHEHUSIMU
MuoOKapaa [65]. B sTom ciaydae CTpyKTypHbIE HU3MEHEHHUS MHOKap]a JIEBOTO
KETyA0UKa MOTYT OBITh IPUYMHON Pa3BUTHUS JUACTOJINYECKOM, a B TIOCIECAYIOIIEM
CUCTOJIMYECKON JUCPYHKIMU MUOKapAa MU MPUCOCAUHEHUS MOCTKAMUIUISIPHOTO
komnoHeHTa JII' ¢ popmupoBanrneM KOMOMHUPOBAHHOW Mpe- U MOCTKAMUIUISIPHOU
JT.



VY 6onpHBIX ¢ quddy3Hoit hopmoit cuctemHoro ckieposa JII' wacto oOycioBieHa
WHTEPCTUIIMAIIBHBIM TIOPAaXCHUEM JIETKMX, TOrJa KakK y TaIlMeHTOB C €ro

orpannyeHHoit popmoii JII' hopmupyercs BciaeacTBUE MOPaKEHUS COCYIOB JIETKUX

[64].

Y nereid ximHWU4Yeckue nposBiaeHus TsxkEmon JIAIT wacto mpeamecTByrOT
nuarnoctuke 3CT B ciaydasx 0€CCUMOTOMHOIO TEUEHHUS WM MPU MHUHUMAIbHOU
BBIPDQKEHHOCTH KJIMHUKHU. Torma pamarHoctuka 3a0o0jieBaHUS CTPOUTCA HA
OCHOBaHUU J1a0OPATOPHBIX JAHHBIX, 4YTO JeliaeT 0O0s3aTeNbHbIM IPOBEICHHE
ckpununra Ha 3CT npu nepsuuHoM o0caegoBanuu 6osbHOTO € JII'. OTpunarenbHbie
MapKepbl UMMYHOJIOTMYECKOW MaHelu Npu u3oiaupoBaHHbIX (opmax JIAD ne
ucKIovaroT aguarno3 aJlAl', pekomeHnayeTcs peryJsipHas IIOBTOpHas MX OLIEHKA B
JUHAMUKE IS paHHEW [MAarHOCTUKH ayTOMMMYHHBIX 3a00J€BaHU, MOCKOJBKY
MMMYHOCYTIPECCUBHAsI Teparus yJIydlIaeT T€YeHWE OCHOBHOTO 3a00JieBaHUs, a B

coyetanuu ¢ JIAI'-cmenmududeckoit Tepanueli ONTUMHU3UPYET MPOTHO3 OOJBHOTO
[65-67].

JIAT', accouunpoBanHas ¢ mucrocomos3om (II-JIAT)

[[luctocoM03 — 3TO BHAEMHUYECKOE, OCTPOE€ WM XPOHUUYECKOE Mapa3uTapHOE
3a0o0JieBaHME,  BBI3BIBAEMOE  KPOBSHBIMH  COCajblIMKaMud  (TpeMaTo/IaMHu)
poaa Schistosoma, napasumupyouumu 8HYmMpuU cocyoos. lllucrocomos
paclpocTpaHeH B TPOMUYECKUX M CYOTPONMYECKUX pailoHaX, OCOOEHHO B
MOMYJSAIUSIX C HEAOCTATOYHBIM JOCTYNMOM K Oe30macHOW NHUTHEBOW BOJIE U
OTCYTCTBHEM HaJutexaied cauutapuu [68]. LI-JIAT sBisieTcst onacHBIM IS )KU3HU
OCJIOKHEHHUEM XPOHHUYECKOIO TENaTOCENE3EHOYHOIO IIMCTOCOMO3a U SIBISAETCSA
ocHoBHOW mnpuunHOil JIAI' Bo Bcem wmmupe. Ilarorenes II-JIAI' oOyciosien
sMOonm3auen SUIaMU wuUcmocom IETKUX € 3alyCKOM pa3BUTHEM KackKaja
MMMYHOJIJIEPTUYECKHUX peakuuit Ha AHTUT€HBI UL UWUCMOCOM,
CONP0o80M#COaemMblX BBICBOOOKIEHUEM OOJIBIIOT0 KOJHMYECTBA BOCHAIUTEIbHBIX
HUTOKHHOB, 4YTO MPHUBOAUT K 3aIlyCKy KOHLEHTPUYECKOTO PEMOAECIUPOBAHUS
cocynoB. [latomopdonoruueckue HCCIIEOBAHUS MO3BOJIAIOT BBISIBJISITH
1A wucmocom, OKPy>XEHHbIE 30HOW MHQPUIBTPAIMHM UMMYHHBIMH KJIETKAMHU H
703UHOPUIAMHU, U MHUKPOUH(PAPKTHI, KOTOPHIE BIIOCIEACTBUU 3aMEIIAIOTCs
rpanyianusamMu U ¢uodposzom [69-71]. BocnanutensHas Backynonatust npu HI-JIAT
XapaKTEpPU3yeTCAd IUJIEKCOTEHHOM apTEpPUONaTUEd M ITOBBIIICHHOW TJIOTHOCTBHIO
nepuapTepuanbHbIX T-KIETOK U TYUHBIX KJIETOK. [laTomopdonoruueckre npusHaku
ATOM JITOYHOM BacKyJomaTuM UMEIT OoJbmoe cxoactBo ¢ uJIAIL, dTto

CBUIACTCILCTBYCT 00 06H_II/IX IIaTOITCHECTHYCCKNX MCXaHU3MaX, CBA3daHHBIX C



BocnajenneM u curHanbHbIM IyTeM TGF-B [70-71]. Kak Tonpko chopmMupoBanachk
I-JIAT, »>ddexr OoT aHTUreIbMHUHTHON TEpanuu HUBEIUPYETCS; YIAYUILIUTh
CUMITOMBI W MOPOMJIUTh KU3Hb MOryT Toibko JIAIT cmneuuduueckue
npenapatbl. [lpu 3ToM oOTBeT Ha Tepanuio, BKJIKOYasg TIEeMOJUHAMUYECKHUE
nokazarenu, y mnanueHToB c ILI-JIAI' moxer ObIThb Jydille MO CpPaBHEHUIO C
nauueHtamu ¢ uJIAI. Ha d¢one agexkBatHoit Tepanuu 1-, 2- u 3-neTHsA
BbDKMBaeMocTh npu HI-JIAT cocraBusier 95,1%, 95,1% u 85,9%, cOOTBETCTBEHHO
[71-73].

Jlerounasi aprepuajibHasi TUINEPTEH3Us, ACCOUUUPOBAHHAA ¢ HUHPeKUHeH
BUpyca uMMYyHoAepunuTa dyeaoeka (JIAI'-BUY)

I[To ouenke BO3 6onee 34 munnona yenaoBek B Mmupe uadunuposanbl BUY, n3 nux
10% mnamuentsl Mmuamme 15 ner [74]. JIAD sBaseTrcs OJHHUM U3  TSIKEIBIX
ocnoxxkuenut BUY-undexuun. ¥ nereit 3apa’keHre B OCHOBHOM MPOUCXOIUT MyTEM
nepeaayn oT MaTepu K peOeHKyY B Ipe-, Mepu- WM MOCTHATAIBLHOM Tepuoe (uepes
rpyaHoe  moiioko). [latopusunonorus  JIAI-BUY y  nmereit  sBasiercd
MHOTO(AKTOPHOW W MOXKET BKJIIOYaThb B T. 4. TeHeTHueckue (akTopsl. Bupyc
NEUCTBYET Kak TpPUITEp, TMOJJEPKUBAsT XPOHUYECKOE BOCHalieHWe Ha (¢oHe
HW3MEHEHHOT' O MMMYHOJIOTUYECKOTO craryca [75]. I'ucromorunueckue
xapaktepuctuku aprepuonatuu npu JIAI'-BUY nomoOusl mJIAI' u Bxirouaror
KOHIIEHTPUYECKOE PEeMOJIeTMpOBaHue, OOYCIOBJICHHOE THIEPIUIa3ueii MHTUMBI U
MEIUM KaK C «IUJIEKCU(DOPMHBIMU TOpaXEHUsIMU», Tak U 0e3. TpomOoTHUecKue
MOpaXeHUs TaKkKe BO3MOKHBI. [Ipucoenuuenue PEeLUINBUPYIOIINX
0aKTEepUOJOTMYECKUX, TPUOKOBBIX U MAPA3UTAPHBIX MH(OEKLIHMI HAHOCUT BTOPOU
yaap U MOXET CIyXuTb npuuuHoM pa3Butus XOBJI unum vHTEpCTULHATBHOTO

nopaxeHwus Jierkux ¢ npucoeaunrenrem Kk JIAT-BUY u JIT' 3 rpymnmesl [76-79].

AHTUPETPOBUPYCHASI TEpanus HE MOJHOCTHIO CHM)XAET B IOCIEAYIOLIEM PHUCK
pa3BuTus gerouHoi runeprensun y BUY-unpunupoannbix gereit. [lokazano, yto
JlaXke MoJiyvarolne aJekBaTHyto tepanuto BUYU-nnpuunpoBaHHbie 1€TH TOIKHBI HA
NPOTSHKEHUHM BCEUW KU3HU PETYJSIPHO MPOXOAUTh CKpUHUHT Ha JII' U JOmKHBIM
oOpa3om Habmoaathes [77, 80-82].

JIAT ¢ yCTOMYHMBBHIM OTBETOM HA TEPANMIO 0JI0KATOPAMU KAJIbIIHEBbIX KAHAJIOB
(BKK).

[Tatodusmonoruss JIAI, kak MHOro(akTOPHOTO COCTOSIHUS MOKET BKJIIOYATh
MHOECTBO MOJICKYJIAPHBIX M KJIETOYHBIX MEXaHU3MOB. DOpMUPOBAHUE CTOMKOMU
MaTOJIOTUYECKOW Ba30KOHCTPUKIIMU UTPAET B HEH KIIOUYEBYIO poJb. [Ipeobnananue

MMEHHO 3TOrO 3BeHa mnaroreHe3a JIAI' moka3aHO y NamueHTOB, KOTOPBIE MMEIN



MOJIOKUTEIIbHBIM OTBET Ha OCTPBIA TECT Ha BBEJACHUE Ba30JWJIATATOPOB, a B
MOCIIEIYIOIIEM, XOPOIIMH M ycToWuuBbIi oTBeT Ha Tepanuto BKK [83].
JloNrocpouHsblii OTBET ONPENENAETCS KaK KIMHUYECKOE YJydlleHue (JOCTUKEHUE
OK I i [ NYHA) ¢ ycTOMYMBBIM YJIy4YIIEHUEM I'€MOJAMHAMUKY 10 KpallHel Mepe
yepe3 1 rox Tonbko Ha ¢pone Tepanuu BKK [1, 6, 8, 83, 84]. Oqnako 3¢ peKTHBHOCTH
tepanun bBbKK, kak mnpaBmiio, NporpeccCMBHO CHHXKAETCS C BO3pacTOM U B
MOCJIEIYIONIEM MOKET MoTpedoBaThcs Ha3HaueHue creuuduueckoit JIAIT Tepanuu.
HanpoTtuB, manueHTsl ¢ JIUTEIbHBIM U YCTOWUYMBBIM MOJIOKUTEIBHBIM OTBETOM Ha
TEepaNuIo BbKK MoKa3aiau naTo(U3n0IOTHUYECKHE, dbeHoTunuYecKue
XapaKTEpUCTUKHU, XapaKTEPU3YIOIIHUECS 3HAYUTEIbHO JIyYIIMM HPOTHO30M B
otnuunu oT Jpyrux namueHtoB ¢ JIAI. BeokuBaemocts y nerern ¢ nJIAIL,
oTBevaromux Ha Tepanuto BKK coctaBuna 80% [85]. B cBszu ¢ uem B 2018 .
MpeaJI0KEeHO BBeieHue HoBoM noArpynmsl JIAT [1, 6, 8].

BeHOOKK/II03MOHHAsET  00JIe3Hb  JIETKHUX W JIETOYHbIA  KaNWJLJISAPHbIH
reMaHruoMarTo3

Jlerounass BeHookktO3MOHHast Oose3nb (JIBOB) — penkas dopma nerounoi
TUIEPTEH3UH, XapaKTEPU3YIOUIAsACs MNPEUMYIIECTBEHHBIM PEMOJCIUPOBAHUEM
nerodHbrx BeHys [27]. Jlerounsni kammnsipabiid remanruomaro3 (JIKI) — peakoe
cocyiucToe  3a00JieBaHHWE  JIETKHUX,  XapaKTepusylouleecs  aHOMaJIbHbIM
AHTUOTE€HE30M JIETOYHBIX KANMWUISIPOB, UHPUIBTPUPYIOMIUX NEPUOPOHXHUATBHBIMH,
IIEPUBACKYJIAPHBIA HHTEPCTULIMA W JIETOYHYK MNapeHXxuMmy. B CcOBpeMeHHOU
kinaccupukanuu JII' JIBOBb u JIKT' cuntatorcs oOmum sIBIEHUEM U MPEACTaBISIOT
pa3lMyHbIC MPOSIBICHUS OJHOIO M TOTO e 3aboyeBanus [6, 8, 27, 86-87].
I'ucronornueckue mnpuszHaku JIBOB/JIKIT maxonunu y MamueHTOB apTEPUUTOM
Taxkasicy, cuaapoM Kaprarenepa, ckiiepojiepMueid 1 CUCTEMHON KPAaCHOM BOJTYaHKHU
[86-87]. OtkpriTue myTtanuu EIF2AK4 noarteepauno, uro JIBOB u JIKI sBastorcs
JBYMsI KIMHUKO-TIATOJIOTUYECKUMHU MPOSIBICHUSIMU OJTHOTO U TOTO K€ 3a00JIeBaHUs
[88-90]. Bce manmenTsl, Hecyue Onaienbabie MyTanuu B rene EIF2AK4, otHOCsT
Kk HacnenctBeHHou rpymnme JII. Omnwucansl cinyuan pa3sutus JIBOb na ¢one
BBICOKOJIO3HOM  XMMHUOTEpAnuu, OCOOEHHO B  YCIOBUSIX TpaHCIJIAaHTAIUH
reMornodTuYeckux cTBOJIOBBIX KIETOK [91]. Xota JIBOb u JIAI' umeroT cxoxytro
KIMHAYECKYI0 KapTHUHY C MNpPU3HAKaMH TsDKEJNOW mnpekanwuisipHon JII', BaxkHO
pasyMyaTh 3THU ABA COCTOSIHUA, NOCKOJbKY JIBOD nMeeT xynmmii Iporao3 ¢ O4eHb
OrpaHWYEeHHBIM OTBeTOM Ha Tepanuio JIAI' m puckoMm oOTEka JIETKMX B cllydae
JedyeHus BazojmiararopaMu. Bo3MoxkeH TouHbli guarHo3 JIBOb Ha ocHoBe
HEMHBAa3UBHBIX MCCIIEOBAHUI C MCHOJIB30BAHUEM OIIEHKH CaTypaluy KHUCIOPOJa,

BBISIBIIGHUSI HU3KOM IU(PGYy3MOHHONH CHOCOOHOCTH 10 OKHUCH Yrjiepoja H



XapaKTepHBIX NPU3HAKOB HAa KOMMBIOTEPHOU TOMorpaduu rpyaHOU KIETKU C
BBICOKUM pa3pemieHueM. bruorcus JIeTKuX - Hambojee TOYHBIA JUarHOCTHYECKHI
METOJI, OJIHAKO COMpshKeHa ¢ puckoMm ocioxHeHui. KommbrorepHass ToMmorpadus
BBICOKOI'O pa3pelIeHUs] TIPYJHOW KJIETKM - OCHOBHOM METOJ, HEHWHBA3UBHOU
nuarnoctuku [27, 86-90].

IlepcucTupyrouas jJerouHasi runepTeH3Msi HOBOPOKAEHHBIX

[Tepcuctupyromas jerounas runepren3us HopopoxaeHubix (ITJII'H) npeacrasnsier
co00Oi CHUHIPOM, B OCHOBE KOTOPOrO HApPYUIEHHWE HOPMAaJbHON MEPECTPOUKU U
aJanTalury COCYyI0B JIETKMX HOBOPOXKIEHHOIO K MOCTHATAIBHOM kU3HU. COCTOSAHUE
xapakTepusyercs: ycToiuuBbiM noBeiieHueM JICC mpu HOpMaIbHOM WJIM HU3KOM
[1CC [8, 92-96]. ITJIT'H 00ObIMHO TIPOSIBISIETCS BCKOPE MOCJE POXKICHUS, BBHI3bIBAS
TSOKEMYIO  IBIXaTENbHYI0 HEAOCTAaTOYHOCTh M THUIIOKCEMHIO, OOYCJIOBJICHHYIO
HEJIOCTaTOYHON  mepdy3uerd  Jerkux W MEepCUCTUPOBaHUEM  (eTalbHBIX
KOMMYHUKaIMid ¢ BeHoapTepuaibHeiM cOpocoM. HoBopoxknennsie ¢ IIJITH
MOJABEPKEHBl BBICOKOMY PHUCKY TSKEION acPUKCUU U €€ OCIOKHEHUH, BKIIOYAs
HEBPOJIOTUYECKUE TTOBPEKICHHUS, TIOJTUOPTaHHY0 TUCHYHKIIUIO U cMepTh [93-94].
BayTpuyTpo6HO Opranom ra3ooomeHa ciyXuT miareHnTa. Beicokuit yposens JICC
ABJSIETCST 00SI3aTENIBbHBIM YCIOBHEM HOPMAJIBHOTO (DeTanbHOTO KpPOBOOOpaIleHHs,
OH TOJJIEPKUBAETCS] HU3KUM MaplHaibHbIM HanpsikeHueM kuciopoaa (PaOz 30-40
MM pT. CT.), BBICOKUM YPOBHEM IUPKYJUPYIOIIUX Ba30KOHCTPUKTOPOB, BKIIOUAs
YHIOTEINH-1, CEpOTOHNH U META0OJIUTHI TPOCTATIAHANHOB, a TAKKE MEXaHUYECKUM
CHABIICHHEM COCYJ0B HEQYHKIIMOHUpPYIOUIEH mapeHxumon jerkux [97].
Cynpacucremubie noka3arenu JICC oOecrieunBarOT BBICOKHE YPOBHHU JABIICHUS B
npaBbiX Kamepax, mnodtomy 80-90% oO0bémMa cMmemiaHHOW KpOBU IUIOJA,
MOCTYMAOIIe B MpaBble KaMephbl, MOMAJaeT B JEBbIe KaMephl 4yepe3 (eTaabHbIe
KOMMYHUKaIuu, u Toiapko 10-20% — B nerkue. Ilocne poxxaeHust U mpekpaiieHus
NJIALEHTAPHOTO KPOBOOOpAIIEHUs JIETKUE pPacHpaBlSIlOTCS, Hayajao razooOMeHa
MOBBIIIAET HACHIIIEHUE KPOBU KHCIOPOJOM, YBEIWYUBAET JIETOUHYIO Tepdy3uio,
cootBeTcTBeHHO cHIbkaeTcss JICC um pacrer OIIC, ¢eranbHble KOMMYHHKALUU
nepectaroT (QYHKIIMOHUPOBATH. YCIEIIHAS aJanTalus K BHEYTPOOHOW KU3HU
TpeOyeT OBICTPOTO YBEIWYEHHS JIETOYHOTO KPOBOTOKA MPHU POXKIACHUM, YTOOBI
JIETKUE CTaJIM MeCTOM ra3zooOMeHa. JltoOble 3a0ojeBaHUs — OT BPOKICHHBIX
aHOMAJIM pa3BUTHUS JIETKUX JO HX WHPEKIMOHHOTO TOPaXEHUS, a TaKKe
KOMOMHAIMM 3TUX 3a00J€BaHUI MOTYT HapyUWIUTh Mpolecc (U3HOIOTHUECKOM
MepeCcTPOKN reMoIMHaMHUKH y peoeHka [94, 95]. [lokazaHa B3aUMOCBSI3b Pa3BUTHUS
[IJITH c anTeHaTanbHBIMH (PAaKTOpaMH B BUJE MPEIKIAMIICUM, XOPUOAMHUOHHUTA,

IpuEMOM MaTepbIO JIEKapCTBEHHBIX CpencTB (HecTepouIHbIE



MPOTUBOBOCHAIUTEIbHbIE  Mpenaparbl, HMHTUOUTOpPHI  OOpaTHOro  3axBaTa
CEpOTOHMHA) W JAPYTUMH TEPUHATAIBHBIMU COOBITHSIMU, TMPUBOASIIIUMU K
aHOMAaJbHOMY POCTY M (DYHKIIMOHHMPOBAHHIO JIETOYHBIX COCYIOB H, BO3MOXHO,

NOBBIIIAIOIIMME pUcK pa3BuTus JIAT B Oosee mo3aHem Bo3pacte [97-100].

1.2.2. I'pynna 2. JlerouHasi ruiePTeH3Us, ACCOIMUPOBAHHASA C
3a00s1eBaHUAMU JeBbIX Kamep cepaua (JII'-JIK)

3aboJieBaHUs JIEBBIX KaMep Cep/la, COMPOBOXKIAIOUIMECS MOBBIIIEHUEM JABJICHUS
HAIIOJIHEHHS JIEBOTO KEJIyJ04YKa M JIEBOTO IPENCEPAUs, SBISIOTCS CaMOM 4acTOu
NPUYUHON Pa3BUTHS JISTOYHON THUINIEPTEH3UM B OOINEH MOMYJISIIIUUA U BCTPEUYAIOTCS
MIPU MIAPOKOM CIIEKTPE CePACTHO-COCYAUCTHIX 3a0oneBanuii [101-104]. DTtuomorus
JIT'-JIK y nerel oTinM4aercss OT TaKOBOW y B3POCIHBIX, YTO BIMSET HA IPOTHO3 U
BbIOOp MeTona jedeHusd. PasButue JII' sgBisieTcss HE3aBUCUMBIM IPEIUKTOPOM
HEOJIArompusTHOIO MPOTHO3a MpH 3a00JEBAaHUAX JIEBBIX KaMmep cepama, B T. 4.
JICBOXKEITYOYKOBOM HEIOCTaTOYHOCTH 000 »trojorun [105-110]. JlxoObie
BPOXKJEHHbIE U NPUOOPETEHHbIE AHOMAJIMU, COMPOBOXKIAIOIIMECS 3aTPyIHEHUEM
IyTe TMPUTOKA W OTTOKA JIEBOTO JKEIyJO4YKa, YYUTHIBAsA 3aKPBITOCTH
FeMOJIMHAMUYECKON CHUCTEMBI, MPUBOJUT K YBEJIWYCHUIO [ABJICHHUS B JIEBOM
NpeCEPAUN W PETPOTPATHO — B CHCTEME JIETOYHBIX BEH. BpoXaeHHbIE U
NpPUOOPETEHHBIE CTEHO3bl JIETOYHBIX BEH, OOCTPYKIUS IMYyTE€H NPUTOKA JIEBOTO
Kedaynouka OOBEMHBIM 0Opa3oBaHUEM, MUTpPAJIbHBIE W aOpTajbHBIE IOPOKH,
KOApKTalus aopThl, MHUOKapAHalbHAs OUCHYHKIUA JIOOOM ATHOJIOTUM KaK
CHUCTOJIMYECKAsi, TaK M JUACTOJMYECKAas, COMPOBOXKAAIOIIASCS YBEIUYECHHEM
KOHEYHO-UACTOJINYECKOr0 JABJIIEHUS B JIEBOM KEIYyJOYKE C IOCIEIYIOLUM
pETPOrpagHbIM MOBBIIEHUEM JABJIEHUS B JIEBOM MPEACEPAUH U JIETOYHBIX BEHAX
MOTYT  OCJHOXHATbCA  JieroyHoW  runepteHsueit  [105-110]. YBenuuenue
MOCTHArpy3Ku JIEBOTO JKEIYJO4YKa MPU CUCTEMHOW apTepHaibHOW THUIEPTEH3UU
TaKXe€ AacCOIMUpYyeTCd C JIErOYHOM rumneprensuein. B Tabnune 4 oTpakeHsl
OCHOBHbIE TNPUYUHBI PA3BUTHS JIETOYHOM THIEPTEH3UHM, AaCCOLUUHUPYIOLIEHUCS C

00J1€3HsIMU JIEBBIX KaMep cepAla y JeTeil.

Kpureprem NOCTaHOBKM JAMarHo3a MOCTKAWJUIAPHON JIETOYHOW THIIEPTEH3UH
SBJISIETCS TIOBBILLIEHNE JABJIECHUS 3aKJIMHUBAHUS JIETOYHOM apTepuu Oozee 15 Mm pr.

CT. IPU CpPEJIHEM JIaBJICHUHU B JIeTOYHOU apTepun 6omee 20 mMm pT. cT. [1, 6, 8].



Ha pannux cranusx 3a0ojeBaHuUs MOBBIINICHUE JaBJICHUS B CHUCTEME JIETOYHOU
HUPKYJIAIUU, 00yCIOBICHHOE MOBBIIICHUEM TOHYCAa apTepUil U apTEPHOJI JIETKUX,
MOXET ObITb 00paTUMbIM. JlerouHoe COCYJUCTOE COMPOTHUBICHHE OCTAeTCsA
HopManibHbIM. [Ipu mporpeccupoBanuu 3aboneBanusi Ha (OHE BEHO3HOTO 3aCTOSA
3aIyCKAETCsA CTPYKTYpPHOE PEMOJEIUPOBAHUE JIETOYHOTO COCYJIHUCTOTO pycia,
BKJIIOUasi mnponudepanuio HHTUMBI U runeprpoputo meauu. K maccuBHOM
NOCTKAMWJIIIPHOM TPHUCOENUHSIETCS MpeKanwuUIspHas JIerO4YHash TUIepTeH3Us,
dbopmupyst komO6uHUpOoBaHHyI0 hopmy JII'. Iuacronuueckoe gaBiaeHue B JETOYHOM
apTepUu y ATUX MAIMEHTOB MOBBIIMIEHO HEMPOMOPLIHUOHAIBHO JABJICHUIO B JIEBOM
npeJCcepaun C MOBBIIIEHUEM JTUACTOJUYECKOTO TPAHCIYJIbMOHAJIBLHOIO I'PaJUEHTa
(TIIT") Gonee 7 mm pr. cr. u WJICC 6Gomee 3 en. Byma x m’. CTpyKTypHOE
pEMOJEIMPOBAaHUE  COCyQUCTOro pycina Heobparumo [107, 110, 111].
[Ipucoenuuenne MPEeKAMUWIISAPHOTO KOMIIOHEHTA YBEIMYMBAET MOCTHArpy3Ky Ha
NpaBbld  JKENyJAOUYEeK C  TMOCIHEAYIOIIUM  Pa3BUTHEM  IPABOKEIYIOYKOBOU
HEJIOCTaTOYHOCTH, 4TO eunié Oosiee HEOJIAronpuATHO CKa3blBAETCAd Ha IPOTHO3E
3a00JIeBaHUs U SIBJIAETCS HE3aBUCUMbBIM MPEAUKTOPOM JIETATBHOCTH.

Tabnuya 4. Ocnogubie  npuuunbl  pa3zeumus — J1€20YHOU  2UNepmeH3Ul,

accoyuupyrowelcs ¢ 0Doie3HAMU JlesblXx Kamep cepoya y demeti [1, 6, 8, 103, 110,
111]

Moarpynnbil JIM-JiK

AccounmpoBaHHble 3abonesBa

NI BcneactBne XCH €O CHWMXEHHOM
dbpakumen sbibpoca

AvnnataumoHHasa KapamoMuonaTy
MnepTpoduryeckas KapanoMumor
ApuUTMOreHHass KapamoMuonaTu
Xenyaouka

HekoMnakTHbIN MUOKapA
®unbpoanacTos aHaoKapaa
CHUXEeHMe cucTonmyeckon yHKk
npwn BIC

NI BcneactBue XCH ¢ HopMasnbHOWM
dbpakumen sblibpoca

MmnepTpoduryeckas KapanomMmmor
PecTpuKkTMBHaga KapamomMmonaTtu.
HekoMnakTHbIN MUOKapA
BTopnuHaa runeptpodus cucrel
Al n gp.

CUHAPOM rmnonsasnm nNeBoro Xse
KOHCTPUKTUBHbIN NnepukapanTt




Moarpynnsbil JIN-J1K

AccounmpoBaHHble 3abonesBa

KnanaHHble MOpOKU

BpoXkaeHHble U NPpUOBpeTEHHbIE
MUTPaNbHOro, aopTasIbHOro K/
KnanaHa

Apyrne BIMC c¢ obcTtpykumen nyrten
NpUTOKa M OTTOKA JIEBOI0 XeNnyaouka

1. CteHo3 n/vnun rmnonnasmnsa ne
a) U30/IMpPOBaHHbIE

6) accoumnmnpoBaHHble ¢ BJ11

2. O6CTpPYKTUBHbIM aHOMasbHbIN
Y. CTEHO3 KOJIJIEKTOPa J1IErOYHbIX
3. TpéxnpeancepaHoe cepaue

4. KoapKTtauusa, runonsasmnsa uny

NeBoro Xenyaouka
obpasoBaHneM

O6CTpyKuMs NyTen NpuUTOKa M OTTOKA

06BbEMHbIM

Onyxonun, KUCTbl, BEreTauuu, Tf

[Tatomormdeckne U3MEHEHHUS BKJIIOUYAIOT PACIIUPECHHUE JICTOYHBIX BEH, YTOJIICHHE
WX CTEHOK, JMJIATAllMI0 KaMMJUIIPHOTO pyclia, HWHTEPCTUIHAIBHBIA OTEK,
aJbBEOJISIPHBIC TEMOPPATruH, PACIIUPEHUE TUM(PATHISCKUX COCYIOB M YBEIUUCHUE
nuMmdaTtrueckux y3i0B. Ilpu mporpeccupoBaHMM 3a00JICBaHHS Pa3BUBACTCS
yroamenue (pudbpo3) MHTUMBI W TUNEPTPOGUS MEAUU NUCTAIBHBIX JIETOYHBIX
aprepuii. CHI)KEHHE BEHO3HOTO BO3BpaTa JIEBOTO JKEIyJO0YKa MPHUBOAUT K
MPOTPECCUPYIONIEMY  BEHO3HOMY  3aCTOI0, OTEKY JIETKUX, aJIbBEOJSIPHBIM

KPOBOTEUEHHSIM U MOXKET IIPUBECTH K MpexkKAeBpeMeHHON rudenu 6osbHorO [111].

1.2.3. I'pynna 3. JlerouHasi runiepTeH3usi, ACCOMUUPOBAHHAS C
naToJiorue Jerkux u/uiau runoxkcuen (JII'-3JI)

Jlerounasi TUTIEPTEH3US B COYETAHUM C 3a00JI€BAaHUEM JIETKUX /WU TUTIOKCUEH —
Mpe/CcTaBlIsIeT CO0OM CIIOKHYIO, BECbMa TEeTepOreHHyIo0 rpymmy. B olmei
nonynsiuuu  JII' MOXET OCHOXHUTH TeYeHHEe OOJBIIMHCTBA XPOHUYECKHUX
3a00JIeBaHUN  JITKMX, HO 4Yalle BCETO OHAa OCJIOXHSIET XPOHUYECKYIO
OOCTPYKTHUBHYIO 0OJIe3Hb JIETKUX W/UIU dM(DHU3eMy, HHTEPCTUIHAIBHYIO 0O0JIC3Hb
JIETKUX, OOCTPYKTUBHOE allHO? CHA M aJbBEOJISIPHYIO TUIIOBEHTUIISILIMIO B YCIOBUAX
BbICOKOTOphs [6, 8]. ITlamuentsl maHHOW Trpynmnbl OOBIYHO JAEMOHCTPUPYIOT
YMEPEHHYIO CTeleHb TsokecTu JII' co cpelHuM naBiaeHUEM B JIETOYHOW apTEPUU B
nuama3zone ot 25 mo 35 mMm pT. cT. OmHAaKo BO BpeMsi 00OCTPEeHHl OCHOBHOTO



3a0oneBaHus, Npu (U3NUECKOM HArpy3ke M BO BpeMs CHa MOTYT BO3HHMKAThH
TPAH3UTOPHBIC MOBBILIICHUS JABJICHUS B JerouHou aprtepuu. [lpu 3ToM Hanuuue
Ja)Ke YMEPEHHOU J1eroYHo TUIEepTeH3UU MPU XPOHNUECKUX 3a00JI€BAHUIX JETKUX
CBSI3aHO C HEOJArompusATHBIM TPOTHO30M MW YyBelIWM4YeHueM cmeptHoctu [112].
Mexanu3m paszButus 3toi rpynnsl JIIT maorodaktopusiii. KintoueBbiM 3BeHOM
naToreHesa siBJISICTCA XPOHUYECKasi MJIM PELUIUBUPYIOIIAst CUCTEMHAs TUITIOKCEMHUS,
KOTOpasi aKTUBUPYET UyBCTBUTENbHBIN K Kucnopony ¢akrop tpanckpunuuu (HIF),
SBJISIIOIIUICS SIAPOM METabOJIUYECKOr0 OTBETA Ha THIOKCUYECKYIO CTUMYIISIIIUIO, a
TaKK€ OKHUCIUTEIbHBIA CTpecc, MeTaboJIu3M METalJIOB, HOHHBIE KaHalbl,
BOCMAJIMTEIbHBIE LHUTOKWHBI, KJIETOYHBIM amomnTo3 HW COCYAUCTbIE (PAKTOPHI,
KOTOPBIE 3aMyCKAIOT U MOJJAEPKUBAIOT MEXAHU3M PEMOJECIUPOBAHUS JIETOUHBIX
cocynoB [113-114]. Hauano d¢opmupoBanus JII'-3J1 npoxoautr nBe a3l
TUTIOKCUYECKasl JIEroYyHasi Ba30KOHCTPUKIIUS M THIMOKCHYECKOE PEMOJICTUPOBAHUE
JErOYHbIX COCYJ0B. 3a00JI€eBaHUE MOPaXAaeT JUCTaJbHbIE YYAaCTKU JIETOYHOIrO

COCYIUCTOTO pyciia ¢ OpMUPOBAHUEM, KaK MPABHUIIO, peKammIsipHoit hopmbl JITT
[115].

Hannas rpynma JII' sBiisieTcst BTopoit mo pacrpoctpaneHHocTH Gopmoit JII' y nereit
nocie JIAI' u accoumupyercs, NOMUMO HHM3KOM OKCHUT€HAI[MH, CHUKECHUEM
dbyHKIMOHANBHBIX TOKa3zaTenen gerkux [1, 8, 111-115]. B otnuune ot B3pocibix
nanueHToB 3-i rpynnsl JII', y kotopsix JII' yaiie BCero OCIokKHIET XPOHUUYECKYIO
OOCTPYKTHUBHYIO OOJIE3Hb JIETKUX H/WIU SMQPU3EMY, HHTEPCTUIIMATbHYIO OOJIE3Hb
JIETKUX, OOCTPYKTUBHOE allHO? CHA M aJbBEOJISIPHYIO TUTTOBEHTUIISAIINIO B YCIOBUAX
BBICOKOT'OPbS, Y AETEH BEAYLIEH MPUIUHOMN 3TOM rpynmsl JII' aBisiroTcs HapymieHus
pa3BUTHS U BpPOXKJICHHBIE AaHOMAJIUM JIETKUX, BKJIOYasi: OpPOHXOJIETOYHYIO
JMCILIa31I0, BPOXKICHHYIO AuadparMalbHYI0 TPHIKY, ajlbBEOJSIPHO-KAMMIUIAPHYIO
JUCIUIA3UI0, BAapHWAHTBhl TUIIOIUIA3UW JIETKHUX, JIETOYHBIA HWHTEPCTUIAATbHBIN
TNIMKOT€HO3, TEeHEeTHYeCKH OOyCJIOBJICHHBIE aHOMaluu Oenka cypdakraHTa,
KOMOWHUPOBaHHbIE OpPOHXO-JETO4YHbIe 3a0oseBanHus mpu cuHapome Jlayna [111-
117]. CTpyKkTypHBIE W COCYIUCTBIC AHOMAJIHMM JIETKMX Yy OTOW TPYIIbl JETCH
npeactaBieHsl B Tabmmie 5. CrenmeHb (QyHKIMOHAIBHBIX HApPYIIEHUH U
BBIPQXEHHOCTh HApyLIEHU razooOMeHa Oojiee 3HAYUTEIbHBI B JTUX TpyHax.
PazButne Ha (poHe ocHoBHOTO 3a0o0neBanus JII', kak MpaBUiIO OT YMEPEHHOM N0
KpaitHe TsDKENOW, SBISIETCA OJHUM M3 OCHOBHBIX (DAaKTOPOB, OMPEACIISIONINX
MPOTHO3 ATUX MAIMEHTOB U ACCOILMUPYETCS C BEICOKUM YPOBHEM JieTaibHOCTH [117-
123]. OcHOBHBIE yCHJIMS JAOJDKHBI OBITH HAalpaBlIEHbl Ha TEpanuil0 OCHOBHOTO

3a001€eBaHus JICTKHUX, IIOCKOJIbKY  HMCIOIIHUCCH B HAaCcTOAICC  JICTOYHBLIC



Ba30WJISITATOPBl HE O0JIaJal0T JOCTATOYHOM JOKa3aTelabHOM 0a30i NI JIeYeHUs
JIETOYHOW THUIMEPTEH3UH, AacCCOIMUPOBAHHON C XPOHUYECKUMH 3a00J€BaHUEM

JCTKUX.

Tabnuua 5. [lopoxu u anomanuu pazeumusi ne2kux, accoyuuposanuvie ¢ JII' [115-

137]

1.2.4. I'pynna 4. Jlerounasi runepreH3us, 00ycJa10BJICHHAS
00CTPYKIHEH JIETOYHBIX apTepUuid

PernonanpHoe wiu nuddy3Hoe MOBBIIICHHE AaBICHUS B CHCTEME JErOYHOM
apTepur  MOXXET OBITh OOYCIIOBJICHO MHOXECTBOM  (PaKTOPOB, BKJIOYAs
nepudeprdeckre CTEHO3bI JIETOUHBIX apTepuil (KaK BPOXKICHHBIC, B T. 4. B COCTaBe
koMOunupoBanHoro BIIC, Tak u mnpuoOpereHHble, HAmpUMEpP, B CIEICTBHE
NIEPEHECEHHOI'0 apTepUUTa), a TAKXKE CHaBJICHUE WJIH OOCTPYKLHUIO JIETOYHBIX
apTepuil aHTHOCAPKOMOM, IPYTUMU BHYTPUCOCYAUCTHIMU OMYXOJIIMHU WU KUCTaM
[1, 6, 8]. Hampumep, JIeTOYHBIA THUAATUIIO3 SIBISETCS JOMHUHUPYIOMIEH (PopMoit

XMHOKOKKO3a B euaTpudeckon nomyssiuu [ 138].

HauGonee vacroit npuunnoii JII', 00ycnoBiaeHHOM 00CTpyKIIMel TerOYHON apTepun
ABJISICTCS XpOHMUYECKass TpoMOodMOonueckas jgerounas runeprensus (XTIJI) —
peakoe, HO MOTEHIMAIbHO OMACHOE MJis KU3HU COCTOsIHUE, HabJrojnaromieecs y
HEOOJIBIION YacTu OOJIBHBIX IMOCIE OCTPOH TPOMOOIMOOIMHU JIETOYHOU apTepHUu
[139]. Tpurrepom 3aboJieBaHUs SBISIETCA Hepa3pelIuBIIasca TpoMOoIMOoIus
MPOKCUMAJbHBIX W CPEIHUX CErMEHTOB JIETOYHOIO apTepUaIbHOTO pyclia ¢
MOCJEeAYyIOEel opraHn3aneil TPOMOOTHYECKON MacChl ¢ OOCTPYKITUEH, YaCTUIHON
WM  TOJIHOM  OKKJIIO3WEH  MpOocBeTa  JITOYHBIX  apTepuii  (puOpo3HO-
OpraHu30BaHHBIMU TpoMOaMu. MexaHudeckass OOCTPYKILHUS 3allyCKaeT MpOILecC
BTOPUYHOU BaCKyJIOTaTUH! C KOHIEHTPUYECKUM pEMOIETUPOBAHUEM
HEOKKJIIO3UPOBAHHBIX JIUCTAJbHBIX OTAEJOB JIETOYHOIO COCYJIUCTOTO pycla,
dbopmupys npexkanwuisipasiii Tun JII, mo maromopdonoruueckum mnpu3HaKaMm
noxoxud Ha JIAI. Kpurepuem mnOCTaHOBKM JHAarHo3a SBJISETCS HaJIU4yue

npexanuuisipHon JII', moATBEpKAEHHOW IIpU KAaTETEpU3alMU IIPaBBIX OTAEIOB



cepalla B COYETAaHMM C BepUHUKalMEld OpPTraHW30BaHHBIX TPOMOOB/2MOOJIOB B
JIETOYHOM CTBOJIE, JOJIEBBIX, CETMEHTApHBIX, CYOCErMEHTapHBIX JIETOYHBIX
apTepusx Mo JaHHBIMH CEIEKTUBHON aHTHOTpaQuu, MHOTOCPE30BOM KOMITbIOTEpHAs
ToMoTrpaduu, BISIBICHUH XapaKTEPHBIX 1ePEKTOB nepdy3un AUCTAIbHBIX YYACTKOB
JIETOYHOTO COCYJMCTOr0 pyciia MNPy BeHTWISIUOHHO-TIEPGY3MOHHOM CLIMHTUTpaduu
nerkux [6, 140, 141]. IIpu nokazannom snu3zone TOJIA nuarHoCTUUYECKUN TOUCK
s uckmoueHus: dopmupoBanus XTIJIIT HeoOXoauMo NpeanpuHAThL depes 3
Mecsa aJeKBaTHOW Tepaluu aHTUKOAryJiasiHTaMH, HO y NAMEHTOB C BBIPAXKEHHOMU
CUMITOMATUKOM MM y TAIMEHTOB C YXYAIIEHUEM COCTOSIHUS  MOXKET

noTpedoBaThCs Oosiee paHHEe 00CIeJOBaHHUE.

B  orcyrcTBHEe  JledueHMS, [pU  NPOTPECCUPYIOLIEH  IPaBOXKEIYyAOUYKOBOMN
HEJO0CTATOYHOCTU NPOTrHO3 (haTtanbHb. CBOEBpEMEHHAss TPOMOIHIAPTEPIKTOMUS
ABJSICTCSl Olepanuell BbIOOpa, MTPUBOIAIIEH K 3HAYUTEIHHOMY YIIYUIICHHIO
(GYyHKIIMOHAIBHOTO ~ COCTOSIHUS,  CEpPACYHO-JIErOYHOW  TEeMOJMHAMUKH U

BbDKHBaemMocTH [142].

Bbonee nonosunsel nereit ¢ XTOJII' HU uMer0T B aHamHe3e ykazaHuid Ha TOJIA umu
BEHO3HbIE TPOMOO03bl. OKOJIO TpEeTH MALMEHTOB JOJTO€ BpeMsl HaOIIOJAINCh C
nurarao3oM UJIATL, 4To roBopuT B ype3BbIYaiiHON BaKHOCTH HCKItoueHuss XTOJIT y
takux nanueHToB [142]. IIpu aToM axTopsl prcka TPOMOOIMOOTUH BHISBISIOTCS Y
oonpmnHcTBa Aeteid ¢ XTOJII, u, mpuMepHOo, y TpeTH HAUUEHTOB HMMEETCS
MOJIOKUTEIBHBIN CEMEHHBIN aHaMHe3 TpoMOoaMOoaun. boaee 80% nmereit ¢ XTIJIT
MMEIOT yKa3aHWs Ha THUIEPKOATyJslUI0, B OCHOBE KOTOpOW 3aboJsieBaHMs,
COMpOBOXKAaeMble  TpoMOoduauel. YBEJIUYEHHBIH YpPOBEHb  BOJYAHOUYHOIO
AHTUKOATYJITHTA, aHTUTEJI K KapAnoaununy u neuiut nporenna C u S - Haubosee
pacrpocTpaHeHHbIe (PaKTOPHI, TpeapacnoiaraoimuMu K Tpomoodunuu. Myrtamuu,
Koaupytomue 6eaok antutpomouna I, mporpomOuHa, miaasmMuHOTeHa (pakTopa V

Jletinena unu ¢akropa VIII Takxke MoryT ObITh hakTopom pucka XTIJII.

B orcyTrcTBue npuzHakoB TpoMOoduiinm, pakTopamu pucka TpoMO0IMOOIUU MOTYT
ObIThb  3a00J€eBaHUS U COCTOSIHUS,  aCCOLMUPYIOIIHMECS C  PUCKOM
TpoMOoOOpa3oBaHus, BKJIOYas, BEHTPUKYJIO-aTPUAIBHBIA WIYHT, CHHIPOM
Knunnens-Tpenone-Bebepa, HeppoTUUECKUM CUHJIPOM, JJIUTEIIbHAs
UMMOOMIIM3ALUSL ~ KOHEYHOCTH,  I'e€MOIVIOOMHOIATHH, COCTOSIHHE  TOcIe
CIJICHOKTOMUH, B T. 4. AyTOCILUICHIKTOMUHM, HAIPUMEDP MPU TOMO3UTOTHBIX (popmax
CEpPIOBUIHO-KJIETOYHOW aHEMHH, JIMTEIbHBIC IEHTPAIbHbIE BEHO3HBIE KATETEPHI,

QJICKTPOAbI BHYTPHUCCPACUHLIX HMIINIAHTHPYCMBIX YCTPOfICTB, 3JIOKAYC€CTBCHHBIC



HOBoOOpa3oBanusi B anamuese [140-142]. Takue mamueHThl JOHKHBI MPOXOIUTH
PEryJsIpHBI CKPUHHUHI, TOCKOJIBKY CBOEBPEMEHHOCTh JeueHus TOJIA wumeer
KPUTHYECKOE 3HaUeHue. Y neteil ¢ qokazanHoi TOJIA Ha (oHe runepkoarysiuu
u/unu JIpyrux (PakTopoB pHUCKA TPOMOOAIMOOIMU PEKOMEHAYETCs TUlaTeabHOe
oOcleioBanue, BKJIIOYast IPOBEJCHUE BEHTHISIIUOHHO-TIEP(HY3MOHHOTO
CKAaHUPOBAHMS U aJICKBAaTHOE JIEYCHHUE JIsi OOECIEeUEHMs IMOJHOTO pa3peuieHUs

TpoMO0O0Opa3oBaHUsI.

1.2.5. I'pynna 5. JlerouHasi runepTeH3usi ¢ HeSICHLIMM U/WJIH
MHOTO0()aKTOPHBLIMU MeXaHU3MAaAMM

B o1y rpynmy BkiItOYeHBl 3a00JieBaHUS, O KOTOPBIX HM3BECTHO, YTO OHH MOTYT
OCJIO)KHUTHCS JIETOYHOM TUIIEPTEH3UEH, HO MEXAHU3M €€ Pa3BUTHUS €LIE 10 KOHLIA HE
M3yYEH WJIM BKJIIOYAET HECKOJIBKO MYCKOBBIX (haKTOPOB, CTEIEHDb BIUSIHUE KOTOPHIX

TaKkXe HyXXzaaeTcsa B uzyuenud [1, 6, 8, 143].

Knaccudukanus 3aboneBanuii, Bomenmux B 5-10 rpynmy JII', mpeacraBiena B

tabnuie 6.

Taénuua 6. [looknaccol necounou eunepmenzuu 5-ui epynnsi: JII' ¢ Hescuvimu u/unu

mHo2ogpaxmopHuimu mexanusmamu [1, 6, 8, 102, 143-160]
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5.4.3. CuHApOM gTaraHa

I'emorsio0MHONIATHH

JII'  sBnsieTcs peakuM, HO (aTadbHBIM  OCIOXHEHHEM Yy OOJBHBIX C
remorjoonnonatusimu [ 144-149]. ITpu DXOKI ckpunuHre 00JBbHBIX C CEPIIOBUIHO-
kierounbiMu aneMussmu (CKA) peructpanus ckopoctu TK peryprutanuu 6omnee 2,5
M/c accomuupyeTcs ¢ 8-9 KpaTHBIM yBEIIMUYCHUEM PUCKa paHHel rudenu [146, 147].
HecmoTtpst Ha oTHOCUTENBbHO HeOoNbIIUE oKazaTenu ckopoctu TK peryprurtamum,
3-NeTHSS JIETAIbHOCTh MOXET JOCTUTaTh Y TakuxX 001bHbIX 40% 1 KOppenupyer co
CTEIEHbIO BBIPAXKEHHOCTH BHYTPHUCOCYIUCTOTO Temoisinza. OcHOBHBIE 3((heKTh
CKA BnusitoT Ha (YHKIIMIO BCEX OPTaHOB U BKJIIOYAIOT BHYTPUCOCYAUCTHIM T€MOJIU3
U MYJIbTHCHUCTEMHYIO BAaCKYJOMAaTHIO, OO0YCIOBICHHYI0 IU(PPY3HON OKKIIO3HEH
MEJIKAX COCYZI0B c UIIEMUYECKU-TIEPPY3UOHHBIM MMOBPEKICHUEM
COOTBETCTBYIOIIUX OpraHoB. BbICBOOOXIeHHE CBOOOJHOTO TeMOTIOOMHA U
apruHa3bl B KPOBOTOK NPUBOJUT K COCTOSIHUSIM XPOHHMYECKON J€30KCUTEHAIMU
[148]. [Ipu nanno# rpynme remorinoOuHonaTuit narodusunonorus JII', kak npasuso,
UMEET Mpu3Haku npexkanuwusipHoil JII, HO MoxkeT ObITh MOCTKANMWIUIAPHOW WIIU
KOMOWHUPOBAHHOM, €CITU B TATOJIOTHYECKUU TMPOIECC BOBJIEKACTCS MUOKapI U
dbopmupyetcsa auacrtonudeckas ero auchynkius [149-151]. B oTBeT Ha cocTosiHUE
XpPOHUYECKOTO TEMOJIN3a YCHJIMBAETCS CHUHTE3 HJHAOTENMHAa-1, CHUXKaeTcA
JOCTYITHOCTh MOJIEKYJl OKCHJA a30Ta, YTO NPUBOAUT K MOBBIIMICHHOW aJre3uu
COCYIMCTBIX KJeToK. Hapymenuss 0Oajlanca Ba30akTUBHBIX TENTUIOB U
OTNOoCpeI0BaHHAs reMOJIN30M TUIIOKCEMUS MOJJECPKUBAIOT CTOMKYIO
BA30KOHCTPUKIIUIO JIETOYHBIX cocy10B. [laTorenetnueckuii kackan npu CKA takxke
MOXET BKJIIOYAaThb XPOHUYECKOE TPOMOOAIMOOIMYECKOE  TMOBPEXKACHUE U
acernThyeckoe BocnalieHne. MylbTUCUCTEMHAs NpoiudepaTuBHAs BacKyJIoMmaTHs
npu CKA, nposiBnstomasics auactonnueckoit nuchynknueit JOK, JII', aputmusamu u

XPOHUYECKOU OOJIE3HBIO MOYEK, MPOSIBIAIOT ce0sl Ha BTOPOM JACCATHIICTHH KU3HU



[148-151]. Auactonuueckass auchyHkius, JII' U BHe3amHas CMEpPTh SIBISIOTCS
OCHOBHBIMH puunHamu cmeptHocTH oT CKA [150-151].
MuenonpoaudepaTuBHbie 32001€eBaHUS

Cpenu mamueHTOB ¢ MuenonponudepatuBHbIMU  3aboneBanusmu  (MII3)
HauOomnplIeMy pucky pa3Butus JII' moaBep>KeHbl MAIMEHTHl C XPOHUYECKUM
MU EJIOUIHBIM JIEUKO30M, VCTUHHOU MOJINLIUTEMUEH, DCCEHUHUAIBHBIM
TpoMbounuTo30M 1 MuenoPpudpozom. Pazputue JII' accounnpyercst y Takux 60JIbHBIX
CO 3HAYUTEJIbHBIM CHIKEHHEM BbkUBaeMocTH [152, 153]. ITatorenes JII' mpu MII3
HMMEET JIBa OCHOBHBIX (heHOTHNA: XpoHUYecKas Tpomboambonuueckas JII' (XTIJIT)
u npoiudepaTuBHas JerouHas aprepuonatus. TpomOoTuueckue sBieHUs (Kak
BEHO3HbIE, TaK U apTEepUaJIbHbIC) U MUKPOLUUPKYJIATOPHbIE HAPYLIEHUS XapPAKTEPHbI
JU1s1 OOJIBHBIX UCTHHHOM MOJMIUTEMUEH M 3CCEHLMAIBHBIM TpoMOo1uTo30M [154].
Jlerounasi BackyJiomaTusi MOXET OCJHOXHHUTh Teuenne MII3 mpu wyacro
COMYTCTBYIOIIEM MOPAKCHUU MEUCHU C MIPUCOCTUHEHUEM TOPTATbHON TUIIEPTEH3UU
y 13% 6onpHBIX ¢ MII3 [155].

He menee BaxHBIM (DakTOpOM SIBIISE€TCS JEeKapCTBEHHO-UHAyIMpoBanHas JII' npu
MII3. MHruOuTopsl THUPO3UHKUHA3BI, KOTOPHIE YacTO HMCIHOJB3YIOTCA B TEparuu
MII3, accomuupyrorcs ¢ npekammuisipapiMu hopmamu JII' [156]. Ilpu sTom Takme
dopmbl JIAI' moryT perpeccupoBaTh TOCIe MpeKpalleHusi Kypca Mpernapara.
TpaHcnaHTanuss KOCTHOTO MO3ra TakXe€ MOXET YBEIMYUTh PUCK JIETOYHOU
BEHOOKKJIFO3MOHHOU O0Jie3Hn y manueHToB ¢ MII3 [157].

XpoHuYeckasi No4eYHasi HeJOCTATOYHOCTH

Jlerounass runeprensust (JII') yacto BcTpewaercs y MalMEHTOB C XPOHHUUYECKOM
oosiesnpto mouek (XbBII) u ¢ accomuupyeTcs ¢ BBICOKOM JeTalbHOCThIO [158].
bonpmmucTBO  mamueHToB ¢ XbIl  MMeOT  mOCTKanmWIUISPHBIM  WIIH
KOMOWHUPOBAHHBIA Tpe- W TOCTKanuwusipHbeid Tun JII', pexxe wn30mmpoBaHHBIN
npekanuuisipabiii - tun JIIT [159]. Mexauusm pazsutus JII' npu  XBII
MHOTO(AKTOPHBIA M MOXET BKJIIOYATh: XPOHUYECKYIO meperpy3ky oobémom JIK,
pEMOJIETUPOBAHKE JIETOYHBIX COCYJOB HM3-3a AucOanaHca YpPOBHS Ba30aKTUBHBIX
dbakTopoB (HampuMmep, OKCHIAa a30Ta, MPOCTAIMKINHA MW  DHAOTEIWHA),
BOCMAJIMTEIBHOE MOBPEKICHUE U COMYTCTBYIOIINE 3a00JIeBaHU JIETKUX (Hapumep,
00CTPYKTHBHOE allHO? BO CHE U XPOHUYECKHI OOCTPYKTUBHBIN CUHIPOM), KOTOPBIE
00wraHO cBs3aHbl ¢ XBII [160].



1.3 dnuaemuosiorus 3a00/1eBaHus UJIH
COCTOSIHUSA (rPyNbI 3200J1eBAHUUA UJIH
COCTOSITHHUH)

JI' — nmorenuuansHo (aranpHOE 3a00J€BaHHE, KOTOPOE BCTpEUYaeTcs B JHOOOM
Bo3pacTe. PacnpocTpaHEHHOCTH 3HAUUTENBHO BAPBUPYET B 3aBUCUMOCTH OT
pernoHa  Mupa, OpUYEM  pa3IU4YUs  ONPENENAITCS  T'€HEeTUYECKHUMH,
reorpauuecKuMu, KOJOTHYECKUMHU U COLMATbHO-DKOHOMHYECKUMHU (PaKTOpaMu
[6, 100, 161-165]. 3HauuTenbHBIM HpPOrpecc B JAMATHOCTUKE W JedeHun JII
MOCTENEHHO MPEBPATUI ATO COCTOSIHHE W3 op(aHHOro 3a00JeBaHUS B CEPHE3HYIO
rno0anbHy0 mpobsiemy 3apaBooxpaHeHus [161]. [To omenkam, okomo 80%
r100anbHOr0 OpeMeHu OO0JIE3HH MPUXOIUTCS HA CTPAHbl C HU3KUM M CPEIHUM
ypoBHeM poxoxaa, rne JII' yame BcTpewaeTcss y 0OoJjiee MOJOABIX JIOACH, MO
CPaBHEHHMIO CO CTpaHaMHU C BBICOKMM YypoBHeM jaoxopa, rae JII' mpeoOnanaer y
MOXKUJIBIX JTrosieit ctapiie 65 net [162]. [Ipu Tom, uTo Hanbosee pacpocTpaHe HHOM
npuunHoit JII' Bo BceM Mupe SBISIOTCS 3a00JieBaHME JIEBBIX KaMep cepala,
pacnpocTpaHeHHOCTh JII' Ha MOpPSAAOK BBIIE B IpyNmax pucka, Takux kak BUY-
MHOUIMPOBAHHBIE TAIMEHTHI, OOJbHBIE MIMCTOCOMO30M, CHUCTEMHBIM CKJIEPO30M

WM CEPIIOBHAHO-KIETOUHOM anemueti [101, 104, 148, 161-164].

WctunHas pacnpocTpaHeHHOCTh 3a00JIeBaHUsl Y IETeH JOCTOBEpHO Heu3BecTHA. [1o
JIAHHBIM TOJUIAHJACKOI0 HAIMOHAJIBbHOTO JIHUIAEMHOJOTHYECKOTO HCCIEA0BAHUS,
eXETOIHBIH YpoBeHb 3aboseBaeMoctu JII' cpenu nereit coctaBnseT 63,7 Ha 1 000
000 gereit [165]. U3 Hux 82% wumenu TpanzuTopHyto JIAIL, BkIroyas
nepcuctupyrouryto JII' HopopoxkaenHoro u JIAT npu BIIC, pazpemmBinyrocs nocie
CBOEBPEMEHHOU Koppekuuu. ['pynna nporpeccupyromux popm B 26,9% obpazoBana
JIAT (u3 Hux 28% — uJIAI', 72% — JIAT-BIIC), 27,8 % — JII' npu nopaxe€Huu J€BbIX
otaenoB cepamna, 44,2% — 3abomeBanms Jerkux/runokcemwus, 0,9% —

TpoMOOIMOOIMYecKas 00JIe3Hb.

[To gaHHBIM HAIlMOHAJBHBIX PETHCTPOB, 3a0ojeBaeMOCTh BceMmu rpynmamu JII' y
JeTel 3HaYuTENbHO BapbupyeT — oT 4 10 10 cinydaeB Ha 1 000 000 meteit B ron B
EBpone u ot 4,8 no 8,1 cayuaeB Ha 1 000 000 nereit B ron B CeBepHON AMepuke
[101, 165-168].

Pacnipoctpanennocts JII' Bapsupyer ot 20-40 cimyuaeB nHa 1 000 000 mereit B
Esporie 10 25,7-32,6 cayuaes Ha 1 000 000 geteit 8 CLIIA [1011, 165-168].



I'enoepnvie xapakmepucmuxu

Y B3pociubix OonpHbiXx JIADT 3a0oneBaHuMe HMEET XOPOIIO YCTAaHOBIICHHBIN
reHJepHbIH TuMOp(HU3M, KOTOPBIH KacaeTcs He ToJbko snmaemuonorun JIAIL y
KEHIIMH U MY>KYUH, HO U Pa3IMuus B KIMHUYECKOM TeueHUE 3a00JIeBaHusl, OTBETE
HA Tepamui0 M, COOTBETCTBEHHO, IpPOrHose 3aboseBanus [39, 164, 169-170].
Pacnipoctpanennocts JIAI' y xenumuH npumepHo B 1,7-4 pasza Beilie, Toraa Kak
Oonee HEOIArONPUATHBIM MPOTHO3 AaCCOLMUPYIOTCS C MYXKCKUM mosioM. J{is
myxunH ¢ JIAT' xapakTtepHbl Ooyiee BbIpa)K€Hbl HapyLIEHUsS (QYHKUUU IMPABOTO
XKenmyaouka u Oosiee HHM3Kas BbDKMBAEMOCTh. B martoOuosioruu reHIepHBIX
xapakTepucTuk JIAI' y4acTBYIOT HE TOJBKO SHJIOTE€HHBIEC IOJOBHIE TOPMOHBI, B
yacTHOCTH 17B-3cTpammon u ero MeTaboJMuThI, HO pa3Iuyue B YypPOBHE
OKHCIUTEIBLHOTO CTpecca C MEHbIIIEH aKTHBHOCTHIO aHTUOKCUIAHTHBIX (DEPMEHTOB
y MYXYHUH, Pa3IMYHbIA TUM KJIETOYHBIX PEAKLIMI ¢ mpeobiialaHueM amonTo3a s

YKEHILMH U KJIETOYHOT'O HEKPO3a Yy MYKUuH [1].

XapakTepHoe JJIsl B3pOCIbIX MpeodiialaHue JIMI] )KEHCKOTO BO3pacTa B CTPYKTYype
JIAT' ¢ cooTHOILIEHHEM >KEHIIMH U MYy>XuuH ~1,7:1-4,8:1 ne naOmrogaercs npu
nebroTe 3a00JI€BaHUS B JE€TCKOM BO3pacTe, MPU KOTOPOM 3a00J1€Ba€MOCTh B IE€JIOM
OJWHAKOBa JUII MaJIbYMKOB W JIeBOYEK. BrIpakeHHas Bo3pacTHas |
natoreHerndeckas apuadeabHocth JII' u JIAI, B 9acTHOCTH, B meAMATPUIECKOM
MOMYJIAIUUA ONPEACNIIOT U Pa3JInuHbIEe T'€HJIEPHBIE XapAKTEPUCTUKHU BO3PACTHBIX
rpymnmn. Bo 2-5-if rpynnax JII' cooTHomeHue manpuukoB W naeBouek 1:1-1,5:1 ¢

HE3HAYUTEIBHBIM TIPE00IIaJaHueM JIHII MYKCKOTOo ToJa [165-168].

I'pynna 1. Jlerounasi aprepuajibHasi THNIEPTEH3UA

Houonamuueckas JIAI'

PacuérHpie mokazatenum 3ab0ojeBaeMOCTH HauomnaTudeckoe WJIAIT BappupyOT OT
0,47 no 1-2 cmywaes na 1000 000 nereit B 3aBUCUMOCTH OT pEruoHa, C
OIICHMBAEMbIMM TIOKa3aTeIsIMU pacrnpocTpaHeHHocTu oT 2,1 go 6,0 ciyyaeB Ha
1 000 000 metckoro Hacenenus [101, 165-168].

Hacneocmeennas JIAI'

Hctunnas pacnpoctpan€éHHOcTh HacnencTtBeHHou JIADT (HJIADY) He wu3BecTHa.
NHudopmanusa HakaniauBaeTcs MOCTENEHHO 110 MEPE U3YUYEHHUS POJIM MOJIEKYJISIPHO-
FeHEeTUYECKUX M dnureHerndeckux Qakropos B marorenese JIAI [40-42, 52]. B
reHAEpHONW CTpykType MmyTaumii B reHe BMPR2 mpeoOnagator MyxuuHbl (70
78%). TlopaxenHble myTanueir B rene BMPR2, kak mpaBuiio, MOJIO)KEe ¥ UMEIOT

0oJiee TsKENOE KIMHUYECKOE TeueHue U poruos [40].



JIATL', unoyyupoeannas nekapcmeamu u moKCUHAMU

PacnpoctpanennocTs 3toit rpynnsl JIAI' y nereii He U3BecTHA.

Accoyuuposanmuvie gpopmot JIAI

[Tokazarenu 3a6oeBaemMocTH accoruupoBanHbiX GopMm JIAT (aJIAT') BappupytoT OT
43 nmo 7,3 cmydaes Ha 1000 000 pgereit B 3aBUCUMOCTH OT pPETHOHA, C
OLICHMBAEMBIMH IOKAa3aTeJSIMA pacnpocTpaHeHHocTHu oT 21,3 no 27,0 cinydaeB Ha
1 000 000 gerckoro Hacenenus [101, 165-168].

JIAT', accoyuuposannas ¢ cucmemHviMu 3a001€8AHUAMU COCOUHUMENIbHOU MKAHU
(JIAT-3CT)

VY B3pocnbix O00JBHBIX 3a00JICBaHUS COCIMHUTEIHPHON TKAHH SIBISIOTCS OJHOW W3
ocHoBHBIX npuunH JIAT", cocraBiss okoio 20% [61, 161-163]. YV mereii JIAT-3CT
BCTPEUYAETCS PEJKO, MO JAaHHBIM psAJla HAUMOHAIBHBIX PETUCTPOB 3Ta rpynna
cocraBisgeTr 0-4% mamuentoB ¢ JIAI' [101, 165-168]. Bo mMHOronammoHambHOM
koropte u3 389 nereil ¢ CUCTEMHBIM FOBEHUJIbHBIM apTpuToM U3 peructpa CARRA
y 16 (4%) Obna nuarnoctupoBana JIAI' [171]. ITo nanaeim DXOKI' ckpuHuHra
JIAT Obuta nuarnoctupoBaHa y 2% koroptsl u3 850 nmereil ¢ cuCcTeMHOM KpacHOM

BOJIYAHKOW B T€YECHUE MEPBBIX 2 JE€T MOCTAaHOBKHU JuarHosa [172].

JIAT, accoyuuposannas ¢ BUY-unghexyuet

TouHasi pacnpoCTpaHEHHOCTb JIerouyHoW runepreHsuu y BUY-nHpuuupoBaHHBIX
nereil HewsBecTHa. Ouenku pacnpoctpaneHHoctd JIAIT y  B3pocasix BUY
uHPUIIMPOBaHHBIX BapbupytoT oT 0,5% no 9,9%, uro mpumepuo B 1000-2500 pa3
BBIIIIE, YeM B OOIICH, UTO OMpenenseT PeKOMEHIAIMI0 PETyISPHOTO CKPUHUHTA
BUY-unummpoBanHbIx B3pocibix [74-76]. B snmemMuunbix mo BUY permonax
Asuu, Adpuku u KOxnolt AMepuku y BepTukanbHo nHpumpoBanubix BUY nereit
pactpoctpanenHocTs JIAI" Bapbupyet ot 4,4% 1o 7%, yactoTa KOMOMHUPOBAHHBIX
dbopm JII" mocturaet 40% [75-83]. [Ipu 3TOM BO3pacT 3apaKCHUS UTPACT PEIIAIOIICE
3HaueHue. Y 3apaxeHHbIX BMY B panHeM Bo3pacte pacrpoctpaHeHHOCTh JIAI -
BUY cocraBnsier 48-75%. 3a mpenenamu suaemuyeckux pernonos JIAI'-BUY y
JIeTell BCTpEYaeTCsl PEKO: EAUHUYHBIE Cly4yad B KaXJA0M U3 peructpoB Mcnanuu,
Hunepnannos u Benukobputanuu [165-166]. Takas penkas BBIABISIEMOCTh MOXKET
ObITb OOYCIIOBJIEGHA OTCYTCTBUEM CHCTEMATUYECKOTO CEpJIeUHO-COCYAUCTOTO
ckpununra y gered ¢ BUY undeknueii. [Tockonbky JIATT MoxkeT mposiBIsTHCA
TOJIBKO Yepe3 TOAbl WIM JAECATUIETUS TOCJEe 3apakKEHHs, CUCTEMATHYECKUU

CKPUHUHT cieqyeT pekoMeHaoBatb BUU-unpuunpoBaHHbIM JETAM.



JIAL', accoyuuposannas c nopmanibHoOUu cunepmensueu

Bo B3pocnoit monysmsium TIIT pazBuBaercs y 1,1-6,3% manueHTOB ¢ MOpTAIBHOK
TUTNIePTEH3MeH, B OOJIBIIMHCTBE CIydyaeB 00yCIOBICHHON Iuppo3omM mneuenu [60]. ¥V
JeTel ¢ mopTanbHOU runepreHsueil pacnpocrpaneHnocts I konebnetcs ot 1%
no 5,2% [53-55]. Pacnpoctpanennocts JIAI' mpu y nereit ¢ BIIKII moxer
BapbUPOBATH B 3aBUCUMOCTH OT perruoHa ot 10 1o 45%, uto onpenensier BITKIII kak

Benynyto npuuuny [T y nered [55-58].

JIAT, accoyuuposannas ¢ BIIC

Tpansutopnas JIAD', npexoasmas nocine koppekuuu BIIC Bctpewaercs B 21,9
ciaydaeB Ha 1 000 000 u siBisieTcs OJIHOM M3 caMbIX pacnpocTpaHEHHbIX hopm JIAT
y JAeTed, ycTynas TOJbKO NEPCUCTUPYIOIIEH JIETOYHOM THUIIEPTEH3UU Yy
HOBOpOXJAEeHHBIX [165, 173, 174]. [lo naHHBIM HallMOHANIBHBIX perucTpoB EBporbl
pacnpoctpaneHHocTb JIAT'-BIIC y nerelt 3HaunTenbHO Bapbupyet oT 7,8 10 15,0 Ha
1000 000 nmereii B 3aBucMMOCTH OT peruona [101, 165-168, 173-174].

B crpanax ¢ J0CTaTO4YHO Pa3BUTOM  CEPIAEUYHO-COCYIHMCTOM XUPYprueu
pacnpoctpaneHHocTb JIAI' y B3pocaeix ¢ BIIC cocraBisier oxono 4,2%,
MPEJICTABIICHHOCTh MAllMEHTOB C CUHIPOMOM OW3€HMEHIepa MHHUMAajlbHA U HE
npesbimaer 1% [173, 174]. IIpocteie mnperpukycnuaaibieie BIIC ¢
apTeprUOBEHO3HBIM cOpocoM ocnoxHstoTcs JIAL B 6-17% cinyyaes, kak mpaBuio, Ha
3-4 necarunerun >ku3Hu, u3 HUX CD paszBuBaroT He Oonee 2%. Hamporus,
noctrpukycnugansubie BIIC ¢ apreprnoBeHo3HbIM cOpocom ocnmoxHsaoTcs JIAT
yxe Ha | romy »xu3uu, 50% M3 HUX pPa30BBIOT CHUHAPOM OW3EHMEHIEpa, UYTO
omnpeaensieT He0oOXOAUMOCTh XUPYPTUUECKON Koppekuuu nanHoil rpynnsl BIIC B
nepBble Mecslbl Ku3HM [45, 48, 49, 174, 175].

JIAIL', accoyuupoeannas ¢ wucmocomo3om

[To omenmxkam BO3, B wmupe Oomee 230 MHJUIMOHOB YEJIOBEK MOPAXEHO
IIUCTOCOMO30M, U3 KOTOpeIX y 10% pasBuBaetrcs remarocene3éHouHas (opma,
KOTOpasi, B CBOIO o4epenn, ocnoxusercs JIAL B 5% [68]. lllucrocomo3 siBnsieTcs
SHAEMUYECKUM 3a00JIeBaHHEM M PEAKO BCTpEYaeTcs B pPa3BUTBIX CTpaHax,
snuaemuoiorus HI-JIAT y nereii He n3BecTHa.

JIAI' ¢ ycmouuugbim omeemom Ha mepanuto O6JOKAMOPAMU KATbYUEBLIX KAHALOG
(bKK)

Onuaemuonoruto 3toi rpynnsl JIAT emé nmpeacrout n3yuntb. OCHOBBIBAsACH Ha

kputepusax CutOoHa, 3Ta MOATPYyIIa MOKET BKIOYATh 0KoJo 8-15% nereii ¢ uJIAT

[13].



JIAI ¢ npusnakamu ¢ npusHaAKamu NOPANCeHUsl 6eH/KANUNLIAPOB. 8EHO OKKAIO3UOHHAS
O0J1e3Hb JlecKUX / 1e20UHbLI KANULIAPHBIU 2eMAHSUOMAMO3

[lo nmanHbIM HanuoHadbHBIX peructpoB ctpaH EBponst u CIIA, a Ttakxke
MexxayHapoaHoro peructpa TOPP nannsiii Bug JIAIT nuaraoctupoBanu B 0,7—2%
cinyuaeB JIAT [164, 175].

Ilepcucmupyrowas JII" nosopooicoennvix (I1JII'H)

[TJIT'H sBasiercst HanboJiee yacTou mpuunHou Tpan3uTopHoi JIAT', cocTaBiisst 0KOJIO
30 ciryyaeB Ha MUJUTHOH JieTeid B roj [165-167, 175]. B snoxy, npeamniecTBOBABIIY IO
Tepalu UHTAIAIMOHHBIM OKcuaoM azoTa, [IJII'H Bo3uukana npumepno y 2 uz 1000
POXKAEHHBIX >KUBBIMH, MPHU 3TOM OHa ObUIa Hamboyiee BBHICOKA y JOHOILICHHBIX U
MO3AHUX HeMOoHOLIeHHbIX Jneted [176]. B mepuom c¢ 2003 mo 2012 .
pacnipoctpanenHocTh [IJITH cpenu 1iry00KO HETOHOIIEHHBIX JETEH COCTaBUJIA
8,1%, mpuuemM TEHICHIUS €KEroJHO YBEIUYMBAETCS, OTYACTH U3-3a YBEJIUYCHUS
BBDKMBAEMOCTH JIETEHM C KpalHEe HU3KOM MAacCcou Tena npu poxacHuu. Jlons
HOoBOpoxAeHHBIX ¢ [IJI'H o6paTHO mpomopuroHanibHa TeCTAllHOHHOMY BO3PacTy:
3aboseBaeMocTh cocraBisier 15-22% y pereil, poauBmuxcs Ha 22-24 Hexene
recraiuu, o cpaBHeHuto ¢ 3,8-5,2% y nereit, poauBmuxcsa Ha 27 HEJEIU recTaluu
u nozxe [176, 177]. HecMoTps Ha ycniexu B HEOHATAJIbHOW KapAUOPECIUPATOPHOM
nomomn, IIJI'H mo-mpexunemy oCTaércs OXHOM M3 OCHOBHBIX IIPUYUH
HEOHATAILHOW 3a00JI€BAEMOCTH U CMEPTHOCTH C YPOBHEM JieTanbHOCTH 4-33% [95-

0g].

I'pynma 2. JIT', o0ycJioB/ieHHas1 3a00/1IeBAHUSAAMH JIeBbIX KamMep cepALa

VY B3pocibix 601pHBIX JII Mpu MaToa0ruu IeBbIX KaMep cepAlla — oJHa U3 HauboJliee
pactpoctpanenubix GpopM JII', kotopast cocrabnsier 48—80% B CTpyKType JIETOUHBIX
runeptensuid [101, 103, 104, 162, 178]. DOnupemuonorus JII' y gereit c
3a00JIeBaHUSIMU JIEBBIX KaMep cepiina HeusBecTHA. [lo JaHHBIM HECKOJIBKHUX
HallMOHAJIbHBIX MeAnaTpuiyeckux peructpos JII' aTa rpynna 00JbHBIX cOCTaBUiIa OT

5 no 14% uccnenyemoit momyssiuu [165-168].

I'pynna 3. JIT', 00ycJ/ioB/ieHHas1 3200/IeBAHUSIMU JIETKUX U/UJIU THIIOKCEeMHU el
Bo B3pocnoit momynsamuu y 3-4% manueHTOB ¢ XPOHUYECKUMH 3a00JICBaHHUSIMU

JIETKUX peructpupyercs noseienue cpeauero JJIA 6onee 40 mm pt. cT. T [6, 111].

V nereit uzonuposannas JII', accounnpoBanHas ¢ 3a0071€BaHUAMU JIETKUX, 00pa3yeT
BTOpyI0 1o uucieHHoctu rpynmny JII' nocne JIAT, cocraBusas ot 34 no 49% Bcex
3aperucTpupoBaHHbiX ciaydaeB [101, 165-166, 175, 175]. 3aboseBaHUs JETKHX



yacto comnpoBoxaator apyrue rpynnel JII: 10-12% nereir ¢ JII' umeror
COMyTCTBYIOIIME 3a0oneBaHus Jerkux, npu 3ToMm bJIJ] sBuserca naumboiee
pacrpocTpaHeHHBIM 3a0osieBanneM, KoTopoe ocioxusercs JII' B 25-30% ciyuaes,
dbopMuUpyIO THKETOE CEPACUHO-IETOYHOE 3a00JIeBaHNe C KpaiiHe HeOIaronpusTHBIM
nporuo3om [112-114]. o 47% nereit ¢ BJIJI, ocnoxunéunou JII' ymupatrot uepes 2
roja nocie noctanoBku aunarnosa JII'. Tspkénas, yacto cynepcuctemuas gpopma JII
OCJIOKHsSIET TedeHue 3abosieBanus Oomee 60% geteld ¢ BpOXKAEHHOU
nuadparMaibHON TPBDKEH W TUIOIJIA3MEH JICTKUX, OMpEAeisisi BHICOKHI YPOBEHB
CMEPTHOCTHU B ATOU rpyIne B nepuoa HoBopoxkaeHHocTHu [112-117]. JIT" ocnoxusieT

teueHue 4,3% nereit ¢ CHHAPOMOM HOYHOTO anmHOo? [121]

I'pynna 4. JIT', o0ycJioB/ieHHAasi 00CTPYKIIMeH JIETOYHOW apTepuu

Hctunnas pacnpoctpaneHHOcTs XTOJII' B nonynsiuuu He U3BeCTHA, 3a00JI€BaHUE
penko nuarHoctupyercs y gnered. [lo JaHHBIM HECKOJIBKMX HAlIMOHAJIbHBIX
peructpoB JII' y nmerelr 3aboyieBaHME 3apEeTHCTPUPOBAHO B CIMHUYHBIX CITydasX,

cocraBisis npumMepHo B 0-1,4% ciygaes [111, 141, 165-168, 175].

I'pynna 5. JlerouHasi rumepreH3Msi ¢ HESACHBIMH M MHOTI0(GaKTOPHBLIMH
MeXaHU3MaMHu 3200/1eBaHUA

JIT" siBnsieTcs CEephE3HBIM OCIIOKHEHHEM M OJHOM M3 OCHOBHBIX MPUYUH TUOenu
B3POCJIBIX MAI[MEHTOB ¢ XPOHUYECKUMH TeMOJIUTHUYeCKUMU aHeMusimu [144]. [lpu
OXOKI" ckpununre nossimieHue [IJIA peructpupyerca y 30% B3pocibix c
remorioourom SS u'y 10-25% c remornoounom SC [145, 146]. B uccnenoBanusx,
MCIOJIB3YIOIMX WHBA3UBHYIO OLIEHKY, pacnpocTpaneHHocTh JII' mpu cepnoBuaHO-
KJIETOYHOW aHEMHU Y B3pOCIbIX BapbupyeT oT 6 10 11% [144, 145]. BepkuBaemocTh
B3POCIBIX ¢ reMorioouHoM SS B TeueHue 40 MecsieB qaxe Mpu HE3HAYUTEIbHOM

noseiieHuu JIJIA ne npessimaet 40% [151].

VY nereit JII' ocnoxusier Teuenue 3aboneBanus y 10-20% pgereld ¢ cepmoBUIHO-

KJICTOYHOUW aHEeMHEH, TAK)KE SBJISSICh OCHOBHOW NMpuunHON rudenu [147-149].

JII'  3HayuTEenbHO yXyaUIaeT NPOTHO3 U  BBDKUBAEMOCTb  OOJBHBIX  C
muenonponudpepatuBHbiMu  3a0oneBanusMu. [Ipuy DXOKI' ckpunmHTe MaHHOE
ocnoxHeHue BoisiBisieTcs: B 35-40% ciydaes [152, 153]. U3-3a Ts5KeCTH OCHOBHOTO
3a00JieBaHUsI MHBA3MBHAs OIIEHKA MMapaMeTpPOB IN'eMOJWHAMHUKHU MPOBOJIUTCS HE Y
BCEX MALMEHTOB. B HCclenoBaHUAX, MCIOJIb30BABIINX HWHBA3MBHYI OLECHKY,

kputepuu JII' BeisBisuiuch y 7% OGonbHbIX [154-155].



JII' sBnsieTcs 4YacThIM OCJIOKHEHHEM Y B3pOCIBIX OOJBHBIX C XPOHUYECKOU
MMOYEYHON  HEAOCTATOYHOCThIO — 10 48,7% mnmo  pgaaaeiM  DOXOKT
CKpUHMHIa. PacnpocTpaHEHHOCTH JIETOYHOM THMIEPTEH3UU 3aBUCUT OT CTAIHUU
3aboneBanus u konebaercs oT 9 10 39% y mun ¢ XBII 5 ctaguu, ot 18,8 10 68,8%
y TAalMEeHTOB, HaxoAslmuxcsia Ha remoauanu3e, u oT 0 no 42% y namueHToB,
HaXOSIIIMXCA HAa nepuToHeanbHOM auanu3se [158, 159]. [Ipu uHBa3uBHON OlLIEHKE
apaMeTpoB reMOJMHAMUKHU ToKa3atenu eumé Bbime: 10 68% mnauuentoB ¢ XITH
umeroT JII' B kauecTBe (atanpbHOTO OcioxkHeHus. [Ipeobnagatommm dhenotunom JIT
cpeau nauueHToB ¢ XbII aBnsercsa nocrkanumisipaas JII', BeisiBisiemas y 76% Takux
O0onbHBIX, pexe (24%) BoisBIAOT npekanwusipayio JIIT [159]. Ilpu stom
BBDKMBAEMOCTh B 00€MX Tpynmnax oauHakoBo Hu3kas. [Ipu npexanwmuisipuoi JII,

accomuupoBanHou ¢ XbII, 1o 75% G0NBHBIX COCTABISAIOT KEHITUHBI [ 160].

1.4 Oco0eHHOCTH KOAUPOBAHUS
3200/1eBAaHMSA UJIHU COCTOSIHUS (TPYNIIbI
3a00J1eBAaHUI UJIM COCTOSIHMI) 110
MeKIYHAPOAHOU CTATUCTHYECKON
KJaccupukanuu 0oJ1e3Hed U npoodJIeMm,
CBSI3AHHBIX CO 3I0POBbBEM

127.0 — [1epBuyHas JeroyHasi TUTICPTCH3USI
127.2 — [Ipyras BTopuvHas JIErO9YHasi TUIICPTCH3HS
128.8 — [Ipyrue yrouHeHHbIe 00JIE3HU JETOYHBIX COCY/I0B

128.9 — Bone3Hp NeroYHBIX COCYI0B HEYTOUHECHHAS

1.5 Kinaccudpukauus 3a00/1eBaHUA WU
COCTOSAHMA (rpynnbl 3a00J1eBAHUN UJIH
COCTOSITHUH )

Tepmun «JIETOYHas TUTIEPTECH3USI 00BEIUHSCT 3THUOJOTHYECKHU u
maToMOp(hOJOTHYCCKA  pa3IMYHbIe 3a00JeBaHUS W COCTOSHHSA, HMMCIOIINC
3HAUYMUTEJIbHbIC KJIMHUYECKUE W MPOTHOCTUYECKUE pa3indus. B Hacrtosiee Bpems
JJIE OTPEACICHUS W CUCTEMATH3allid 3TOTO OOJBIIOrO CIHUCKa 3a0o0JeBaHUM

UCIOJIb3YETCsl HECKOJIBKO KIacCU(PUKaILUIA:

1. T'emognaamuueckas kinaccupukarus JII'.



2. Knmunnueckas knaccudukaruio JII' (oOmas).

3. Knaccudpukanus neanaTpuyecko JEroyHOM TUMEPTEH3MOHHOM COCYIUCTOU

00JIe3HH.
4. OyukinuonanpHas kinaccupuxauun JII' (BO3).

5. OyHKIMOHATbHAS MeAuaTpudecKas KiacCu(UKalus NeIuaTpuieckon JeroyHon

THIIEPTEH3HOHHOM COCYIUCTOM O0JIe3HN.
6. Ilatomopdonoruueckas kinaccuduxanus JII.

1.5.1. I'emoounamuueckan knaccugpuxayus JII'

B 3aBUCHUMOCTH OT YpOBHS MOPa)XXEHUs JIETOYHOI'O COCYAMCTOrO pycila BBIACISIOT
OpEeKanWJUISIPHYI0,  MOCTKANWUIAPHYIO M KOMOMHUPOBaHHYK  Ipe- U
noctkanusipabie Gopmsl JII' [1, 6. 8]. 'emoanHamMuueckue Kputepuu 3Tux Gopm
U UX pa3iinydus, onpeaessieMble IPU KaTeTepU3aluu KaMep cep/ila, MPEICTaBICHbI B

tabmie 7.

Tabauua 7. I'emoounamuueckas Kiaccu@ukayus 1e20UHOl cunepmen3uu y oemetl

[1, 8, 13]

FemoauHaMuuyeckue TUnbl
nr

Kputepun

JlerouyHasa rmnepTeH3usg
(Bce ¢dopMbl)

CpenHee gasneHune B JIA > 20 MM pT. CT.

MpexkanunnapHasa JII

CpeaHee pasneHue B JIA > 20 MM pT. CT.
NasneHuve 3aknnHmBaHmna J1IA < 15 mm pT.
NHaekc JIero4yHoro COCYyaMnCT
conpoTmeneHna = 3 ea. Byga x m:

MocTkanunagapHas
n3o0nmMpoBaHHas

CpeaHee pasneHue B JIA > 20 MM pT. CT.
HasneHuve 3aknmHuBaHua J1IA > 15 MM pT
NHaekc JIero4yHoro COCYyAMNCT
conpoTmeBneHnsa <3 ea. Byaa x m:

KoMbuHnpoBaHHasa npe- WU
NoCTKanuIApHas

CpeaHee pasneHue B JIA > 20 MM pT. CT.
HaBneHune 3aknuHuBaHua J1IA > 15 MM pT
NHaekc JIero4yHoro COCYyAMNCT
conpoTmeneHns = 3 ea. Byga x m:




1.5.2 Obwan knunuueckasn knaccupuxauyusn JII'

JIT" kak CUHAPOM, aCCOLIMUPYETCS C OOLIUPHBIM CIEKTPOM 3a00JIEBAHUM, U TOJIBKO B
nByx ¢opmax (mauomnaruueckas u HacnenctBeHHas JIAILY) paciieHuBaeTcss Kak
camMocTosITeNlbHOEe  (M30iupoBaHHOe) 3abosneBanue. IlepBas  knMHMYEcKas
kinaccuduramus JII', npemnoxxeanas BO3 B 1973 r., Bkiro4aia TOJIbKO 2 KaTETOPUU:
nepBuyHas u BropuuHas JII'. 3a mpomenmue 50 ner mpou3oman 3HAYUTEIbHbBIC
U3MEHEHUs B MOHUMAHUU ITHOJIOTMH U MATO(U3UOJIOTHH, a TAKKe KIMHUYECKUX
pa3nuuuii pa3Heix BapuaHtoB JII'. B 2024 r. Ha ocHOBaHMM MaTEpUANIOB 7-TO
Bcemupnoro cummosuyma mo JII' onmyGinrkoBaHa 0OHOBJICHHAS M IIEPECMOTpP EHHAs
KJIaccuukanus, BKJIIOYAIONIas TMSATh OCHOBHBIX KiIWHHYeckux rpynm JIT,
O0ObEIUHSAEMBbIX  OOIMIMMU  MAaTOMOP(OJIOTUYECKUMH,  T'€MOJAMHAMUYECKUMU,
KJIMHUYECKUMU IPU3HAKAMU U, COOTBETCTBEHHO, 0011IeH cTpaTerueit repanuu (Tadd.
8) [1, 6]. dus COOMIOEHUsT ~ NOPHHIMIA  [PEEMCTBECHHOCTH JaHHAs
KJIacCU(UKALIMS UCTIONB3yETCA B KauecTBE pab0yero MHCTPYMEHTa B €KETHEBHOU
KJIMHUYECKOM MpakTHUKE Yy JeTell U B3pOCibIX, a TakXe B Pa3IMYHbIX
AMUJIEMHOJIOTUYECKUX HCCIIEIOBAHUAX, BKIIOYAsi HAIIMOHAJIbHBIE U PETMOHAIbHBIE

perucTpsl JerodHor runepreHsuu. OObeauHEHHWE pa3audHbIX BapuanToB JII

00yCJIOBJIEHO OOIIUMHU 1T KOHKPETHOM TPYIIIBI MOAX0AaMH K TAKTHKE BEICHUS.

Tabnuya 8. Odwasn Kiunuveckas Kuaccupurayus 1e204Hol 2une

men3zuu [1]

pynna 1.
JlerouHaa apTepuanbHan rmnepreH3suns

1.1. NanonaTtunyecka
1.1.1 1Al c ycTond
BKK

1.2. HacneacrBeHHa
1.3 JIA[, wvHAyuup
rnpenapatamMmm n TOKC
1.4. J1AT', accoumnmpe
1.4.1. cucteMHbIMU
CoOeaANHNTENNbHOW TK:
1.4.2. BUY-nHpeku|
1.4.3. nopTanbHOM T
1.4.4. BpOXAEHHbIMI
1.4.5. wwmcrocomoso
1.5. JIAT C
BEHOOKKJ/THO3NOHHOM
NeroyvHbIX Kanunnsp
1.6. MNMepcuctumpyoLy

pynna 2.

CepaeyvHas Hen

2.1.
2.1.1 c coxpaHeHHol




pynna 1.
JlerouHana apTepuanbHas rMnNepTeH3us

1.1. NanonaTtunyecka
1.1.1 J1Al ¢ ycTony
BKK

1.2. HacneacreeHHa
1.3 1A, wvHAyuup
npenapaTtamMmm mn TOKC
1.4. J1AT', accoumnmpe
1.4.1. cucteMHbIMU
COeaAUHNTENBbHOMN TK:
1.4.2. BUY-nHpeku|
1.4.3. nopTanbHON T
1.4.4. BpOXAEHHbIMI
1.4.5. wuncrtocomoso
1.5. JIAT C
BEHOOKKJ/1HO3MOHHOM
NeroyvHbIX Kanunnsp
1.6. MNepcuctupyiouy,

JI, obycnoBneHHas 3aboneBaHUsIMMU JeBbIX
KaMep cepaua

2.1.2 CO CHMXEHHOV
oB

2.1.3 kapauomumon
3TMonoruen

2.2. lNopoku KkanaH
2.2.1 nopaxeHune ac
2.2.2 nopaxeHue My
2.2.3 cMeLaHHoe ¢
2.3. BpoxaeHHas/
cocyauncras naTo.
NOCTKanNnUNAsapHomn J1

pynna 3.
JIl, obycnoBneHHana 3aboneBaHUAMM NErkux
/NN rMNoOKcCeMmen

3.1. XpoHunyeckune o
nerkux unm amdusel
3.2. IHTepcTnumans
3.3. CoueTaHHbIN
amdpunsema

3.4 [dpyrmne napet
Nnerkux

3.5 HenapeHxuMm
3abosieBaHunsA:

3.5.1 cmHAapoMbI rmn
3.5.2 NHEBMOH3KTOM
3.6. 'Mnokcung 6e3 3
BbICOKOropHas)




pynna 1.
JlerouHana apTepuanbHas rMnNepTeH3us

1.1. NanonaTtunyecka
1.1.1 J1Al ¢ ycTony
BKK

1.2. HacneacreeHHa
1.3 1A, wvHAyuup
npenapaTtamMmm mn TOKC
1.4. J1AT', accoumnmpe
1.4.1. cucteMHbIMU
COeaAUHNTENBbHOMN TK:
1.4.2. BUY-nHpeku|
1.4.3. nopTanbHON T
1.4.4. BpOXAEHHbIMI
1.4.5. wuncrtocomoso
1.5. JIAT C
BEHOOKKJ/1HO3MOHHOM
NeroyvHbIX Kanunnsp
1.6. MNepcuctupyiouy,

3.7. AHOManuu pass

pynna 4.
JI, o6bycnoBneHHaa O6CTpyKUMEN NEeroYyHom
aprepum

4.1. XpoHU4yeckasa Tj
4.2. [Opyrne npwudy
apTepuu

pynna 5.

JlerouHass ruvMnNepTeH3nst C HESACHbIMU M
MHOropaKTopHbIMH MexaHn3MaMm
3aboneBaHusn

5.1. N'’emaTtonorunyec
5.2. CucreMHble 3ab
5.3. Metabonunuecky
5.4. XpoHunyeckasa n
unun 6e3 ananmsa

5.5.TpomboTnyeckas
OMyxosun Nnerkoro

5.6. ®nbpo3unpytoLy
5.7. CNoXHbI BPOX

1
MyTallui B I'€HAX BMPR2, ACVRL1*, TBX4, ENG, SOX17, KCNK3 u npyrux

2
aM(beTaMI/IHI)I, MGTan)eTaMI/IHI)I, ﬂaSaTI/IHI/I6, parncoBo€ Macio

KPOME: cnoxupix BIIC, otnecennbix k rpynne 5 u BIIC ¢ o6cTpyKiueit myTeii NpUTOKa JEBOTO KEMy10UKa, OTHECEHHBIX K IPYyIIe 2

B knaccudukaruio JII' Nice 2018 roma BKIIIOYEHBI JOMOJTHUTEIbHBIC MPUYUHBI
HeoHaTtanpHOM U jaerckor JIAI, BkiIOYas MNEPCUCTUPYIONMIYIO JIETOYHYIO
TUNEPTEH3MI0  HOBOpoxaeHHoro, JIAIT ¢ mocTkanuisipHoit  oOcTpyKIiuen
(oOcTpykTBHOE 3a00JeBaHUE JIETOYHBIX BEH MW TE€MAHTHOMAaTO3 JIETOYHBIX

KauJUISIPOB), BPOKICHHBIE MTOCTKAMTWIIIIPHBIE O0CTPYKTHBHBIC TOpaKEHUs (CTEHO3



JIETOYHBIX BEH M JpyTasi OOCTPYKIHS JICBOTO Cep/illa), BpOXKICHHBIC 3a00JICBaHUS U
MIOPOKH JIETKUX W HOBBIE F'€HeTHYecKHue npuunHbl Aerckor JIAI'. OnHako, naHHas
Kiaccu@ukanus HE OTpakaeT B IOJHOM Mepe OCOOEHHOCTH U BBIPAKEHHYIO

rereporeHHocTts JII' B nerckom Bo3pacre.

1.5.3. Knaccugukauyus neouampuueckoil 1e204Hoil
2UNEPMEH3UOHHOIL COCYOUCMOIL DON1e3HU

B 2011 r. Ilenuatpuueckoil ueneBod rpynnod HayuHo-ucclenoBaTeIbCKOTO
MHCTUTYTa JIETOYHBIX COCYJIOB Ha coBewlaHuu B I[laHamMe mnpemyioxkeH TEepMHH
«reauaTpuyecKas TUIEPTEH3UBHASA COCYyIUCTasi 0O0JIE3Hb JIETKUX» M MpPEACTaBlIeHa
nepBasi KJIMHUYecKas KiaccuduKaiys, BKIIYaroIas 1ecsiTh OCHOBHBIX rpynn 1 109
noarpyn (tabu. 9, 10) [102]. Jlannas knaccudukanus e OpUeHTUPOBaHA Ha BEIOOP
Meroja JjedeHusd. Hozosorum oObEAMHEHBI B TPYINbl Ha OCHOBAHUHU OOILIMX
NaTOreHeTHYEeCKUX ©  mnarousnosorudeckux  mnpuszHakoB. ILlenp eé —
CUCTEMaTU3UPOBATh BHIPAKEHHYIO T€TEPOT€HHOCTh JIETOYH O TUIIEPTEH3UHU BO BCEX
BO3PACTHBIX KaTEropusix OT BHYTPUYTPOOHOro mepuojia A0 MOAPOCTKOBOIO
BO3pacTa, yJIy4IIUTh TOHUMaHUE MaTOTeHe3a U NaTOPU3NOIOTUN 3a00JI€BaHUS, TEM
caMbIM OOJIErYUTh CIIOXKHYIO 3a/ady JIUAarHOCTMYECKOTO NOHMCKa y pebeHKa ¢
BBISIBJICHHOW JIerO4HOM rumnepreHsueil. [lanamckas knaccudukanus BbIAETSET
MHOTO(aKTOpHbIE TPUUYUHBI JETCKOU JIETOYHON TMIEPTEH3UHU, BKIIIOYAsT aHOMAJIUH
poCTa U pa3BUTHUSA JIETKUX, BPOXKACHHBIE IOPOKU CEPALA, XPOMOCOMHbBIE aHOMAJIUH,
HapylIeHUs JbIXaHUS BO CHE, XPOHUYECKYI0 acCHupalui0 H MpeHaTadbHbIE
HapyIICHUs, KOTOpPHIE CIOCOOCTBYIOT PAa3BUTHIO TOCTHATAJbHBIX 3a00JIEBaHUMN
JETKHX.

Tabnuua 9. OcnosHvle  kKamezopuu  neOUAMPUYECKOU  2UNEPMeH3UOHHOU

cocyoucmoti bonesnu neekux [102]

KaTteropusi | OCHOBHbIe KaTeropum

1 HDEHaTaﬂbHaﬂ U1in BpoXXaeHHad rmnepTeH3NoOHHad cocyanc

2 NMepuHaTanbHasa Ae3aganTaumsa  fnerodHblx cocygos (N
rmnepTeH3nsa HOBOPOXAeHHbIX, MNMJTTH)

3 NeonaTpuyeckne cepaevyHo-cocyamnctole 3aboneBaHus
4 BpoHXxo-nero4yHasa gmcnnasuns
5 N3onupoBaHHaa negunatpuyeckas ruUnepTteH3noHHas Coc

(n3onmposaHHasa neamnatpuyeckas J1AIN)




KaTteropmsa | OCHOBHbIe KaTeropum

6 MHorodakTopHas negmaTpuyeckas Néro4yHasi rmnepTeH3mns C
B COYETaHMUWN C BPOXAEHHbIMM MOPOKaAMU Pa3BUTUS

7 MeanaTtpuyeckune 3aboneBaHns nerknx

8 MeanaTtpuyeckne TpoMboambonumyeckne 3abonesaHus, oby
NEroYHy rmnepTeH3snto

9 MNeanaTtpuyeckue runobapmyeckme rmnoKCUYeckme CoCTOSIHY

10 NeonaTpuyeckas runepTeH3noHHasa cocyaucrtas 6onest
HapyLleHNeM AedaTeNIbHOCTU APYrnuX CUCTEM

[Tonnas kmaccudukamuss neauaTpUUECKOd TUMEPTEH3WBHOM COCYIMCTON OONe3HU
npeactaBieHa B Tabnuue 10 (cmpaBounbie Marepuansl). JlanHas kiaccudukanus
IoJie3Ha € KIMHUYECKOW TOYKM 3pEHMs, TaK KaK II03BOJSET TOYHO
OXapaKTepu30BaTh COCTOSHHE pEeOEHKA C Yy4ETOM 3THUOJIOTMHU, OCOOEHHO Yy JeTel,
crpaparomux JII', acconMMpoBaHHOM C BPOXKICHHBIMU IMOPOKAMHU PA3BUTHUA WU
XpPOMOCOMHBIMHM HapylieHusAMu. HekoTopble 3a001€BaHUs WU COCTOSIHUS MOTYT
OCJIOKHATBCSA JIETOYHOM THIEPTEH3UEH, KOTOPYIO MOKHO OTHECTH K Pa3jIUYHbIM

KaTETOPUSIM.

1.5.4. @ynkyuonanvnan Karaccuguxkayus 1e20UHol 2unepmeH3uu
no BO3

OyukunonanbHbii kinace (PK) nanuenta ¢ JII' — oauH U3 BakHENIINX napaMeTpOB
U IPOTHOCTUYECKUX (DAKTOPOB B ONMPEIETAIOIINX TAKTUKY BEJEHUS TAKUX OOJBHBIX
[5, 7, 10, 11, 179, 180]. [To pexomenmamusm skcreproB BO3 B 1998 roay, mns
oonpubix ¢ JII' amantupoBana dyHkunoHanmpHas kiaaccupuxanus Hbpio-ilopkckoit
acconuanuu kapauoioros (tadmn. 11, Mpuaoxenne I'1-TI'N) [181].

1.5.5 @yukuyuonanvnas neouampuueckasn Kiaccupuxkayus
neouampu4ecKkoul 1e204Hol 2ZUNEePMeH3UOHHOU COCYyOUCm ol
Oone3nu

OyukunonanbHas knaccupukanus JII' mo BO3 npeanaznavena s Jull B BO3pacTe
16 ner wu crapmie. Y JeTe CYyIIECTBYIOT CBOM OCOOCHHOCTH OIICHKH
¢bynkunonansHoro craryca npu JII', koTtopele 3aBUCAT OT Bo3pacta, pocTta U
pa3BUTHSI OpPraHOB M CHUCTEM, WJU MOTYT OBITh CBS3aHBI CO CBOMCTBEHHBIMU
BO3PACTy MOBEJCHUECKUMH pEaKIUsMH Ha BHYTPEHHHE W BHEIIHUE CTUMYJIBI.

Onenka @K 3aBucuT 1 0T crocOOHOCTU peOEHKA OMUCHIBATH CUMNTOMEI. [loaTOMYy



y naered paHHero Bo3pacta oueHky PK pexoMmenayercs mpoBOAUTH C YYETOM
HOPMATUBHBIX MapamMeTpoB (pocT, pediiekchl, moBeacHUE). Y MaleHbKUX JeTel
O0COOEGHHO BAXXHO ONpPENENIUTb, MOXXHO JIM CYUTATh HapylleHHWE KaKoil-mubo
GyHKIMHM TposiBIEHHWEM OOJIe3HH, WJM 3TO E€CTECTBEHHBIH MpPOILIECC Pa3BUTHUSA
opranusma. JTO clielyeT NpUuHUMaTh BO BHUMaHue nipu oueHke K y nereit ¢ JIT',
pa3BuBLIeicsS Ha (OHE TEHETUYECKUX CHUHIPOMOB, BIHUSIONIMX HAa MOTOPHYIO H
ceHcopHyto cepy. C 6 et pebeHOK, Kak MPaBUIIO, YK€ MOXKET caM paccKazaTh O

CBOCM (1)I/I3I/I‘IGCKOM COCTOsHHMH, a4 TAKIKC O CaMOYyBCTBHH.

Unensl meamaTpuyeckoil paboueit rpynnsl MHCTUTyTa u3ydeHusi 3a0ojieBaHUM
cocynoB nerkux (PVRI) na exeronnoit konpepenuuu PVRI B [laname, B peBpane
2011 r. mpeacraBwiin KOHCEHCYC MO (YHKIIMOHAIBHON KJIaCCH(UKAIIMKU JETOYHOM
runeprensuu y aerei [182]. B Hell npeaycmMoTpeHo 4 kiacca TSKeCTH 3a00JeBaHus,
kinacc Il monmpasmenen na monkmaccel A u b. Kimaccudukanus coctout wus
(GyHKIIMOHANBHBIX KJIACCOB, Pa3/JCICHHBIX Ha 5 BO3pacTHBIX rpynm (tabm. 12-
15, lIpuao:kenne I'l-I'N). Tpu rpynnel npegHa3Hay€Hbl Ui JAETEH B BO3pacTe
Mjague 2 JeT, KOrja MpPOUCXOAST caMble AaKTHUBHbIE IPOLECCHl Pa3BUTUS U
CO3pEeBaHUs OpTaHU3Ma. YUHUThIBasA TOT (PaKT, YTO JETHU B ATOM BO3PACTE HE MOTYT
pacckazaTb O CBOEM CaMOYYBCTBHH, OBLIM HCIOJB30BAHBl TaKWE OIEHOYHBIE
napamMeTpsl Kak mnpubaBKka B Bece, Ha3HAUCHHUE JOIMOJHHUTEIBHOTO MUTAHUS (C
y4€ToM TskecTH 3abosieBaHus). KonnuecTBO y4yeOHBIX JHEH, MPONYIIEHHBIX IO
COCTOSTHUIO 3/I0POBBS, MPEICTABIACT COOOU BAXKHBIM KPUTEPHI JJI51 OLICHKU TSXKECTH
3a00JeBaHUs Yy JI€TeW MIKOJIHHOTO BoO3pacTa. B cBs3m ¢ 3TUM B KiaccHpUKAIUIO
ObLTK BBeZIeHbI TapaMmeTpsl (75%, 50% nunn HIKe) TOCEaeMOCTH IIKOJIBI.

1.5.6 Ilamomopghonozuueckan knaccugpuxkayusa JII'

B 1958 rtomy Heath wu Edwards mnpennmoxunn maToMopQoIoruyecKyto
KJacCU(PUKAIMIO JICTOYHON rurnepTeH3uu s 6onbHbix B JIAT-BIIC [182-183].
BnocnenacTBun 3Ty KilacCH(pUKAIMIO CTaIM KUCIONIB30BaTh s apyrux ¢opm JII'.
CornacHo  aBTOpaM, MOP(OJOTrMYECKHME U3MEHEHHMS  JIETOYHBIX  COCYJIOB

Pa3BHUBAIOTCHA MOCICAOBATCIIBHO U CTCPCOTUITHO.

Cranus 1. ITpu 6oasmom IMKII u oTKpbITOM apTepHabHOM IPOTOKE: MeuaIbHas
runieptpodust aprepuil U aprepuoi; u3MeHeHuidl B uHTUMe HeT. [lpu JMIIII:
KJIETOYHasi MpoJudepanysi MHTUMBI B MENbYAMIINX MBIIIEYHBIX apTEPUIX MU

apTepuoiiax; GpuOpo3 UHTUMBI B JISTOYHBIX BEHAX.

Cranus 2. I'uneptpodust Menuu; KiIeTouHasi mpojiddepanus HHTUMBI.



Cragus 3. T'uneptpodusa Mmenuu; uOpPo3 MHTHUMBI, paHHEE TIE€HEPATIU30BAHHOE

pacLIMPEHUE COCYJIOB B TSIKEIBIX CIIydasiX.

Cranus 4. [Iporpeccupyroiiee reHepain3oBaHHOE paclIUpeHue cocy1oB U Gpuodpos
MHTUMBI C OKKIIO3Ue mpocBeTa aprepuu, ¢uodposnacto3. [losBienue
NJIEKCU(DOPMHBIX MOPAKEHUM, KOTOPBIE SBISIOTCA OAHOM M3 (OPM CIOKHBIX
JTUATAIIMOHHBIX MOPAXKEHUH, BO3HUKAIOIMIMX B JIETOYHBIX apTEPUOSIAX U MEIKHUX

MBIIICYHBIX JICTOYHBIX apTCPULX.

Cranus 5. [losiBineHue Ipyrux «MOPaKEHUH pACIIMPEHUs», BKIIOYAs MOXOKHUE Ha
BEHBI BETBH TUIEPTPOPUPOBAHHBIX MBIIICYHBIX APTEPUM, KABEPHO3HbBIE MOPAKECHUS
YW aHTMOMAaTOMWJHbIE MOPAKEHUS; CHUIBHO COCYAMCTOE JIETKOE€ H3-3a MOXOXKHUX Ha

BCHBI apTCPpUAJIbHBIX BeTBeﬁ; JIETOYHBIN reMocuacpos.

Cragusa 6. HeKpoTU3UpyIOWKil apTepHUUT.

1.6 Kiinau4yeckasi kKapTuHa 3a00/1eBaHMA
WM COCTOSTHUA (rpynnbl 3200J1eBaAaHUNA MU
COCTOSITHHUH)

Cumnrtomel JII' He cneuuuuHbl U 3HAYUTEIBHO BAPBUPYIOT B 3aBUCUMOCTH OT
BO3pacTa OOJIbHBIX, MX KIIMHUYECKOTO U (PYyHKIIMOHATIBHOTO cTaTyca [179, 180, 185-
187]. B MnageH4YecTBE W paHHEM BO3pACTE KIMHHYECKUE MPOSIBICHUS SBHOU
MPaBOKETYAOYKOBON HEJOCTATOUHOCTU KpallHE PEJKU W BBIABIAIOTCS MPU OYEHB
3amylIeHHON cTaauu 3a0oJjieBaHUsA. Y MAaJEeHbKUX JeTed MOXeT HaOIoaaThes
oTcTaBaHue QuiznueckoMm pa3Butuu. Hanbonee wacteiMu xamobamu y gereit ¢ JII'
ABISIIOTCA  €1a00CTh M yTOMJIIEMOCTb, OJBIIIKA B pAa3JIMYHOM CTENEHH OT
MUHHUMaJIbHOU B J1€0I0TE TIPU 3HAUUTENHHON (U3UYECKON HATrpy3Ke, 0 OJBIIIKH B
MOKO€ U MUHUMAaJIbHOM (pr3nuecKoi Harpy3Ke B pa3BepHyTo# craauu. Onplka, Kak
MIPaBUJIO, HOCUT UHCIUPATOPHBINA XapakTep. [IpucTynbl yaymbss He XapakTepHbl. B
OTCYTCTBUE BHYTPHUCEPACUYHBIX KOMMYHHUKAIIUN JaHHBIE CHUMITOMBI O0YCIOBJICHBI
HEJIOCTATOYHBIM HAIOJHEHUEM CHUCTEMHOTO JKEIyJOYKa M HU3KUM CEpIACYHBIM
BBIOpOCOM BO BpeMmsi (puznueckoit Harpysku [8, 9]. I1o mepe nporpeccupoBanus JII
nosaBisitoTes: cuMmnTombel [DK Hemoctatounoctn. bonu B IpyHOM KieTke mOpH
¢u3nueckoil Harpy3ke OOBIYHO BO3HUKAIOT U3-3a TUNONEppy3ud MHUOKap[a,
BBI3BAHHOW MOBBINICHHBIM HanpsokeHueM creHku [DK u motpebHocThIO0 MUOKapaa B
kuciopoje. Pexxe 3TOT cUMIITOM MOXKET ObITh BbI3BaH CIABJIEHHMEM CTBOJIA JI€BOU

KOpoHapHOU aprepun awiatupoBanHod JIA. Henmocratounoe yBelInyeHue



CEepIEUYHOr0 BhIOpOCA BO BpeMs (PM3WUECKOW aKTUBHOCTH MOXKET OBITh NMPUYHMHON
npe- U CHHKOMAaJbHBIX cocTosHui. [lepudepuueckue oTeku, yBeIudeHUEe MEUYEHU,
acUMT M HaOyXaHUE IMIEHMHBIX BEH BO3HMKAIOT B Pa3BEPHYOW CTAJAMU 3aCTOMHOM
MPaBOXKEIYyJOUYKOBOH  HEJOCTATOYHOCTH M OOYCJOBJEHBI  HapyIICHHEM
OMOPHEPTETUKH KapAUOMHUOIIUTOB B YCIOBUSIX U30BITOUHOMU MPE- U MOCTHATPY3KHU, U
HECIIOCOOHOCThIO MHMOKapJa IMpPaBOTO KEIYJ0YKa TMPEOJ0JETh IOBBIIICHHOE
JIETOYHOE COCYIUCTOe comnpoTuBieHue. CHIKEHUE amnmeTuTa U 00JM B MPaBOM
noapedbepbe MOTYT BO3HHMKAaTh Ha (OHE TremaroMeraiud, OOYCIOBJICHHOMN
3aCTOMHBIMU SIBJICHUSMH B NeYeHU. PEOCHOK WM €ro pPOJMUTENM MOTYT OTMEYaThb
yBeJIMUeHHE 00XBaTa *KUBOTA M3-3a acluTa. Pexe malueHThl OTMEUYaroT Kalllelb,
KPOBOXapKaHb€ M OXPHUILIOCTh rojioca. [locienHsis BbI3BaHA COABJICHUEM JIEBOTO
BO3BPAaTHOTO TOPTAHHOTO HEPBAa pPACIIMPEHHBIM CTBOJIOM JIETOYHOM apTepueit
(cungpom OpTHEpPA), YTO MOXKET MPUBOAUTH K HAPYIIICHUIO MHHEPBAIIMHU TOJIOCOBBIX
CBSI30K.

«BusutHoit kaprounoi» JIAI'-BIIC ¢ Ou- 1 yHUBEHTPUKYJSIPHONU reMOJUHAMUKON
U MacCUBHBIM apTepuoBeHO3HBIM cOpocoMm (JIAIT ¢ coxpaHeHueM JeBO-IIPaBOro
copoca u JII' mpu cinoxubix BIIC) cimyxart gacteie OpoHX0JErodHbIe 3a00JICBaHMSA,
CBS3aHHBIC C IEPEMOJHEHHEM Majoro Kpyra KpoBooOpainenus [45-48, 187].
Oppllka, cepaneOueHne, yTOMISIEMOCTb, CIa00CTh W IUIOXash MEePEHOCHUMOCTh
dbu3nuecKkoil Harpy3KM y TaKuX MaIMeHTOB (B OCHOBHOM JIE€TE€H paHHEro BO3pacTa)
CBSI3aHBl C 3aCTOMHOW JIEBO- M TMPABOXKEIYJOYKOBOW HEJOCTATOYHOCTHIO U

COIPOBOIKIAIOTCS BIIAYKHBIMH XPHUTIAMU B JICTKUX U YBEJIWYCHHEM nieueHu |8, 45-50].

Yacto pguarno3 JII' Takke MoOxkeT OBITb pe3yabTaTOM CIy4YalWHBIX HaXOJI0K
(HampuMep, YBEIMYEHHE KapIMOTOPAKaIbHOTO COOTHOIIEHHUSI TPU PeHTTeHOorpaduH,
OTKJIOHCHHUSI 3JICKTPUYCCKON OCH cepjra, MpU3HaAKd THUIEepTpoPur MpaBeIX KaMep
cepana npu OKI. B psge cimyuaeB mpu sxkanmo0ax Ha yTOMISIEMOCTb, Kalllelb,
OJNBIIIKY Yy JeTed MOXeT OBITh OIMMOOYHO JWAarHOCTHUPOBAH OPOHXHT WU
OpoHxuanbHass acTtMa. Y JeTedl ¢ O0oOMOpOKaMH, B T. Y. C CYJIOPOXKHBIM

KOMITOHCHTOM, MOKET OBITh BBHICTABJICH OIMMMOOYHBIN JUArHO3 dMHICTICHH [9].

Kano6sr Ha mepebou B puUTME cepiia, ydaméHHoe cepainedrueHne — peaKkuil, HO
omacHbIi cuMOTOM Yy mnanueHtoB c JII', KOTOphIi MOXeT ObIThb 0O0YyCIOBJIEH
pa3BUTHEM O KM3HEYTPOXKAIOWIUX apuUTMUN  (Hampumep, GUOPUIIALMU WU
TpeneTaHuss TpeAcepAuil), AacCOIUUPYIOMUXCS C YXYAIIEHHEeM MPOTHO3a

3a00JIeBaHUs U PUCKOM BHE3AITHOW CEpJIEUHON CMEPTH.



[Ipu cunapome DitzeHMeHrepa HaOIIOAAETCS IMAHO3 U MPU3HAKUA €r0 CUCTEMHBIX
OCJIO)KHEHUH — 3PUTPOLUTO3, AedopMalus JUCTANBHBIX (pajaHr manableB MO TUITY
«0apabaHHBIX MAJTOYEK» M «YAaCOBBIX CTEKOJ», HApPYyIICHUE OCAHKW BCJIEACTBHE
OCTE0apTPOIaTUHU U CKOJIMO034, JIETOUYHbIC U TapaJIOKCaIbHbIE CUCTEMHBIE TPOMOO3HI,
U 5MOO0JIMHU, KPOBOTECUEHHS, CHUMIITOMBI MOJAarpbl M XOJEIuTHa3a, HapylIeHHE

byHkuuu moyek u np. [19, 45-48].

['pO3HBIM OCIOKHEHUEM AJIUTENBHO cyuiecTBytoniei JII' aBistoTCsS KpoBOXapKaHbe
U JIETOYHBIE KPOBOTEUEHHUS, 00YCIIOBIEHHBIE Pa3pbIBOM MMATOJOTUYECKUX JIETOYHBIX
koJutarepainbHbix aprepuil 3 bBKK [46-48, 185]. Ipyras npuunHa KpOBOXapKaHbs —
UH(aApKTHl JIErKOro BCIEACTBHE TPoMOO3a aHEBPU3MATUUYECKU PACIIUPEHHBIX

JIETOYHBIX apTEepUil MPU HU3KON CKOPOCTHU KPOBOTOKA [47].

JlerouHo-runepTeH3MOHHBIN KpU3 y nanueHToB ¢ JII' — ObICTpOE€ U OTHOCUTENBHO
nnutenbHoe mnoBelmieHne JICC, kak npaBuiao, OOYCIOBJIEHHOE pPa3IMYHBIMU
npoBOLUpYIOIIUMHE  (akTopamMmu  —  (PU3UYECKOM  HArpy3koil, CTpeccoM,
runoBojeMueil u ap. CHUKEHUE JIETOYHOTO KPOBOTOKA M CEPJIEYHOro BbIOpOCa,
HapacTaHUE€ THUIOKCEMUM, Tunonepdys3uss U TUIOKCUS TKaHEH IMpU JIETOYHO-
TUTIEPTEH3UOHHOM KPHU3€ MHOT/a COMPOBOXKIAETCS MoTepel co3Hanus. JlerouHo-
TUTIEPTEH3UOHHBIA KPU3 MOXKET JJIUTHCA HECKOJIBKO YacOB M CYTOK, KyIUPOBATHCS

CaMOCTOSTEIIBHO, IOCIE JICUCHHS WM IPUBECTH K JeTanbHOMy uexony [20, 49-51,
186].

2. JInarHocTuka 3a00,1eBAaHUA WJIH
COCTOSIHUSA (rpynnbl 3a00/1eBAHUN UJIH
COCTOSIHUM) MeAULUHCKHUE NMOKA3ZAHUA U
NMPOTUBONMOKA3ZAHUSA K NPUMEHEHUI0 METO/10B
AMATHOCTUKH

2.1 ’Kaj100bI 1 aHAMHE3

* Pexomenayercs netsm ¢ JII' BcectopoHHMIA cOOp aHaMHe3a | Kajlo0 I OLIEHKH
KIIMHAYECKOTO U QyHKIIMOHATIbHOTO cocTostus [179-180, 186-188].

YIAA2YYPA

KomMmeHnTapuii: npu cboope amammeza u xHcanob pexomeHOyemcs paccnpocums

p€6€HKCl u/unu eeo podumeﬂeﬁ O HaAauduu y Heco YmoMmiaiaAemMocnmu, CHUINCEHUA



NepeHoCUMoCmu u3U4ecKux Haspy30K, OmMcmaganus 6 (QU3UUECKOM pa3zeumuu,

00bIWKU KAk npu @Qusuueckou Hacpyske, mak U 6 NOKoe, NPUCMYNOB

20JI080KPYIHCEHUL, 0OMOPOKOS, NPOBOYUPYEMBIX (DUIUUECKOU HA2PY3KOU, KAULls,

KpoBOXapKkaHuvs, Oonell 6 2pyOHOU Kiemke, nepeboee 6 pumme cepoyd,

cepoyebuenus, boell 8 dcugome, OMEKOB.

* Pexomenayercs nersam ¢ JII' npu oneHKe aHAMHECTUYECKUX TAHHBIX YTOYHATH
Hanuuue y peO&Hka pakTopoB U 3a00JI€BaHUMN, ACCOLUUPYIOIINXCS C Pa3BUTHEM
JIT" nyist yTouHeHus 3THOJIoTuHU 3a0oaeBanus [8, 45, 56, 61, 73, 75, 179-181].

YIAA2YYPA

* PexomengoBano getsm ¢ JIAI-BIIC mpu cOope aHaMHECTHUYECKHX JTaHHBIX
BBISICHUTh MPOBOAMJIACH JIM OINEpaTUBHAs KOPPEKUMS NOpoKa, €€ TUll U
MoAN(UKAIUIO, pE3YIbTaThl, HATMYHE WU OTCYTCTBUE OCIOKHEHUM, cTeneHb JII
10 U nociie onepanuu [45-48, 188].

YIAA3 YYP A

* PexomenaoBana fetsam c¢ JII' oneHka ceMEMHOTO aHaMHe3a Ul ONPEAECICHUs €€
cemerinoit popmer [40, 41].

YAA3YYPB

KommenTapuii: /lpu cbope anammeza pekomenoo8anHo paccnpocums pooumeinell

pebenka o0 HAIUYUU 8 ceMeUHOM anamuese ykaszanuii Ha JII' moboi smuonocuu y

poocmeenHuxkos [—2 cmeneru poocmea, o OAUZKOPOOCMEEHHOM Opake pooumeneu

pebeHka.

2.2 Ou3uKajJbHoe 00c/Ie10BaHue

* PexomeHAyeTCst BCEM JICTSAM C MOJ03PECHUEM WM YCTAHOBJICHHBIM JTHATHO30M
JIT mpu ¢us3ukanpHOM 00cnenoBannu pebénka [8, 13, 45, 179-182, 187, 188]:

©  mpoBeCTU OOIIHUI OCMOTP,

© IIpOBCCTHU AHTPOIIOMCTPHUUICCKOC HCCIICOOBAHUC pe6eHKa COrJIaCHO

NEPLEHTUILHOMY paclpe/elIeHUI0 110 BO3pacTy U oIy,

©  OLCHHUTH COCTOSIHUE KOXKHBIX IMTOKPOBOB, CJIIM3UCTHIX, HOJIKO)KHO-)KI’IpOBOﬁ

KJIETYATKH, TUM(POY3I0B,
©  ompeneNuTbh TOHYC MBIIIIII,

© mpoBecTd omnpeaeneHue GOpPMbI TPYJAHOM KIETKH, HCKIIOYUTh HaJIU4yue

KOCTHBIX JIe(popMalnii,

© U3MCPCHUC YaCTOTHI AbIXAHHA,



©  ONpEeAEeNIUTh XapaKTEPUCTUKN BEPXYILIEYHOI'O U CEPAEYHOI0 TOIYKA, IPOBECTU
TEPANEBTUYECKUE NIEPKYCCHUIO U ayCKYJIbTALIUIO CEpALIA, IPOBECTU U3MEPEHUE
4acTOThl CepAllcOMEeHUN, OIEHUTh PUTM TOHOB CeEpJlla, HAIWYUE UJIH

OTCYTCTBHC ITIYMOB,

© OCMOTPCTh, MPOBCCTHU IMAJbIIAIUIO IIeHHBIX B€H, OLICHUTHh HUX HAIIOJIHECHUEC B

KJIIMHO- U OPTOCTA3¢c,

© MpoBecTH HCCIeNOoBaHUE MyJbca Ha MEPUPEPUUECKUX ApTEPUAX BEPXHUX U

HUKHUX KOHEUYHOCTEH,

© MpOBECTH U3MEPEHUE apTepPHaIbHOrO JaBICHHS Ha MepudpepudecKux

ApPTCPHUAX BEPXHUX U HUIKHUX KOHCqHOCTCﬁ,

° IpOBEAEHUE IYJbCOKCUMETPUHU C ONPEIHEIICHUEM caTypaluudy KUCIOpoAa Ha
BCEX YEThIPEX KOHEYHOCTAX (SpO?2),
©  OILICHUTbH COCTOSHHE MEepeaHEN OPIOIIHON CTEHKU, pa3Mephl JKUBOTA, TPOBECTHU

TEPANEBTUYECKHUE MATbIALIMIO U IIEPKYCCUIO KUBOTA,
©  OmpenesIUuTh TEMIIEPATYPY KOHEUHOCTEH, UCKIIFOUUTH NepuPepruIeccKie OTEKH,
©  MOpPOBECTH OLEHKY BBIIUTON U BBIACICHHOU KUIKOCTH.

YAASYYPC

KommenTapmii: /lpu gusuxanvrnom obcredosanuu ciedyem oopamums 6HUMAHUE
Ha omcmasanue 8 (uU3UYeCKOM U NCUXOMOMOPHOM PA3BUMUL, HA YBEM KONCHbIX
NOKPOBO8, HANUYUE YEHMPALbHO20, Nepuhepuieckoeo Uil CMeulaHHo20 YUaHo3d,
usMeHeHue ganane naivyes no muny «6apabanHvlX naioyex» u Ho2meeavlx NiaCcmuH
8 6UOe «YACOBbIX CMEKON», HA pPACUUPEHHble U HANOJHEHHble 6eH uelu 8
KJIUHONOJIONCEHUU U OPMOCMA3e; HA NOJONCUMENLbHBLL 6EHHBIL NYIbC, HA U3MEHEHUe
@ opmbl 2pyOHOIl KlemKu («00UK000pa3Hany 2pyonas Kiemkd, cepoedtulil 20po), Ha
VCUNIeHHbLU, PA3IUMOL CepOeyHblll MONUOK, PACUUpeHUe ePAHUY OMHOCUMETIbHOU
cepOeunot mynocmu, ycuienue, axkyenm Il mouna Hao nezcounou apmepueti,
OUaAcCmoIUYecKull. Wym OMHOCUMENbHOU HedOCMAmMOYHOCMU KIANaHa Je204HOU
apmepuu  (wym I pexema—Cmunna); cucmonuyeckuti wiym mpuKycnuoaibHouU
He0OCmMAamouHOCmMU, WymM apmepuo-8eH03H020 copoca Kpou npu CUCEMHO-
JIE2OUHBIX WLYHMAX, HA YEeluyeHue neweHu, dacyum, noxolooarue KoHeuHocmell,
nepugepuueckue omeéxu.

* PexomengoBano jetsm ¢ JII' npoBoauTh OLEHKY (DYHKIIMOHAIBHOTO KJlacca JJist

OLICHKU TsKeCTH 3aboJieBaHMs, cTpatugukanuu pucka JII' kak mpu nepBUYHOM



o0cCjIeI0BaHUHU, TaK M IPH JHHAMHUYECKHA HAOIIONEHMIX [JIS OLIEHKH OTBETa Ha
npoBoauMyto Tepanuio (tadiu. 12-15 Mpuno:xkenne I'1-T'N) [180-182, 187-189].
YIAA2VYYPA

2.3 J1abopaTopHbIe JTHATHOCTHYECKHE
UCCJIeOBAHUSA

* PexomengoBano getsm ¢ JII' mpoBegenne o0miero (KIMHUYECKOTO) aHAIM3a
KpOBM KakK NpU TMEPBUYHOM OOCIENOBaHMM, TaKk M MpPU JUHAMHYECKOM
HaOmoneHuun kaxabie 3-6 mecsues [8, 12, 187, 188, 190, 191].

YAASYYPC

KommenTapuii: [lomumo cmandapmmoii ungpopmayuu, nonyuaemor npu aumanuze

2eMoepamMmbl, HeobXooumo obpawjames GHUMAHUE HA OUHAMUKY  YPOBHEU

2eM02100UHa, dPUMPOYUMO8, GKII0UASL UX WUPUHY PACHPeOeNeHUs N0 00bEMY; V

nayueHmos ¢ CuHoOpomom Jiizenmenzepa — Ha Haaudue u cmeneHb NOIUYUMo3da.

* PexkomenaoBano netam c JII' uccienoBanue KUCIOTHO-OCHOBHOI'O COCTOSIHUS U
ra3oB KpOBU KakK IPHU MEPBHUYHOM OOCIEIOBAaHUHU, TaK M MPU JUHAMHUYECKOM
oOcneoBaHUU Kaxable 3-6 MecsieB A OlueHKU d(PQPeKTUBHOCTH Tepanuu |8,
12,187, 188, 190, 191].

YAASYYPC

* PexomenaoBano jgetaMm ¢ JII' mpoBenenue aHanmza KpOBH OMOXHMHYECKOTO
oOleTepaneBTUUECKOr0 ¢ Kak MpU IMEPBHYHOM OOCIEeIOBaHUHM, TaK M TIPH
JMHAMHYECKUX HaOmoaeHusx [8, 12, 187-191].

YAASYYPC

KommenTapwmii: /[12  nayuenmos,  noayuaowux  NOCMOAHHYIO — Mepanuio

anmazoHucmamu peyenmopos snoomenuna oyeuxka yposusi ACT u AJIT odonoucua

NPOBOOUMBCSL  PERYNIAAPHO, — eHCeMeCAYHO  OJiIsl  CBOEeBPEMEHHO20  BblABIeHUs

HOMEHYUANbHO20 NOBPEHCOEHUs NeUEeHU.

* PexomengoBaHna jetam ¢ JII' oneHka oOMeHa xese3a, BKIOYas UCCIEIOBAHNE
ypoBHEH CBOOOJHOrO kene3a U (QeppuTUHA B KPOBU U HCCIEIOBaHUE
KEJTIE30CBA3BIBAIONICH CITOCOOHOCTH CHIBOPOTKH, HACHIIMICHUS TpaHcheppuHa
KEJe30M, Kak TpHU TMEpBUYHOM OOCIEeIOBaHWUHU, TaK U MPH JTUHAMHUYECKOM
HaOJI0ICHUH KK Ible 6 MECSIEB JIJI1 CBOEBPEMEHHOTO BBISIBIICHUS €ro Ae(UuIinTa
1 TIOCJIEIYIONIEH KOPPEKIUH esie30aeuIuTHoN anemun [192-194].

YIA3VYYPA

* PexomengoBano aetsm ¢ JII' wumccnenoBanne ypoBHsS N-TEpMHUHaIBHOTO
(¢parmenTa HaTpuilypetuyeckoro nponentuaa Mo3rooro (NT-proBNP) B kpoBu

JUISL OLIEHKHM TsDKECTH 3a0oseBaHusi, cTpatuduxauuu pucka JII' kak npwu



MEPBUYHOM OOCIIEIOBAHUY, TAK U NMPU JTUHAMUYECKUX HAOIIOJEHUSIX JIJIs1 OL[EHKHU
OTBETa Ha MPOBOIUMYI0 Y OosibHBIX ¢ JIT' [195-200].

YAA2VYYP A

Kommenrtapuii: Yposeno NT-proBNP 6 cvigopomie kpo6u blcOKO Koppeaupyem c

nokazamensamu uHeasueHou cemoounamuxu, PK, ¢ynxyueti npasoeo dncenyoouka u

svlocusaemocmoio y oemetl. Oyenxa usmenenuil yposus NT-proBNP 6 ounamuxe

makxce Ompa’xycaem UIMeHeHUs MmaAddCecmu 3a001e6aHUs U UCNOJIb3Yemcs 8

Kaiyecmee npocHOCMuU4ecko2o ouomapkepa 3¢gexmusHocmu mepanuu u pucka

HeO1a20NPUAMHO20 UCX00A, BKAI0YAS 1eMATbHOCHb.

* PexomenaoBano getam ¢ JII' wuccnegoBanue ypoBHeld ButamuHa Bl2
(umanokob6anamuHa) U (OIMEBON KUCIOTHI B CHIBOPOTKE KPOBH, Kak (pakropa,
BJIMSIONICTO Ha TeueHue 3aboneBanus [201, 202].

YAA4YYPC

* PexkoMeHJA0BaHO ICTAM c Jr HCCJIEIOBAHUE YpPOBHEU
cBoboaHoro Ttpunioatuponuna (CT3), cBobomnoro Ttupokcua (CT4) wu
tupeorponHoro ropmona (TTT') B kpoBu Bcem OosbHbIM C JII' npu nepBUYHOM
oOciienoBaHUM HW JAWHAMHYECKOM HAOMIOJEHUHM ISl  OUEHKH (PYHKIHH
IIUTOBUIHOM KeJe3bl, Kak (pakTopa, Baustomero Ha Teuenue JII' [203].

YAA4YYPC

* PexomengoBano netsm ¢ JIAIT wuccnemoBanne Ha BUY-uHbexknuio s
UCKIIIOUeHHs accoruainuu ¢ BUY-undexumeit [75-83].

YIAA2YYPA

KommenTapuu: /. V demeu ¢ nepunamanvuoim konmaxkmom no BUY-ungexyuu 6

sospacme maaouwe 18 mecayes, a maxoce y auy, HAXO00AWUXCSA 8 UHKYOAYUOHHOM

nepuooe, PEKOMEHO008AHO UCNOIb3068aMb MOJIEKYAAPHO-0UO0I02UYeCKOe
ucciedosanue Kposu Ha eupyc ummyHooeguyuma ueroseka BHY-1 (Human
immunodeficiency virus HIV-1).

2. 'V oemeti ¢ nepunamanvnvim xonmaxmom no BUY-ungexyuu 6 eo3pacme

cmapwe 18 mecayes, a makoce y Oemell 6e3 NepuHaAmMAalIbHO20 KOHMAKMA 8

Kawecmee CMAamoapmHo2co memooa aabopamopHou ouacHocmuxu BUY-ungexyuu

UCNONB306AMb  Mecm-cucmemsl O0Jisi 0OHOBPEMEHHO20 ONPeOeNeHUs aHmume

knaccos M, G (IgM, IgG) k supycy ummynooegpuyuma uenosexa BUY-1 (Human

immunodeficiency virus HIV 1) u aumumen xnaccos M, G (IgM, 1gG) k supycy
ummynooepuyuma uenoseka BUY-2 (Human immunodeficiency virus HIV 2) &

Kposu u ammueena p24 eupyca ummynooepuyuma uenoseka BHY-1 (Human

immunodeficiency virus HIV-1) 6 «kposu ¢ nocredyowum npumenerHuem

nOOMBEPAHCOAIOUSUX MECMO8 (UMMYHHBLU, TUHEUHBIL 0.110M).



PexomenmgoBano netsm ¢ JII' onpenenenne anturenoB HbeAg, HbsAg, HbcAg
Bupyca renatuta B (Hepatitis B virus) B kpoBu, onpezeneHue aHTUTEN K BUPYCY
renatuta C (Hepatitis C virus) B KpoBH, JJIsi HUCKIIOYEHHS COMYTCTBYIOIICH

natosoruu [8, 187].

YAASYYPC

PexomenmgoBano netsm c JII' mpoBeieHrEe MMMYHOJOTHYECKUX TECTOB, BKIIIOYAs
uccienoBanue ypoBHs C-peakTUBHOTO Oelka B CHIBOPOTKE KPOBU, OMPEACICHHE
CollepKaHUsl PEBMATOMAHOrO (hakTopa B KPOBH, ONPEACIICHHE COJEpKAHUS
aHTUTeN K aHTureHam snapa kiuetku u JIHK B kxpoBu, onpenenenue conepxanus
AQHTUTENI K OJKCTParupyeMmbIM SJAECpPHbIM AHTUT€HaM B KPOBHU, OIpEJEICHUE
COJECpP)KAHUSL aHTUTEN K LUUTPYJUJIMHUPOBAHHBIM O€JIkaM B KPOBH, OINpEIEICHUE
cCollepKaHUsl AHTUHEUTPOPUIBHBIX IUTOIIA3MATUYECKUX AHTUTEI B KpPOBH,
ompejaeneHue coAepkaHus aHTHGOCHOTUNUAHBIX AHTUTENT B  KPOBH JJIA
MCKJIIOUYECHHS] aCCOLMUPOBAHHBIX (POpM, BKIIOUAsT CHUCTEMHbIE 3a00JI€BAaHUS

COCIMHMUTEIIBHOM TKaHu [62-68, 204].

YAASYYPC

PexomenaoBaHno aetsam c JII' onpenenenue cogepxanus anturen [gG u, [gM k
KapJAHOJIMIINHY B KPOBH, OTIPEACICHUE COAEPKAHUS aHTUTEN K ochomunuaam B
KpPOBHU, BKJIIOUYAs BOJYAHOYHBIA AHTUKOATYJSHT, OIPENEIIEHUE CONEPKAHUS
aHTUTEN K Oera-2-TIMKOMPOTEUHY B KPOBH ISl BBIABJICHHUS (PAKTOPOB pHCKA
XTDJIT'; y 60MbHBIX C BEPOSITHBIM WM MOATBEPKACHHBIM nuarao3om XTOJIIM —
1151 ycTaHoBIIeHUd €€ npuunHel [141, 142, 204].

YAASYYPC

PexomennoBana netssMm ¢ JII' omeHka cHCTEMBI KOAryJiALMH, BKIIOYas
OnpeaesieHue aKTUBHOCTU MpoTrenHa C B KpPOBH, ONpPEAEICHHE AKTHUBHOCTH
mpoTerHa S B KPOBH, OMNPEACICHHE aKTHBHOCTH aHTHTpomOuHa III B kpoBH,
ompeneNeHne akTUBHOCTH (akTopa V B CHIBOPOTKE KPOBUY», OIPEICIICHHE
akTuBHOCTH (aktopa VII B CBIBOPOTKE KpOBU», ONpPEIEICHUE AKTUBHOCTU
¢daxtopa VIII B ChIBOPOTKE KpOBH», MCCICAOBAHHUE arperainuv TPOMOOIIUTOB
BCeM nanueHTam ¢ JII' 11 MCKIIIOYeHUsT HAau4Ynsl COCTOSTHUS TUIEPKOAr yJsIun

u onpeneneHus BepostHoro pucka XTIOJII [140, 142, 205, 206].

YAASYYPC
I'eneTnueckoe odcjae10BaHue

PexomenmgoBan netsMm ¢ JII' CKpUHUHT Ha HaJu4yue HACJIEICTBEHHBIX
TpoMOopunuii 1as BeisiBIEHUS (dakTopoB pucka XTIJII, y OonapHBIX C

BEPOSTHBIM WJIM MOATBEPKACHHBIM tuarHo3oM XTOJII' — mig ycraHoBieHus eé€
npuunnel [141, 142, 200].



YAASYYPC

* PekoMeHa0BaHAa KOHCYJIbTALlUS Bpada-T€HETUKA C MOCIEAYIOLUIUM MIPOBEICHUEM
reHeTHYecKoro ucciuenopanue pneram ¢ JIAIT HeusBecTHOM 3THOJIOIMU
(mamonatuueckoi), cemeitHoit hopmoit, JIAI'-BIIC mpu Maabix/comyTCTBYOMUX
nepexrax, JIAI'-BIIC, coxpanstomasics mnocie koppekuuu BIIC, JIAT,
aCCOLIMMPOBAHHON C JIEKAPCTBEHHBIM MJIM TOKCHUYECKUM BO3JACHCTBUEM IS
ONpPENENECHUsI MOJIEKYJSIPHO-TEHETUYECKOTO  BapuaHTa, IPOBEAEHUS PHUCK
cTpaTuduKaluy 3a00J€BaHNs U BBISIBICHHUS YICHOB CEMbU C BBICOKMM PUCKOM
JIAT [40-43, 207-210].

YAA3YYPA

KommMmenTapmii: [Jerecoobpasno exniouums 6 2eHemuyeckoe mecmuposanue

uccredosanue 2eHo8, Mymayuu 8 KOMOPbIX, 00KA3aHO accoyuuposanvl ¢ JIAIL:

ACVRLI, ABCCS, BMPR2, CAVI, ENG, TBX4, KCNK3, EIF2AK4, a maxoce &

eenax, eepoamuo accoyuuposanuvix ¢ JIAI': NOTCH3, SMADY9, GDF2, AQPI,

SMADS, SOX17 u ATP13A43.

* PexoMeHJ0BaHO JETAM C OTATOLIEHHBIM CEMEWHBIM aHaMHe3oM 1o JII' ¢
HaJIMYMeM POACTBEHHUKOB | CTeeHU poJICTBAa C MOHOTeHHBIMU popmamu HITAT,
TeHETUYECKOE MCCIIeIOBaHuE NIl HanboJiee paHHEeW AMAarHOCTUKH 3a00JieBaHuUs
JIAT [207-210].

YAiA3YYPB

* PekoMeHA0BAH PETYJISPHBIII HEMBA3WBHBIM CKPUHUHT JETEl-O0ECCHUMMITOMHBIX
HOCHUTENEH TEeHETHYECKON MyTauuu, accouuupoBaHHou ¢ JIAI, Ha Hamuume
kputepueB JII' Bkmouarommi peructpainuio saekTpokapauorpammel (9K,
TpaHcTOpakaiabHy sxokapauorpadpuio (DXOKI'), uccnenoBanue ypoBHs N-
TEPMUHAIBHOTO (PparMeHTa HATPUUYypETUUECKOTO TponenTuaa Mo3rosoro (NT-
proBNP) B kposu [207-210].

YAASYYPC

2.4 UHucTpyMeHTA/IbHbIE THATHOCTUHYECKHE
UCCJIeI0OBAHUS

* PexkoMeHa0BaHO JeTAM C NOAO3peHMEM Ha Haimuuue y HuX JII' Ha ocHOBaHuM
MEIUIIMHCKOTO aHaMHe3a, BKJIOYas CEMEWHBbIH, KajnoO, (U3UKAIBHOTO
oOciieoBaHus TMPOBECTH KaK MOXHO OBbICTpee NEepBUYHOE 0O0CIeq0BaHUS,
Bkmrovaronue perucrpanuto  OKI, mposenenne OXOKIT m  npunenpHOU
peHtreHorpaduu opraHoB rpyaHoit kiaetku (puc. 1 Mpuaoxkenune B) [8, 12, 13,
22, 45-48].

YAA3YYP A



2.4.1. CranaaprHas 3jeKTpokapauorpadus

* PexomengoBaHa peructparus dnektpokapauorpamMmmbel  (OKI)  nmersm ¢
nojo3penreM Ha Haguume JII' [211-214].

YIA3VYYPA

KomMmenrapuii: OKI' sensemcs 6b1cOKOUYBCMBUMENIbHLIM, HO He CHeyuhuuHbiM
UHCIMPYMEHMOM OUACHOCMUKU 1e20YHOU cunepmen3uu. Omcymcmaeue usMeHeHull Ha
IKI ne ucknrouaem JII', noomomy SKI' ne mooicem cysxcumos memooom CKpuHuH2a
JIT'. Ocnosuvimu IKI-mapkepamu JII' aenaomes npuznaku eunepmpopuu npasozo
JAHCeNYOOUKA U NPABo2o npeocepousl, ¢ Koppekyuel Ha 803pacm pedeHKd, npu 3mom
Hanuuue 3mux NPU3HAKO8 He Koppeiupyem ¢ msadxcecmvlo 3abonesanus. H3-3a
Guzuonocuueckoii npasoepammol omxaonenue I0C kax kpumepuii JII' nenaoéxcen
y Odemeiti pannezo eospacma. IKI' y demeti ¢ JII' mooicem 6vblia6umv MHOMICECMBO
AHOMANUT, BKIIOYASL HAPYWEHUS PUMMA U NPOBOOUMOCTU, YOIUHEHUe UHMeP8ald
OT, npusnaxu uwemuu muoxapoa. Kemyooukogvle apummuu pecucmpupyomcs npu
JII' peoce, uem Haoddxcenry0ouKogvle MmMaxuKapouu, 603HUKHOBEHUE KOMOPbIX
accoyuupyemcsi ¢ YXyouwleHuem — COCMOSAHUS U npoepeccuposanuem
npasodceny0ouKkosol Hedocmamounocmu. Ilepcucmuposanue mpenemanus uiu
duobpunrayuu npedcepoull y maxux 601bHbIX AGIAIOMCS PAKMOPOM 8bICOKO20 PUCKA
cmepmu  Om  NPABONCENYOOUKOBOU  HeOOCMAMOUHOCU — (CMEPMHOCHb 00
82%) [214]. Ilpu >mom cmadbuibHoe B0CCMAHOBIEHUE CUHYCOB020 PUMMA
accoyuupyemcsi ¢ yayyuleHue npoeHo3d U CHUMNcenuem jemaibHocmu 00 6,3%.

* PexomengoBana aetsm c¢ JII' peructpamus OKI' kaxnapie 3-6 mecsieB s

JUHAMHAYECKOro HaOmoaenus [211-214].
YAA3VYYPA

2.4.2. PentreHorpadgusi OpraHoB rpyJAHON KJIETKH

* PexoMeHg0BaHA TPHUIICIIbHAS PSHTTCHOTrpadUs OPTAaHOB TPYAHON KICTKU JETIM
c nono3penuem Ha JII' mpu nepsuyHom obcnenosanuu [12, 13,22, 187, 188, 215,
216].

YAASYYPC

KommenTapwuii: /Ipu nposedenuu penmeenozpaguu ciedyem oopawiames 6HUMAHUE

Ha namojao2uyeckue USMEHEeHUs, BKIUanwue NnogvluleHue Nnpo3paivHoOCmu

Jle2OYHbIX NoJell Ha nepugepuu 3a cuém obeOHenUsl 1e20UH020 PUCYHKA, 8blOyXaHue

cmeona u Je6ou 6emeu Je20YHOU apmepuu, Komopwvle QopmMupyrom 6 npsaMouU



npoexkyuu I Oyey no nesomy KoHmypy cepoyda,; pacuiupenue KOpHel 1eSKUX,

yeenudeHue npasvlx omoenos cepoya. Penmeenoepagus epyonou kiemxu oObIUHO

no360sem 000CHOBAHHO UCKTTIOYUMb YMEPEHHOe UIU MANCENOE NOPANCEHUE IeCKUX

UL BEHOZHYIO JIe20UHYI0 2UNEepmeH3Uuto, 00YCI08IeHHYI0 DOJIe3HAMU JIeBblX Kamep

cepoya, npugoosawyro Kk oméky neekux. Oonako cmenensv JII' ne o06sa3amenvHo

KOppenupyem cO CMeneHvlo pPeHmeeHOoI02UYeCKUX OmKIOHeHul. Y oOemel ¢

nooospenuem Ha JII' penmeenozcpaghus modrcem 0amv UCXOOHYIO UHDOPMAYUIO O

cocmosHuu JIeeKUX c yuemom npuemiemo2o PUCKA/003bl

obnyuenus. Heobxooumocms penmeenocpaguu epyoHol KiemkKu npu noemopHBbIX
su3UMax onpeoensiemcs KIUHU4eckol cumyayuel.

* He pexomenmoBano aetsim c¢ JII' mpoBeaeHue mpuIenbHOM peHTreHorpaduu
OpPraHoOB TPYIHOW KJIETKH TMPH KAXKIOM BU3UTE, €CIM HET KOHKPETHBIX
KIIMHUYECKUX TI0OKa3aHUW (HampuMmep, HM3MEHCHHE KIMHUYECKOTO CTaTyca,
Hamaue 3a00aeBaHus Jerkux u ap.) [215, 216].

YAASYYPC

2.4.3. Dxoxkapauorpadusn

* PekoMeHA0BaHO MPOBEICHUE TpaHCTOpakaibHOU 3xokapanorpaduu (3XOKI)
BCEM JICTSM C MOJ03PCHUEM Ha HaJUYKe JCTOYHOU runeprensun [217-222].

YAA2YYPA

Kommentapuii: DXOKI' asnsemcsi 0CHOGHbLIM MemOOOM CKPpUHUH2A HA HAIudue
npusznaxog JII'. Yyecmseumenvnocmov memooa docmueaem 85%, cneyuguunocmo —
74% npu nHebonvuiom spemennom unmepsaie (6 uoeane — 1 cymiu) mexncoy IXOKI
U UHBAZUBHOLL OYEHKOU NAPAMEMPOE 2eMOOUHAMUKU U CHUNCACMCSL NPU YEeaUdeHUU
amozo npomescymka [217-220]. Ckpunune na naruyue JII' dondicen 00s3amenbHO
nposooumsCss  6cem O0emsam C npozpeccupyiowel  0O0blUKOU, CHUNCEHUEM
MONEPAHMHOCIU K (DU3UUECKOU Hacpy3Ke, CUHKONe HEeYCMAHOBIEeHHO20 2eHe3d,
QUBUKATbHLIMU NPUSHAKAMU U cumMnmomamu, accoyuupytowumuca c JII. Ilpu
8bIA8IeHUL NOOOOHBIX CUMNIOMO8 HE0OX00UMO UCKIIOUUMb HAUYUE 8POHCOEHHBIX
NOPOKO8 cepoya U UHBIX CMPYKMYPHLIX aHOMAIUll cepoya u cocyoos. Ilpu
nposedenuu IXOKI' pexomendosano oyeHums @opmy, JauHelinble pasmepul,
00bEMBL, MOJUWUHY MUOKAPOA NPABO2O HCELYOOUKA, PA3MEPbL NPABO2O Npeocepousi,
OYeHums cmenemb  MPUKYCHUOANbHOU U  NYIbMOHANLHOU  pe2ypeumayuu.
Tlloxazamenamu, ceudemenvcmeyrowumu o Hawuuuu JII, saengiomcesa yeenuuenue

pasmepos u hopmwvl npago2o npeodcepous, ygeauueHue 06vema, pazmepos, mouuHbl



MUOKAPOA NPABO20 HCeNYOOUKA, USMEHeHUe POPMblL NPABO2O U 1€B020 HCELYOOUKO8
C OMKILOHEHUEM MEAHCHCETYOOUKOBOU NepecopoOKU 8 NOIOCHb 1e68020 JHCelyOOUKd U
Gpopmuposanue eco D—ghopmbi, pacwupenue cmeona ne2ounoil apmepuu u eé
semeell, UMEHEHUe NAMmepHa KPOBOMOKA 6 JIe20YHOU apmepuil, VKOpoueHue
BpeMenU U3CHAHUS NPABO20 Jicelyooukd. Pekomenoosano oyenums cucmonuueckyro
U OUACMOIUYECKYIO (PYHKYUIO NPAB02o HCeayO0uKd, PACCUUmMams CUCMOIUYECKoe,
ouacmonuyeckoe u cpeonee 0AGNeHUs 6 1e20UHOL apmepuu ¢ y4emom O0aeieHusl 6
npasom npeocepour Ha OCHOBAHUU PA3Mepo8 U cmeneHu Koanabuposanus BIIB.
Ixoxapouoepaguueckue Kpumepuu J1e2OYHOU 2UNepmeH3ul npeocmdasieHvl 6
maoauye 16.

Tabnuua 16. Oxokxapouocpaguueckue kpumepuu ne2ounou eunepmensuu [1, 6, 8,

217]

OnpepenexHue Kputepumn

J1IC ManoBeposiTHA Voo < 2,8 M/C,
CONA: < 36 MM pT. CT.,
OTCYTCTBYIOT AonosiHuTenbHble DXOKI kpuTter

J1I' BO3MOXHa 1. Vi < 2,8 M/C,
CONA < 36 MM pT. CT,,
eCcTb gonosiHntenbHble DXOKI kputepun J1I

2. Vi = 2,9 M/C,
CONA = 37 - 50 mm pT. CT.

J1IM pocTtoBepHa Vs > 3,4 M/C,
CONA > 50 mmM pT. CT.

'CJUUIA — cucTonuveckoe NaBjeHHUE B IETOYHOM apTepuu

?VTK perypruTaiuu — CKopocTh KPOBOTOKA TPUKYCHHAATBHON PerypruTanuu

* PexomenmoBan perysipubii  OXOKI' CKpUHMHI Ha HaJlM4yhe TPU3HAKOB
JIETOYHOM  TUMEPTEH3WU JACTAM C 3a00JICBAaHUSIMU W COCTOSHHUSIMH,
aCCOIIMMPOBAHHBIMU C pa3BUTHeM m0ObIXx Tpynm JII, Ams CBOEBpEeMEHHOTO
BBIABIICHMS 3a0o0seBanus [8, 12, 13, 217-222].

YAA3VYYP A

KommMmenTapmii: Peeynsapuuiii ckpunune Ha Haauuue JII' 0ondcen npogooumces ecem

nayuenmam c¢ BIIC, cucmemuvivmu 3a0601e6aHUAMU COCOUHUMENILHOU MKAHU,

NOPMANbHOU 2unepmensueli, wucmocomozom, BUY-ungexyueil, 3abo0nresanusmu

cepoya, namoJiocueli 1e2Kux, CUHOPOMOM HOYHO20 anHod, nepcucmupyowei JII

HO@OpOOICO@HHle 6 AdHaMHese, mp0M603M6OJZM}ZMu, cemoaumudecKumu aHemuAiAmMu,



MuenonpoaughepamusHuimMu 3a001e8aHUAMU, MemadoIuYecKumMu 3a001e8aHuIMU U
OO0NIe3HAMU HAKONJIEeHUSl, XPOHUUECKOU NOYeYHOU HeOOCMAamouHOCMbIo, ad MaKice
2eHeMU4eCKUMU U XPOMOCOMHBIMU 3A001e8AHUAMU, ACCOYUUPOBAHHbIMU C JIT.

* PexomengoBaHo fetsM ¢ BeposTHoil JII', BeisiBaneHHo npu IO XOKI,
MOJTBEPANTh JaHHBIMHM KaTETEpU3aIUU Cepra Uil BepudUKauy quaraos3a [8,
12,13, 187, 217-228].

YAA3VYYP A

* PexkoMeHJAOBaHBI JCTSIM C YCTaHOBJIEHHbIM auarHo3oMm JII' perynsipHbie
noBropubie DXOKI ¢ wucnonp3oBaHWeM crnequainu3upoBaHHbix st JII
MPOTOKOJIOB B CpEeAHEM KaxJble 3-6 MecsleB 11 MOHUTOPUHTA 32 COCTOSTHUEM
BHYTPUCEPJICUHOU Te€MOJIMHAMHKH, KOHTPOJS (YHKIIMH IIPABOTrO KeIyaouKa,
cTpaTU(UKAIIUK PUCKA B OTIPEACIICHUS OTBETA HA MTPOBOJUMYIO Tepamnuio [8, 12,
13, 187, 217-222].

YAA3VYYPA

2.4.3.1. PacuéT naBJieHUS B JIETOYHOW apTepUH NMPH dXoKapauorpadum

* PexkomeHnaoBaH netsiM ¢ JII' pacd€T CHCTONMYECKOTO MABICHUS B JIETOYHOU
apTepuM MO MUKOBOMY CHUCTOJIMYECKOMY TPaHCTPHUKYCHUIAIbHOMY TPAaJIUEHTY
nasnenus (PGtk) [217, 222-224, 226, 227].

YAA3YYPA

KommenTapmii: Oyenxa cucmonuveckoeo PGmx dondicna nposooumcs ve menee

yem 6 mpéx CMmaHOAPMHLBLX IXOKAPOUOSPAPUUECKUX NOZUYUSAX O BbIAGNCHUS €20

MakcumanvHulx  sHavenuu. Pacuém cucmonuueckoeo PG npouzsooumcs ¢

UCNONb308aHUEM MOOUDUYUPOBaHHo20 YpaeHeHnus Bernoulli ¢ koppekyuell Ha

pacuémuwiii nokazamenb 0AGLeHUss 8 NPABOM Npeocepoul U y4émom paoueHma

8bIHOCAUEM MPAKME NPABO20 HCETYOOUKA.

Haubonee uacmore owubku, erusiowue na docmoseprocms npu pacweme CIJIA no

CKOpOCMU MPUKYCRUOAIbHOU pecypeumayuu:

1. suauumenvnoe (bonee 20%) omkionenue yena HaKI0HA CKAHUPYIOULE20 1yud,

2. HenpasuibHbll pacuém 0aeieHus 8 Npasom npeocepoul,

3. He npunamue K pacuémam epadueHma 0asieHuUs 8 GbIHOCAUeM MPaKme npago2o
JHceny0ouKa.

MunumanvHocms unu 8bIPANCEHHOCTND cmenenu MPUKYCNUOAIbHOU

He00CmMamoyHOCmMU MoxHcem 3ampyOHums a0eK8amuylo oyeHky oasenenus 6 JIA u

npugecmu K He00OyeHKe U nepeoyeHKe cOOmeencmeeHHo .

* PexomenaoBan netrsm c JII' pacu€r cpelHEro NaBiI€HUs B JIETOYHOW apTepuu
(cpIJTA) nuis HenHBa3MBHOM orieHku ypoBHs JIA [217, 218, 226-228].



YAA3YYPB

KomMmenTapmii: Pacuém 603modcer HeCKONbKUMU MEMOOAMU.

1. ucnonwv3ys ypasnenue, eoe cp/l/IA = 0,61 x cucmoauuecxoe /[JIA + 2 mm pm. cm.
unu

2. onpeodenenue cp/l/IA no cymme parHeco (NUKOB020) OUACONIUYECKO2O
MPAHCNYILMOHANLHO20 2padueHma u 0asieHus 8 npagom npeocepoull.

* PexomenmoBaHno aetsam ¢ JII' onpeneneHue AMacTOIUYECKOro JaBieHust B JIA,
UCIIONB3YSl CyMMY KOHEYHOTO JHACTOJMYECKOTO TPAHCIYJIHbMOHAIBLHOTO
rpaJueHTa U paCYETHOrO JaBJIEHUS B IpaBOM npencepauu [217, 225, 227].

YAA3YYPA

2.4.3.2. Ouenka mopdogornv  GyHKIMH NPABLIX KAMEP cep/aia

* PexkomenaoBano netsim ¢ JII' onpenenenue pasmepoB M MIIOMIAAXA IPABOTO
XKeJyJJ04uKa JJ1sl OIEHKH CTEIEHU ero pemojenupoBanus [229, 230].

YAA3YYPB

KommenTtapuii: Oyenka cmanoapmusix pazmepos, nioujaou npago2o Heeryo0ouKa u

Gpaxkyuu  yKopouenus niowadu npouzeooumsci 6 B-peocume ¢ yuémom

peghepeHmHbLX 3HAYEHUL NO NIOWAOU NOBEPXHOCMU mella pebenKa U paciémom Z-

score [229-231].

* PexoMenmoBaHo aetsaMm ¢ JII' onpeneneHne KOHEYHO CUCTOIMYECKOTO MHACKCA
pEeMOJIETMPOBAHUS TIPABOTO KeTynouka s ctpatudukannu pucka JIT [231].

YAA3YYPB

* PexomenaoBano fgetam ¢ JII' omnpeneneHne CHUCTOIMYECKONW OKCKYPCUH
¢ubposnoro kosblia TpukycnunanpHoro kinanana (TAPSE) nns ompenenenue
MPOJOJIBHOM CUCTOIMYECKON (DYHKIIMU MPABOTO KEIYyJ0YKa U CTpaTH(UKAIUN
pucka [232-235].

YAA3VYYPA

KommenTtapuii: Oyenka noxazamensi y oemeil HNPOBOOUMCA CMPO2O C YUEMOM

peghepencHblX 3HAYeHUll CO2NACHO 803pacmy U NIOWAOU HOBEPXHOCMU meld

pebenka ¢ pacuémom Z-score [234, 235].

* PexomengoBano netsM ¢ JII' wucnoms3oBate 1mokazareiis  TAPSE  gus
cTpaTUUKAIMU pUCKa HEOIaronpusATHBIX coObITHi npu JII' Kak Mpu nepBUYHOM
o0clieoBaHWHU, TaK MOCJICAYIOMINX AUHAMHUYECKUX HAONIOACHUSX MJIA OIICHKH
OTBETA HA MPOBOAMMYIO Tepanuro [8, 217, 221, 232].

YAA3YYPA



* PexomenaoBana jetsam ¢ JII' ounenka nedpopmanuu u ckopoctu aedopmanniu
MHOKapAa mpaBoro xemygouka metrogom speckle tracking nns omenku ero
pEerMoHaIbHOW U I100anbHO# GyHKImuK [236-237].

YAA3YYPB

* PexomengoBaHo omnpeneneHue o0bEMOB W ¢pakinuu BBIOpOca MPaBOTO
xKenmyaouka meTtonoM 3D i OLIGHKH CTENEHH €ro pPeMoJACIMpPOBAaHUA U
cucromueckoit pyunkuuu [238-240].

YAA3YYPB

* PexomenmgoBana aetssM ¢ JII' OmEHKa CTENEHM CHUCTOIMYECKOM JKCKYpPCUHU
CBOOOJHOM CTEHKHM MPABOT0 KEMyAOuKa I OMPENENICHUSI €r0 CUCTOIMYECKOU
bynkuuu [241-242].

YAA3YYPB

KommenTtapuii: Cruuoicenue 5moeo noxkazamensi OMHOCUMENbHO peghepeHCHbIX

3HaueHutt y  Oemell  sAeigemcs  evlcokouyscmeumenvhvim  (100%) u

svicokocneyuguunvim (100%) maprepom cHudcenus 2n06ANbHOU CUCMOIUYLECKOU

DYHKYUU NPABO20 dHCeNyO0UKA, KOPPETUPYIOUUM C 8blacueaemocmoio y oemeu ¢ JII'.

* PexkomengoBano netsam c JII' onpenenenrne cOOTHOMIEHUS MPOAOJDKATEIIBHOCTH
BPEMEHU CHUCTOJIBI U TUACTOJIBI MPABOTO KETyJA0YKa METOJOM JOMIIIEPOBCKOTO
uccinenaoBanus i ctpatudukanuu pucka JII' [243, 244].

YAA3YYPB

KommenTapuii: Veeruuenue ommnowenus npooondcumensHocmu — CUCMONbl K

ouacmone >1,4 koppenupyem co cHudiceHuem vlocusaemocmu y oemei ¢ JII' u

A615emcsi UHOUKamopom cmenenu msxcecmu JII u evicokoeo pucka.

* PexomenaoBana fetsam ¢ JII' omeHka CHCTOIMYECKOW M JIMACTOJIWYECKOU
(GyHKIIMM ~ TPaBOTO  JKEJIyJO0YKa METOJOM TKAHEBOTO  JOMIUIEPOBCKOTO
UCCIIeIOBaHUs /T cTpaTHhUKAUU prcka [245-247].

YAA3YYPB

KommenTapmii: Cruoicenue nuxogoiul cucmonudeckou ckopocmu (S') cmewjenus

@Pubpo3Ho2O KOLYA MPexcmeopuamoz0 Kianauma y oemeii u Moaoowix ooei ¢ JII°

koppenupyem ¢ DPB npasoeco osacenyoouxa, OK nayuewma u modxHcem CLyHCUmMs

npocHocmuyeckum maprkepom [248].

* PexomengoBano netssm ¢ JII'  ompenenenue  BpeMEHM — YCKOPEHHUS
CHUCTOJIMYECKOT0 KPOBOTOKA B CTBOJIE JIerO4HOM aprepuu [248-250].

YIA2VYYPA

KommenTapuii: Ykopouenue spemenu yckopenus 6 @vinocsaujem mpakme npagoco

aocenyoouka mernee 100 mc saergemcs 6vicoko uyscmeumenvHvim (84 %), u

cneyuguunvim (84%) npusznaxkom JII' y oemeti u 63pocavix. I[lokazamenv 6blcOKO



Koppenupyem co CMeneHvio madxicecmu cocmoanus. ¥ demeii 0anHvlli noKazamew
3aeucum om eospacma u, coomeemcmeenno, YCC, eco oyenka Hysxicoaemcs 6
onpedenenuu Z-SCOre.

* PexomenaoBano netsim c JII' onpenenenue pasmepos, 2D miomanu, o0bEmMa u
(GyHKIMHU TPaBOrO MpEACEpAHs MJid ONpeAeeHUs MpeIHArpy3Ku MpPaBoro
xenymouka [251-252].

YAA3YYPB

Kommenrapumii: Cucmonuueckuti 2D unoexcupogaumuviii  00béM  npago2o

npedcepous, paccuumarnnvii npu ISXOKI, evicoko Koppenupyem ¢ YposHeM

oasnenus 8 Npagom npeocepoult, onpeoensemo2o Npu UHBA3UEHOM UCCAe00B8AHULL.

2.4.3.3. O1eHKa MeKKeJIVI0YKOBOIr0 COOTHOINCHUS

* PexkomeHaoBaH neTsiM ¢ JII' pacdy€Tr COOTHOWICHUS JIMHEHMHBIX JHAMETPOB
IIPABOr0 U JIEBOTO KEIYJOYKOB B KOHLIE CUCTOJIBI JUJIsl ONPEAEICHUS] CTEIEHU
cnasinenus JK u crpatudukarnum pucka JII' [253-257].

YAA3YYPA

KommenTapmii: Coomnowenus auHeuHblx  Ouamempos8 npagoco U  Jj1e6o20

2#CeNYO0UYKO8 8 KOHYE CUCMOJIbL BbICOKO KOPPETUPYIOM C NOKA3AMENAMU UHBAZUBHOU

2eMOOUHAMUKU U ompadcatom cmenenb msdicecmu JII'. Omuowenue IDK/JDK > 0,67

y oemeti cmapute 1 200a ¢ wyscmeumenvrnocmoio 100% u cneyugpuunocmo 95%

accoyuupyemcs c JII' [254]. Veenuuenue oannoeo coommnowenus bonee 1,4y oemeii

cmapuwie 1 200a coomnocumcs ¢ Kkpumepusamu vlcokozo pucka JII' [255, 256].

* PexomengoBaHo JetsM ¢ JII' onpenenenne MHAEKCOB AKCIEHTPUYHOCTHU JIEBOTO
xenmynouka B cuctony u guacrony IDK/JIDK nns ompenenenust cremneHu
cnasnenus JIXK u crpatudukanuu pucka JII' [256-258].

YAA3VYYPA

KommenrTapmii: D-popma  nesoco  ocenyoouxa ¢ yseruueHuem  uHoexcd

axcyeumpuunocmu JDK 6 cucmony 6onee 1,1 y odemeii cmapwe 1 2o0a c

yyecmeumenvrocmoio 100% u cneyugpuunocmo 97% accoyuupyemces c JII" [258].

* PexomenaoBaHo jetsaMm c JII' onpenenuth 1MacTONMYECKYIO (PYHKIIMIO JIEBOTO
XKeJy04Ka 1151 OlleHKH cteneHu kommnpeccuu JII' u tsixectu 3aboneBanus [259 -
260].

YIAA4YYPC

2.4.4. Ype3BeHO3HAasl KaTeTEePpU3aLUs cepala



WNuBa3uBHAs perucrpanus napaMeTpoB reMOJUHAMHUKHA C OMOUIBIO YPE3BEHO3HOU

KaTeTepru3aluu KaMep Cepala sIBISETCS 30JIOTBIM CTAaHAAPTOM AUATHOCTUKH JII'.

HpI/I 9TOM IIOKa3aHuA MW aJI'OPUTM O3TOro JHUArHOCTHYCCKOI'O MCCIICIOBAHHA

pa3InyaroTcs y NallueHTOB ¢ HanmuuueM conyTcTByromiero BIIC umnu 6e3.

PexoMeHI0BaHO BBINIOJHEHUE TPOLEAYPhl UPE3BEHO3HOW KaTepu3aluud Kamep
cepaua geram ¢ JIIT B yclOBHSIX  CIEUMAIM3UPOBAHHBIX  JETCKHUX
KapJAUOJOTUYECKUX  WJIM  KapAUOXUPYPrHUECKUX  IEHTPOB,  HMMEIOLIUX
JIOCTATOYHBINA OnbIT BeneHusa nereid ¢ JIIT u crmocoOHBIX 00eCHeYnTh JIEYEHUE

MOTCHIIMAIBHBIX OCIIOKHECHUN, TAKUX KaK JIETOYHBIA Kpu3 [261-264].

VI3 YYPA

PexkoMeHI0BAaHO MTPOBEJICHUE YPE3BEHO3HOM KaTeTepU3allid Kamep cepiaia y
pebeHka ¢ mopo3peHueM Ha Haiauuue JIIT MO JaHHBIM MpeaBapUTEIBLHOTO
obcnenoBanus (pusukanpHoe oocaenoBanue, DKI', DXOKT) [1-4, 265-270]:

a) niist Bepudukarnuu quarnosa JII (BoisiBiaeHust kpurepues JII),

0) nyie  ompenesieHUss ~ FeMOJWHAMUYECKON  IpyIIbl (npexanuuisipHas,

MOCTKANUJIISIpHAs, KOMOMHUPOBaHHAS Mpe- U MOCTKAMWIISPHAs),

B) I CcTpaTU(dUKAIUM  PUCKA  HEOJArompHUSTHBIX  COOBITHH  (HU3KHM,

MIPOMEXKYTOUHBIN, BEICOKUI) 10 Havana JIAT -tepanun,

r) y nauuenToB ¢ JIAI 6e3 BIIC niist onpeaenenus nokazanuii K TapreTHOM Tepanuu,

n) y nauuenToB ¢ JIAI'-BIIC nns onpenenenus nokazaHui Wiy NpOTUBONOKAa3aHUN

K onepatuBHOMY JieueHuto BIIC.

YIAA3 VYP A

PexomMeH10BaHO JIETSIM C  BIOEPBbIE YCTAaHOBJIECHHBIM auarHo3om JIAT
MPOBEAEHHUE IIOJHOIO IPOTOKOJIA YPE3BEHO3HOW KATETEpU3aALUU IOJIOCTEN
cepAlla A0 Ha3HAYEHUs JIETOYHBIX Ba3OAWISATATOPOB IS BepUDUKALUH
npekanwusipHoit popmel JII', cTpaTudukanum pucka, onpeneyieHus MeToaa U
o0béMa Tepamnuu [8, 9, 13, 46, 265-270].

YIUI3 VYP A

PexomMeHI0BaHBI IETSIM C YCTAHOBJIEHHBbIM juarHo3oMm JII' moBTOpHBIE

pOILIEeAYPhl YPE3BEHO3HOM KaTeTepu3alus kamep cepaua npu [1-4, 8, 265-271]:

a) yXyJIUIEHUU KJIMHUYECKOTO COCTOSIHUS,

0) HEOOXOIMMOCTH OIIEHKH OTBETa Ha IMPOBOJUMYIO TE€paIIUIo,



B) BBISIBJICHUM PAaHHUX MPU3HAKOB IPOrpeccupoBaHus 3a001eBaHus,

T') OSIBJICHUU HEWHBA3WBHBIX KPUTEPHUEB MPOMEXKYTOYHOTO WIIH BBICOKOTO pPHCKA
s Oojee TOYHOM cTpaTHUKAIMM pPHCKA HEOIArompusTHBIX COOBITUH W

OIpPCaACICHUA OCHOBaHMU AJIL OCKaJlalliy TCpalinu,
I[) OLCHKC HCO6XOI[I/IMOCTI/I BHCCCHUS B CIIMCOK OKHMAAaHUS TPpaHCINIAHTALIUH JICTKUX.

YAA3YYPA

KommenTapuii: nmepeansvt medxcoy noemopuviMu Kamemepusayusimu OO0JHCHbI

Onpeoensimvcs HA OCHOBAHUU KIUHUYECKUX OAHHbIX, d peuilenue 0 NposedeHUl

npoyeoypvl Kamemepuzayuu OCHOBbIBAEMCS, 2NAGHbIM 00pA30M, HA NOAGIEHUU

NPUBHAKOB  KIUHUYECKO20  YXyOuilenus, mpebyloue2o U3MeHeHus mepanuu

(KOMOUHUPOBAHHOU OBOUHOU-MPOUHOL MePaAnuu, CMeHd Npenapama 00H020 Kiacca)

unu Heyoaue npu 00CMuMICeHUU yeaeli 1e4eHus.

* He pexoMenayeTcsi TpOBOAUTH YPE3BEHO3HYIO KATETEPU3AIMIO CEPIA ICTIM C
JI' u HecTaOUIIBHOW TeMOJWHAMHUKOM, B TKEIOM COCTOSIHUH, NMPU KOTOPHIM
TpedyeTcs HeMeUICHHOe Havalo Tepanuu [8, 262-270].

YA 4YYPC

KommenTapuii: /lpu cmabunruzayuu cocmosanus nayuenma cieoyem 6epHymuscs K

peuleHuIo 60npoca 0 npoeedeHUU Ype38eHO3HOl Kamemepuzayuu cepoyd, NOCKOIbKY

eé pe3yibmanul MO2YM NOGIUAMb HA 8b1OOP Memood U cnocoda neyeHus.

* He pexkomMeHayeTcsi IPOBOJUTh YPE3BEHO3HYIO KaTETEPU3ALMIO CEpJlla HU3-3a
pHUCKa OCIIOKHEHHUI [8, 262-266]:

a) HOBOPOXKJIeHHBIM ¢ JII' 1 1eTAM ¢ Maccol Tesa MeHee S KT,
0) Ipu TUITUYHOU NEPCUCTUPYIONICH JIETOYHON THIEPTEH3UEH HOBOPOKICHHBIX.

Y14 VYYPC

* PexkomeHaoBaHo netsiMm ¢ JII'  BkawoYate B CTaHJAPTHBIM  MPOTOKOJI
KaTeTEpU3alUH OLEHKY U PACUYET MapamMeTpOB reMOJUHAMUKHU KaK MPaBbIX, TaK U
JeBBIX KaMep cepana [1-4, 8, 265-272]:

a) CpenHee maBieHUE B IPABOM MPEACEPANHN, MM PT. CT.

0) CpenHee naBieHHE B JIEBOM MpeacepAuu (MpuU HAIUYUHM MEXKIPEACEPIHOrO
cooOlIeHuUs), JAaBJICHUE 3aKJIMHUBAHHUS JIETOYHOM apTepuu UM KOHEYHOE

I[I/IaCTOHI/I‘IeCKOfI JaBJICHHC JICBOT'O KCITyJO04YKa, MM PT. CT.

B) CHCTONMYECKOE IaBJICHHUE B IPABOM KEIYA0UYKE, MM PT. CT.



r) Cucroinueckoe, TUACTOJIMUYECKOE U CpEeHEE JAaBICHUE B JIETOYHON apTepuu, MM

pT. CT.
1) CUCTONMYECKOE J1aBICHUE B JIEBOM KEIYJA0UYKE, MM PT. CT.
e) Cucronnueckoe, TMACTOJINYECKOE U CPEEe AaBIEHUE B A0PTE, MM PT. CT.

k) Cartypauusi kpoBu B JIA, aopre, JeBOM IpeAcepAurd U CMEIIAHOW BEHO3HOU

KpoBH, %.

3) MHeKC JIErouHOro COCYAUCTOr0 CONpOTUBIeHHs, e. Byna x m”.

n) Nunexc nepudepruueckoro (cucteMHoro) cocyauctoro comnpotusienus (I1CC),
en. Byna x m”.

k) CepJeuHblii ”HAEKC MajIoro Kpyra kposooopamenus (CUMKK), n/mun/m’,

1) Cepaeunslii uHIeKC 60JIbIIOr0 Kpyra kpoBodpamenus (CUBKK), n/mun/m’,

M) Cepaeunslii naekc 3 HeKTHBHOro 1eroyHoro kposotoka (CUDGKp), n/mun/m’.

H) Hannune u BennuMHa apTepUOBEHO3HOIO0 M BEHOAPTEpUAIIbHOIO cOpoca KpOBH,
%.

YAA3VYYPA

* PexkomenaoBaHo 1eTaAM ¢ nmoao3peHueM Ha JII' onpenenenne cpeaHero napieHus
B JICTOYHOM apTepuu aus BeisiBieHus kputepus JII' [1-4, 6, 8, 265-270].

YIAA3 YYP A

KommenTapuii: Kpumepuem nanuuus necounou sunepmenzuu 11000 KIUHUYECKOU

epynnol U 1100020 2eMOOUHAMUYECKO20 Kaiacca y O0emell s61sAemcs noKazamelb

cpedHe20 0asieHUsl 8 1e20UHolU apmepuu evliue 20 mm pm. cm.

* PexkomeHnaoBaH neTsiM ¢ JII' pacu€r cpeaHEro CHUCTEMHOTO AABJICHUS U €ro
COOTHOILIEHUSI CO CPEIHUM JIaBJICHUEM B JIETOYHOW apTEepUU AJIsI ONpEAeTCHUs
CTEICHU TSDKECTH JICTOYHOW THNEPTEH3MH W CTpAaTHUKAIUM  pPHCKa
HeOIaronpUsATHBIX COOBITHH, BKIIIOUYas JeTaabHOCTh [1-4, 6, 8, 270].

YIAASYYPC

Kommenrtapmuii: Coomnowenue cpeoneco JJIA k cpeonemy A/l menee 0,5

coomeemcmeyem Kpumepuro HU3K020 pPUCKA, 3HAYeHUue OAHHO20 COOMHOULEHUS.

bonee 0,5, Ho menee 0,75 — npomedxcymounozo pucka u 6onee 0,75 — 8b1COKOMY

DUCK).

* PexoMeHa0BaH pacu€T HHJAEKCA JIETOYHOTO COCYJMCTOTO CONPOTHUBICHUS
(nJICC) mipu mpoBeieHUM KaTeTepusanuu cepana aetsm ¢ JII' nnsa onpenenenus
reMoguHaMu4eckoro kiuacca JII', omnpeneneHuss CTENEHW TSIXKECTH U

CTpaTI/I(bI/IKaIII/II/I puCKa € MoCJICAYIOIHUM PCIICHUEM BOIIPOCa O MECTOJAC U TAKTHKEC



BEJICHUSI, & TAKXKE OIMpE/EJICHUsI OTBETA Ha yKe MPOBOAUMYIO Tepanuto [1-4, 8,
264-266, 270].

YAA3YYP A

KommenTapwuii: Huoexc JICC onpedensitom ¢ nomowwto ciedyroujeti opmyvl:

unoexc JICC = (cpJIA — J[3JIA)/CUMKK, 20e cp/l/IA — cpeonee oasnenue 6 JIA,

J[3JIA — oOaenenue 3axaunusanus nezcounou apmepuu, a CUMKK — cepoeunvlii

UHOEKC MAlo2o Kpyaa KpeooobpaujeHus. AnbmepHamueHo 0asieHuo 3aKiuHUEaAHUS

JIe20UHOU apmepuu MO2Ym UCHONIb308AMbCSA  Od8leHue 8 JeoM npeocepouu

(usmepeHnue B03MOINCHO NPU HATUYUU MENCNPeOdCepOHO20 COCOOWeHUs) Ulu

KOHeuYHOe Ouacmoaudeckoe 0dasleHue J1e8o20 HCely0ouKa (noxkasameiv MOMCem

UCNONIL308AMBCS NPU OMCYMCEUU MUMPATbHO20 cmeno3a). Unoexc JICC (uJICC) >

3 e0. Byoa x m* nosepxnocmu mena pebenka A615emcs Kpumepuem npeKanuiiapHo20

KOMNOHEHMA J1e204HOU 2UNepmeH3uu U noomeepxcoaem Haiuyue Jie204Houl

2UNepmeH3UOHHOU cocyoucmotl 6one3Hu Kak y demei ¢ OUBEHMPUKYIAPHOU, MAK U

C YHUBECHMPUKYIAPHO20 2eMOOUHAMUKOL. BoisigneHue oanno2o kpumepusi y 601bHO20

C UCXOOHO BEHO3HOU JIe20YHOU 2unepmeHsuel Cceudemenbcmeyem o pa3eumuu

KOMOUHUPOBAHHOU PopMbl npe- 1 NOCMKANUNIAPHOU 1e20YHOU 2unepmen3uu (mao.u.

7). 3nauenue uJICC menee 10 eo. Byoa x m’° asnaemcs kpumepuem HU3KO20 PUCKA

JIT, om 10 00 15 ed. Byoa x m* — npomeacymounozo. Onpeodenenue uJICC 6onee 15

ed. Byoa x Mm° ommocum nayuenma Kk Kamezopuu 6vicokozo pucka JII u

accoyuupyemcsi ¢ 8blCOKOU 1emaibHOCMbIO.

* PexoMeHa0BaHO ONpe/eICHUE JaBICHUS 3aKJIMHUBAHUS JIETOYHOU apTepHu
(A3JIA) netam c JII' nisa ycraHoBiieHUs remoAguHamuueckoro kiacca JII' (mpe-,
MOCTKAWJUIPHBIA WIM KOMOMHUPOBHHBIN) [1-4, 6, 8, 265-270].

YIAA3YYPA

KommenTtapmii: /[3/I4 onpedensemcsa npu oKKI03ULU 1€204HOU apmepuu 6aii0HOM

Kamemepa Je204Hou apmepuu. B omcymcmeue npensamcmeuti nymei npumoxa

ne6o2o npeocepous J[3JIA pasno oaenenuto 6 neeom npedcepouu. B nopme smom

noxkaszamenb He OO0JXMCeH npesvluiams 15 MM  pm. cm., uymo NoO360Jsem
oupgepenyuposamev  NPeKAnULIAPHYIO U HOCMKANULIApHYO — Gopmy  JII.

Veenuuenue J{3JIA 6onee 15 mm pm. cm. ceudemerbcmeyem o0 HATUYUU

ROCMKANULIAPHO20 Komnowenma JII' u mooicem Habawooamvcsi Kak npu

U30AUPOBAHHOU  8eHo3Hou JII, max u npu KOMOUHUPOBAHHOU nNpe- U

nocmkanuiiaprou ¢gopme JII'. Ilpu uzonuposanuoui 6eHO3HOU (NOCMKANUILIAPHOLU)

gopme cneyuguueckasn JIAI' mepanua npomusonokaszana. Pewenue o naznauenuu

JIAI' mepanuu npu KoOMOUHUPOBAHHOU (npe- U nocmranuiiapuou) gopme JII'

00JICHO ObIMb UPE3BLIYALUHO 836CULEHHBIM U COON00amMb OANAHC NOMEHYUATbHOU



NObL3bL U 8ePOAMHO20 8peda. Bajcno ommemums, umo nocmrkanuaiap Has ¢opma

JIT', obycnosnennas cmenosamu 1e20UHbIX G€H, YACMO CEA3AHHLIMU C 8POACOCHHOU

ouagpaemanvrou epwidiceti, opyeumu BIIC unu 6Oponxoneecounoli oucniasuetl,

00/191CHa ObIMb UCKTIIOYEHA KAK NomeHyuaibras npuyuna JII'.

* PekoMeHA0BAHO ONpEJCICHUE [JIaBJICHUS B MPaBOM MpEeACEepAud TpH
MPOBEJICHUU YPE3BEHO3HOM KaTeTepusanuu cepauna jgetsm ¢ JIIT  jgas
ctpatudukanuu pucka JII' 1 oneHku cTeneHu Tsokecty u [1-4, 8, 264-271].

YAA3YYP A

KommenrTapmii: Huskoe (menee 10 mm pm. cm.) dasienue 8 npagom npeocepouu

ceuoemenbcmeyem O HU3KOM — pucke  HeOIa2ONpusmHulX  coOblmuil,

accoyuuposganuwlx ¢ JII', noxazamenu om 10 0o 15 mm pm. cm. — 0 npomeHcymouHom
pucke, 6onee 15 mm pm. cm. — o 8blcokom pucke. /lagnenue 6 npagom npeocepouu

oonee 20 mm pm. cm. A674emMCsl  MAPKEPOM OYeHb BblCOKO20 pUCKA U

NPOMUBONOKA3AHUEM K NpOYeoype ampuocenmocmomuu.

* PexoMeHI0BaHO [IPOBEICHUE YPE3BEHO3HOM KaTeTepU3allu cepaua y AETel C
JII' nHa ¢oHe camMOCTOATENBbHOTO AbIXaHWS NAlMEHTa, JIMOO MOoJ yMEPEHHOU
ce/alMeid, Koraa 3To TOJIbKO BO3MOXHO [261-270].

YAA3YYPA

* PexomenaoBano fetam ¢ JII' mpoBeneHue INEPBUYHOW U MOBTOPHBIX
JUHAMUYECKUX YPE3BEHO3HBIX KaTeTepHU3alMil cepaua NOpu HUJICHTUYHBIX
YPOBHSIX CO3HaHMs manuenTa [261, 262, 267].

YAA3YYPA

* PexomenaoBaHo jetaM ¢ JII' nmpogokath HA3HAUEHHYIO TapreTHYIO TEpamnuio
JIAT B neHb mpoBeJieHUsI KaTeTepu3alluu cepAla ais oleHKU e€ 23 (HEeKTUBHOCTH
[261, 262, 267-270].

YAA3YYPA

* PexomenaoBaHo fetaM c JII' nmpoBeaeHne ocTporo Tecta Ha Ba30PEaKTUBHOCTD
NpU KaTeTepu3alHuu cepAla s CTpaTUPUKALUK pPUCKA HEOIaronpusTHHIX
coOwITHif [261, 266, 268, 273-276].

YIA2VYYPA

* PexomenaoBaHo jetsam c JII' mpoBeaeHne ocTporo Tecta Ha Ba30PEaKTUBHOCTD
B YCIOBUSX CHELUUATU3UPOBAHHOTO KapJAMOJOTMYECKOTO0 I[EHTpa, HMMEIOIIEro
OTBIT BEJCHMS JAHHOW TPYMIBl MAIMEHTOB M TOTOBOTO K TOTEHIIUAIBHBIM
OCJIO’KHEHHUSIM, BKJTIOUas JICTOYHBIN Kpu3 [8, 261-264].

YAA3VYYPA

* PexkoMeHJI0BaHO JICTIM C HJIMONAaTHYECKOH, HAaCJICACTBEHHOU WUJIn

MenaukameHnTo3Hoil JIAIT mpoBegeHwe TecTa Ha Ba30pEAKTUBHOCTh s



OTIpE/ICIICHUST TAKTHUKA MEAUKAMEHTO3HOTO JICUYCHHS, CTpaTHU(PUKAIUNA PHUCKA H
OIpeIeJICHHUs] BEPOSITHOTO MporHo3a [261, 266-274].

YIA2VYYP A

KomMmenrapmii: Tecm cocmoum 6 onpeoeieHUuu OCHOBHBIX NOKazamenell

2eMOOUHAMUKU 8 OmBem Ha 88edeHUue KOPOMKOOEUCMEYIWUX 8a300ULAMAamopos.

Ilocne nonyuenus ucxoOHvlx napamempos 2emMoOUHAMUKU HPOU3BOOUMCS OYEHKA

peaxyuu OCHOBHbIX NoKazamenel HA NoCcled08amellbHoe 868edeHue OKCudd azoma,

KOMOUHayuu oKcuda azoma u Kuciopooa, #uronpocma u KOMOUHAYUU OKCUOA

asoma, Kuciopooa u Hunonpocma. Tecm Ha 6a30peaKMU8HOCMb  O0JHCEH

nposooumscs 00 Havana JIAI-cneyuguueckou mepanuu.

* PexomenaoBano netsMm ¢ JII' ucnonp3oBaHWE MCXOIHOW KOMOWHAIIMU OKCHIIA
azora (20-80 ppm) u xucnopozaa B Beicokoi konuentpauuu (Fi02 0,8-1,0) nns
COKpallleHHs1 BpeMeHH oOcienoBanus [8, 273-276].

YAA2YYP A

* PexomeHaoBaHa IETIAM C MapeHXUMaTO3HBIMH/UHTEPCTUITUATLHBIMHA
3a00JIeBaHUSIMU JIETKUX TOCJIeIOBaTEIbHAS OIEHKA ITapaMeTPOB IeMOIMHA MUKH
Ha (DOHE BIXaHNEe KOMHATHBIM BO31yXoM, 3aTeM kuciaopojaom (Fi02 1,0), zatem
kuciopoaom (FiO2 1,0) u okcumom azora (60-80 ppm) [8, 273-276].

YIAA3VYYPA

* PexkomenaoBano fetsM ¢ JII' mpu HEZOCTYMHOCTH WHTAISAIMOHHOTO OKCHIA
a30J1a paCCMOTPETh UHTAJSAIMOHHBIN #HIIONPOCT B KAYECTBE MOTCHI[MAILHOM €0
aJbTEPHATUBHI JIJISI IPOBEJICHUS TECTa HA BAa30PEaKTUBHOCTH [277, 278].

YAA4YYPC

KomMenTapmii: /o361 6600umbix npenapamos 01 6aA30PeakmusHo20 mecma

npeocmasienvl 8 mabauye 17.

Taonuua 17. [lo3er npenapamos, uUcnoib3yemuvlx 011 OCmMpo20 mecma Ha

sazopeaxmuenocms y oemetl [273-277]

NMpenapaTt Ao3a
Okcunpa asoTa 20-80
#WNonpocCT MHransumMoHHbIN 0,3-0,"

* PexkomengoBano fetsm ¢ JII' 6e3 mpu3HAKOB 3HAYMMOTO apTEPHO-BEHO3HOTO
copoca kpoBu (Qp/Qs=1) kpuTepueMm TMOJOKUTEIBHOTO OCTPOr0 TecTa Ha
Ba30pPEaKTUBHOCTh CUYUTATh CHWXKEeHUE Oosiee, yuem Ha 20% cpeanero JIJIA u
cootHoweHus1 uHAeKcoB JICC u IICC npu OTCYTCTBUHM CHUXKEHHSI CEPIACUYHOTO
BBIOpOCa [8, 261, 270, 273-275].



YAA2YYPB

* PexomenaoBano jetsm c JII' 10 mpoBeeHHsT OCTPOTO JEKApCTBEHHOTO TECTA Ha
Ba30pEAaKTUBHOCTh HCKIIOUHUTH JIMATHO3 JIETOYHOTO BEHOOKKIIO3MOHHOIO
3a00JeBaHusl, TTOCKOJIbKY WHTAISIMOHHOE BBEICHHE Ba30JUIISATATOPOB y ATHUX
MalMEHTOB MOXET OCJIOXXHHUTHCA TKEIBIM, B T.4. (aTabHbIM OTEKOM JIETKUX
[274-276].

YAA 4 YYPC

* PexomenaoBano netsm ¢ JIAI-BIIC co 3HaunMbIM apTepruoOBEHO3HBIM COPOCOM
kpoBu (Qp/Qs >1,5:1) npoBeaeHne OCTPOTO TeCTa HA BAa30PEAKTUBHOCTH IS
ompeeNieHus nokazaHui k xupypruueckomy seuenuto BIIC u crparudukanun
pucka JIT" [8, 45, 273, 277, 278, 282-284].

YIAA3VYYP A

* PexomengoBano netsm ¢ JIAT-BIIC co 3HaunMbIM apTepuOBEHO3HBIM COpOCOM
kpoBu (Qp/Qs >1,5:1) B KkadecTBe KpUTEPHUS TMOJOKUTEILHOIO TECcTa Ha
BAa30pEaKTUBHOCTh paccmaTpuBaTh cHukeHne wuJICC u  cooTHOUIEHUS
uJICC/mIICC na 20% u 6onee, npu poctuwxenun unJICC < 6 en. Byna x M° u
cootHomenue uJICC/uIICC < 0,3 coorBercTBeHHO [8, 45, 273, 277, 278, 282 -
284].

YIAA3VYYPA

KommenTapun:

1) V nayuenmos co 3mauumvim cucmemuo-necounvim copocom crudxcenue uJICC

Huoice 6 ed. Byoa x m* u coomnowenus uJICC/ulICC menee 0,3 ceudemenvcmayem,

ymo 3aKpvlmue WYHmMa Modcem OblmMb GbINOIHEHO 0e30NACHO C  XOPOWUM

007120CPOUHBIM NPOSHO3OM.

2) Ilpu uJICC om 6 0o 8 eo. Byoa x m°, pewenue o 3akpsimuu deghexma (8 psoe

ciyyaes ¢ - ocmasieHuem — (eHecmpavuu - MedCnpeocepoHol  nepe2opooxit)

NPUHUMAEMCSL C UCTONIb308AHUEM OPY20U OOCMYNHOU KIUHUYEeCKOU UHGopmayuu.

* He pexomengoBano aetssM c¢ JII' mpuMeHeHHME aHTarOHUCTOB KAaJIbI[MEBBIX
KaHaJOB U aJICHO3MHA IIPY OCTPOM TECTE Ha BA30PEAaKTUBHOCTS [8, 274,277, 285].

YAASYYPC

2.4.5. Jlpyrue MeToAbl BU3YaJIU3ALMH

* Pexomenayercsi netsM ¢ JII' uUCIOJNIB30BaHUE JOIMOJHUTEIBHBIX METOJIOB
BHU3yalu3allid IS MCKIIOYEHUs] TapeHXHWMATO3HBIX 3a00JIeBaHUM JIETKUX,

BEHOOKKJIFO3MOHHOW OOJIE3HH JIETKHUX, XPOHUYECKOW TPomMO0IMOOINUYECKON



JIETOYHOM THUIMEPTEH3UHM U AaHATOMUYECKUX OOCTPYKIUH, KOTOpPhIE MOTYT
BBIXOJUTh 32 PAMKHU TOTO, YTO MOKET OBbITh JAMArHOCTUPOBAHO C TOMOIIBIO
TpaHCTOpaKadbHOU dX0Kapauorpaduu [6, 8, 286, 287].

YAASYYPC

2.4.5.1. Komnpiorepuass tomorpadus ¢ BHYTPHUBEHHBLIM 0010 CHBIM

KOHTPACTHPOBAHUEM., MVJIbLTHILIAHAPHOW M TPEXMEPHOM

PEKOHCTPYVKIMEH

* PekoMeHa0BaHa KOMIbIOTEpHAss TOMoOrpadusi OpraHoB TPYAHOM TMOJOCTU C
BHYTPHMBEHHBIM OomtocHbIM  KOoHTpacTupoBanueM (KT) Bcem gnersam c
nogo3penuemM Ha Hanuuue JII' ns geTtanbHONW OLEHKM COCTOSIHHUSI MapeHXUMBbI
JIETKUX, JJISI OIIEHKU CTPYKTYPhI, aHATOMUU OPOHXHATIBHOIO JAEPEBA U JIETOUHBIX
COCY/I0B, 0COOCHHOCTEH IeMOIMHAMUKH JIETOYHOT'O COCYJIMCTOTO pyclia, a TaKkKe
Mop(dosiorur OpraHoB CPelOCTEHUsI, cepAla U cocynoB [6, 8, 140, 210, 215, 286-
292].

YAA3YYPA

KommenTtapuii: KT opeanos epyoHoti noiocmu — 8adCHuIU Memoo, NO3801A0WUL

onpedenums Kiunuveckuu xaacc JII. Cmaundapmusupoeannvie NpOMOKO.IbL

sxmouarom KT-uzobpascenus napenxumvl jeekux ¢ evlcokum paszpeuweruem u KT-

aneuoepaguio. HUccredosanue HeobxXooumo npu ouacHocmuKe uHmepCcmuyuaibHo2 o

3abonesanus neekux, BOBJI, 6pooxcoennvix cocyoucmolx marv@opmayuii u

AHOMANUT, CIMEHO0308 U 0OCMPYKYULL 1e20UHbIX cOCY008. 3anodo3pums naiuyue JII'

npu KT-aneuoepacguu noszsonsiem usmenenue CKOpOCMuU PACHPOCMPAHEHUS.

KOHMPACMHO20  Geujecmed U  pasHuya no  6pemMeHu  mexcoy  NuKamu

koumpacmuposanus JIA. I[Ipu ounamuueckot KT y nayuenmos ¢ ycmanoseienHvim

ouaenozom  JII'  ckopocmbv  pacmpocmpauenusi — Koumpacma 6  JIA
cuunxcaemcesa. Ilpuznaxu XTIJII npu KT exnouarom omcymcemeue uiu 6He3anHwlu
00pbI6 COCYO08, 3ANOIHEHHBIX KOHMPACMOM, U «MO3AUUHYIO nep@y3uioy, Komopast
ompasxcaem HeoOHOpoOHocmb nep@y3uu neekux. Ilpusnaku BOBJI npu KT

BKIIIOYAIOM Y8eauyeHue TUMPamuyeckux Y3108, YeHMpuioo0yiapHsle 3ameMHeHUs No

Muny Mamogo2o CmeKla U YmoJjujeHue nepecopoooK € paculupeHuem Je204HOoU

apmepuu. Hanpomue, npusnaxu ecemaneuomamosa ne2ouHvix kanuiiapos npu KT

sKIIOYAOM  21a0Koe YMOJWeHUe MeNCOONbKOBOU nepe2opooku, ouggysnvle

Myrvmugoranbhvie obracmu  3amemMHeHull. no  muny Mamoeo2o  CmeKid,

NIEBPANIbHBIU 8bINOM U pPACWUpPEHHble YeHmpalbHble Ne2ounble apmepuu. KT-

aneuoepagus 6 Hacmoswee 8pems ABAAEMCA  30J0MblM  CMAHOAPMOM  O0Jis

8bIABICHUS MPOMOOIMOONIUU TIe20UHOU apmepul KaK y 0emeti, maK u y 63pOCibiX.



Ilockonvky oOemu maaoweco 6ospacma nydywe neperocam KT-aneuoepaguio

0p2aHO8 2pYOHOlU KIemKU, 4eM BeHMUIAYUOHHO-Nep@hY3UOHHOEe CKAHUpPOBAHUe,

MHO2UE YEeHmMpPbl NpPeOnoyumarom KOMNbIOMEPHYI0  MoMOo2pauo  8mMecmo

uccredosanuli senmunayuu/nep@yzuu. Breopenue npomoxonos cHudiCeHus 003bl

00NyueHUss Npu KOMNbIOMEPHOU momocpaguu maxdxice sAGNAEMCA  BANCHBIM

Gdaxkmopom. YV e3pocivix eeHmunAyuoHHo-nep@y3uoHHoe CKaHuposaHue 0Oosee

yygCcmMeuUmenbHo 0l  OUACHOCMUKU XPOHUYECKOU mpomMOOIMOOIUU  1e20YHOU

apmepuu, wem KT-aneuoepaghus.

* PexoMeHmgoBaHO AeTsIM ¢ mnoxo3peHueM Ha JII' u3MepeHue COOTHOLIECHUSA
JIMaMETPOB OCHOBHOTO CTBOJA JIETOYHOM apTepuud K AUAMETPY BOCXOJSIIEH
aopthl npu nposeaeHur KT rpyaHoW KJIETKM I BBIABICHHS NpU3HAKOB JII
[290-293].

YIAA3YYPB

KomMmenTapmii: Psi0 ucciredosanuii nokazan 00Cmo8epHyio 8blCOKYI0 KOPPEeNayuo

MmedHcoy napamempamu, nonydeHHvimu u3z uzoopascenuu KT, exnouas ouamempol

JIe2OUHOU apmepuu U HUCXO00AUlel aopmvl, CYMM)Y OUAMempos8 1eBou U Npagou

JIe2OUHBIX apmeputl, Ouamemp HUCX00Aulel aopmol U UX COOMHOUEHUE, U CPEeOHUM

JJIA 6 3a6ucumocmu om 8o3pacma u pocma pebenka. Yeenuvenuu cOOmMHOULEHUS

ouamempo8 0CHOBHO20 CMBOJA JIe20YHOU apmepuu K ouamempy 80cxoosauel aopmol

>1,4 aenaemca mapkepom JII'. [lonyuennvie ¢ nomowpio pecpeccuoHHo20 aHaiu3a

dopmynbl no360a810Mm 00CMOBEPHO C BbICOKOU uyscmeumenviocmoio (88,9%) u

cneyuguunocmoio (72,2-77,8%) paccuumamsv cpedHee Oasienue 6 J1e20YHOU

apmepuu. Takoiu HeUHBA3UBHLIN MOHUMOPUHES MOJNCEM OblMb UCNOIL3068AH Ol

OYeHKU 0mEema Ha NPo8OOUMYI0 Mepanuu U HeobXo00UMoCmu eé KOppeKyuu.

* PekoMeHA0BaHO JICTIM C npekanuuspHou JII' HesiCHOM 3THOIOTHY TPOBEACHUE
KT rpyanoit kieTku ¢ BHyTPUBEHHBIM OOJFOCHBIM KOHTPACTUPOBAHUEM, B T. U. C
MYJIbTUILUIAHAPHON U TPEXMEPHON PEKOHCTPYKUMEW MPU HAJIWYUU MPU3HAKOB
TUNEPKOATYISIIUA UK (DAKTOpPOB pUCKa TPOMOOAIMOONMH IJisi JUATHOCTHKU
XTOJIT [89, 139, 140, 295].

YIA2YYPA

KommenrTapwmii: KT neexux saengemcs  vicokouyscmeumenvHvivm — (99%) u

cneyughuunvim (97%) kpumepuem ouaenocmuxu kax TIJIA, maxk XTIJII. Ilpu smom

ompuyamenvuviii pezyromam KT ne ucxkmouaem XTIJII, m. k. nedocmamouno

Xopowio oyeHusaem OUCMANbHBLE CE2MEHMbl JIe20UH020 COCYOUCmozo pycia. /s

MO yeau peKoOMeH008aAHA 6eHMUNAYUOHHO-NEPPYIUOHHAS CYUHYUSPADUAL.



* He pexomenaoBana aetsam c¢ JII' KT rpyaHoli KieTku npu OYEBUIHOW WU
ycraHoBieHHoM mnpuuunHe JII' (Hampumep, neBO-MpaBblii CHUCTEMHO-JIETOYHBIH
mryHr) [6, 8, 289-290].

YAA4YYPC

KommenTapuii: Eciu ne uckiiouenvl opyzue namono2udeckue aHamomuiecKue

cocmosnus, accoyuuposannvie c¢ JII', KT opeanog epyonou knemku modxrcem Obimb

NOJIe3HBIM.

* PexomenaoBano nposeaenue KT Beicokoro paspemenus aersam ¢ JII', kotopeim
IUIAHUPYETCS TPOLeypa TpaHCIIJIaHTaluu Jierkux [6, 8, 87, 288].

YAA3YYPA

2.4.5.2. [lnanapHasi BeHTHJISINMOHHO-TIePV3MOHHAA CHUMHTUIPadus

JETI'KMX

* PexomenmoBano aetssm ¢ JII' npoBeaeHne mIaHApHOM BEHTUIISIIMOHHO-
nepy3noHHONW CHUHTUTpadUH JIETKUX, €CIM JIMarHO3 OCTAaeTCs HEsCEH,
HECMOTpsI ~ HA  HCIOJIB30BAaHHE  PA3IMYHBIX  METOJIOB  BH3yaJIu3alluu
(kaTerepm3anus cepana, KT rpynHoi#t kieTkn ¢ anruorpadueii) 1 HCKITFOYSHUS
XTOJIT [6, 8, 140, 143, 296, 297].

YAASYYPC

KommenTapwmii: Benmunayuonno-neppysuonnaa (V/Q) cyunmuepagua neekux

PEKOMEHO08AHA 8 Kayecmee CKPUHUH208020 Mecma Nepeoll JUHUU OJisl 83POCTbIX

nayuenmos ¢ XTOJII. Omom memoo xopouwio 3apexomenoogan cebds u umeem

NPeBoCX0OHYI0  OUACHOCMUYECKYI0 YEHHOCMb, 0COOEeHHO Nnpu  OMCYmCmeuu

3abonesanull  jneekux. M3obpascenue  nepgysuu  exarouaem — 8030elicmaue

UOHUUpYIOWEe20 U3NYYeHUs: U mpebyem UHbeKYuu MaxKpoazpecupo8anHo2o

yenogeueckoco  anvOymuna,  medenmozo  99mTc (Ouamempom 10-90

MKM). MakpoaepecuposanHvlii  aibOyMun 3a0epicuéaemcs 6 MeNKUX Jae20YHbIX

apmepuonax, u noxydaemcs mpexmepHoe uzoopasxicerue ne2ounou nepdysuu. llpu

XTOJII' obb1uno eviasnsiomces nepugepuieckue KIUHOBUOHble OepeKmbl pa3H020

paszmepa. Hecoomeemcmeue eenmunayuu MOMCHO noOOmMeepoums, CpasHUEAs

uzoopaxcenus senmunsayuu u neppyzuu. XTIJII moxcem 6imo nponywena na KT,

MaK Kax UCmMoH4eHHble OUCMANbHblEe COCYObl U CYOCe2MEeHMAaPHbLL CMEH03 MO2ym

Ovimb He oyenenvl. Pannue uccinedosanus nokazanu, umo cyunmuepagus oonee

uyecmeumenvha, yem KT, ona evisienenus XTIJII.

2.4.5.3. MaruuTHoO-pe30HaAHCHAs TOMOrpadus




* PexoMeHa0BaHA MAarHUTHO-PE30HAHCHAS ToMorpadus cepaua c
KoHTpactupoBanueM (MPT) mnpu mnepBuuHOM 0OCHEAOBAHUM JETEH C
nono3penueM Ha Hanuuue JII', a Takke B X0Je mOCHIeNyIOero HabmoIeHus! s
OIICHKM aHaTOMHUHU U PyHKIUU Kamep cepaua [8, 215, 298-300].

YIIA2VYYP A

Kommenrtapuii: MPT ssenaemcs 3010muiM cmanoapmom 0Jisk OYeHKU CMpPYKmypbl,

mopgonocuu u Qynkyuu cepoya u cocyoos. Ilpu JII' MPT nozsonsiem nposecmu

BCECMOPOHHION OYEHKY cepoya U nooxooum OAs MOHUMOPUHed, M. K. 4dcmb

napamempos, GKauas napamempsl @QYHKyuu muoxapoa u cemoounamuxu IDK

umeem npocHocmuyeckoe suadenue npu JIAI. Pezynomamovr MPT mo2eym nomouw

onpedenums npuuuny JII, ocobenno npu 3a601e8anusx 1egolx 0moenos cepoya u

XTOJIT.

* PexkomenpoBano netssm ¢ JII' npu  noposenenmu  MPT  cepmma ¢
KOHTPACTUPOBAHUEM HCIIOJIb30BATh CIACAYIOIINE PEKUMbI BU3yanu3anuu [8, 215,
298, 301].

a) kxuHo-MPT nns omeHku maccel, 00béMa U (GYyHKIMH OOOMX JKEIYyAOYKOB, C

VCIIOJIb30BAHUEM ITAKETA CPE30B BIOJIb JUNIMHHON UM KOPOTKOM OCH, ITOKPBIBAIOIINX

BeCch 00BEM cepala;

0) pazoBo-kouTpactHeie MPT wu3MepeHust JierouHoWd apTepu u €€ BeTBEH,

BOCXOJISIIIIEN aOPTHI;

B) cranaapTHeie 2D u3mepenus nmoroka (¢pa3zoBo-koHTpacTHOe MPT) B 1eroynsix

BCHaX IIpU OLCHKC JICTOYHOI'O KPOBOTOKA.

YIA2VYYPA

* PexomengoBano npu npoeaeHnu MPT cepauna nersam c¢ JII' ucnonbs3oBaTh
KOHTPAaCTHOE YCHWJIIEHHWE C TaJOJIMHUEM [UId BBISIBICHUS W KOJWYECTBEHHOMU
ounenku Gpudposa muokapaa [8, 215, 301].

Y3 YYP A

* PexomenaoBano npu nposeaenuu MPT cepaua gersim ¢ JII' mpoBecTu oreHky
perunoHanbHoi pynkuu muokapaa [1K y 6onsnbix ¢ JII [8, 298, 299].

Y14 YYPC

2.4.5.4. YILTPa3BYKOBOE HCCJCTOBAHUE OPTAHOB OPIONIHONM MOJOCTH

(KOMILJIEKCHO@)

* PexomenaoBaHo BceM jeTsM ¢ JII' ynbTpa3BykoBO€ HCCIEAOBAHHE OPTraHOB

OpIOMIHON TOJOCTU (KOMIUIEKCHOE) JJIsi WMCKJIIOUEHHs 3a00JieBaHUM TIEUCHHU,



BBISBJICHUS MPU3HAKOB MOPTAIbHOW THIEPTEH3UU, aHOMAJIU U Majb(opmaruit
COCY/IOB NMEYEHUE, YTOUHEHHUS CTENIEHH 3aCTOMHBIX SIBJICHUS 110 OOJIBIIOMY KPYTy
KpoBOOOpaIIeHus, B T. 4. MpU3HAKOB aciuta [53-57].

YAA3YYP A

2.4.5.5. Jlerounble PYHKINOHAJbHBIE TECThI

* PexomenaoBano fetam ¢ JII' perymsapHOoe mnpoBeneHUE IIYJIbLCOKCUMETPUU C
OTpe/IeICHUEM caTypalluy KUCIOpoaa OTACIbHO Ha PyKax U HOraX B COCTOSTHUU
MOKOSI W TMocie (U3MYECKOM Harpy3Kd JJisl OIEHKM Haluuusl U CTENEeHU
TUIIOKCEMHUHM KakK T[puU MNEpBUYHOM OOCIEAOBaHUU, TaK U MPU KaXKIOM
JUHAMHYECKOM HaOmoaenuu [6, 8, 12, 13, 45-47].

YAASYYPC

* PexomengoBano aetsm c¢ JII' crapmie 5 et uccienoBaHue Jero9YHON PyHKITUH C
npoBeAeHueM OoaureTusmMorpaduu U oueHkKon AudEGy3MOHHONH CIOCOOHOCTH
nerkux (DLCO) mnpu ycranoBnenun nuariosa JII' nns  onpenenenus
KIMHAYecKoro kmnacca JIIT W WCKIIOYEHUS JFOOOTO  COMYTCTBYIOIMIETO
OponxoJierouHoro 3aboneBanus [6, 8, 12, 13, 306].

YAA3VYYPA

KommenTapuii: Qyukyuonaibrvle UCCIe008aAHUS CUCHEMbl  ObIXAHUSL O0ObIYHO

npoBoosAmcs y Oemell cmapuie 5 iem u3-3a HeodXxoo0umMocmu cied08ams YKA3aHUsM

U Oenamos CULbHLBIU 8b100X 8 MedeHUe He MeHee Yemblpex -uecmu CeKyHo.

* PexomenaoBaHo fe1aM ¢ JII', KOTOpBIM MaHUpyeTCs Tepanusi MHIaIALHOHHBIM
H#UIOMPOCTOM, (DYHKYUOHANbHbIE UCCAe008AHUA CUCMEMbl ObIXaHUs A0 Hadana
Tepanuy UHTATAIUOHHBIMU ITpocTaHouaamu [306, 307].

YIAA3 YYP A

KommenTapmii: #/4nonpocm 018 uneanaiyuonno20 npuMeHeHuss MOM#Cem bl3bl8amb

OPOHXOCHA3M, UMO MOMCEM CAVHCUMb NPUYUHOU O OMMEHbl npenapama.

* PekoMeHA0BaHO NMPOBEICHUE KapAMOPECITUPATOPHOTO MOHHUTOPHUHTA ACTAM C
JIT', moaBep>KeHHBIM PUCKY HapYIICHUS JbIXaHUS BO CHE, 0COOCHHO MaIllUeHTaM C
TpucoMuet 21-i1 XpoMOCOMBbI, CUCTEMHBIMU 3a00J€BaHUAMHU COEIUHUTEIbHON
TKaHU U JPyrol CHHAPOMAJIBHOMN IMATOJIOTHEHN, Y NAMEHTOB C YMEHBIICHHBIMH
pa3sMepaMu BEpXHUX JbIXaTEIbHBIX MyTEH, B T. Y. C TUMEPIUIA3UEH aJIeHOUIOB, Y
MalKEeHTOB C Xajo0aMu Ha 3HAYUTEIBHYIO COHJMBOCTH B JHEBHOE BpeMs, a
TaKK€ BO BCEX CIIydasX HEaJeKBaTHOIO OTBeTa Ha npooauMyro JIAI Tepamnuto
JUISl BBISIBIICHUSI CMHJIpOMA alHO® BO CHE WJIM aJbBEOJSIPHON TMIOBEHTHIISILIUU
[308-310].

YIA2VYYPA



2.5 Unble TMAarHoCcTHYECKHE UCCJIeJ0BAHUS

* He pexoMeH0BaHO PyTUHHOE MPOBeeHNE Ouoricuu Jierkux y nerei ¢ JII' u3-3a
BBICKOI'O PUCKa BO3MOXKHBIX OCJI0KHEHHUH [8, 47, 63, 286].

YIA4VYYPC

*  OtkpbITast OUOICHS JIETKUX MOXET ObITh peKOMEHA0BaHa MPH MOJO03PEHUH Ha
HaJW4Yue WHTEPCTHIMATBHBIX/TIAPCHXUMATO3HBIX 3a00JIeBaHWNA JIETKUX, BEHO-
OKKJTIO3MOHHOM 00JIE3HH; KaNWJUIIPHOTO reManTrnomaro3sa [8, 63, 286].

YAA3VYYPC

*  OTtkpbITast OUOICHS JIETKUX MOXET ObITh PEKOMEHI0BAHA KAK JIOMOJHUTEIbHAS
npolueaypa npu NajauaTuBHON KOPPEKIIMU BPOKIEHHBIX MOPOKOB cepala [8, 45,
47, 50, 283].

YAA3VYYPC

2.6. OCO0EHHOCTH THATHOCTHKH OTAECJbHBIX
rpynn JIAT

* PexoMeHaoBaHO JeTIM ¢ BepuUIMPOBAHHON MpeKanuisspHor dopmoint JII
HESICHOM ATUOJIOTUU UCKIIOUEHHUE BCEX BO3MOXKHBIX COCTOSHUN M 3a00J€BaHUM,
KOTOpbIE MOTJH OBl OBITh MPUYMHOW pa3BUTHs NpekanuwuripHou JII', BkIrouas
FEHETUYECKUE MyTalluu M XpoMocomHbie aHomaiuu, BIIC co 3HaunMbiM
CHCTEMHO-JICTOYHBIM IIIYHTOM, CHCTEMHBIC 3a00JICBaHUS COCIMHUTEIBHOMN
Tkanu, BHWY-undpexuuto, COCTOSAHUS  CONPOBOXKIAEMbIe  MOPTAJIbLHOM
TUMEPTEH3MEH, IHUCTOCOMO3, 3a00JeBaHUS M TOPOKU Pa3BUTHUS JIETKHX,
COCTOSTHHS, COTIPOBOXKIAEMbIC CTEHO30M MJIM OOCTPYKITMEH JICTOYHBIX apTepH, B
T. u. XTOJII [6, 8,9, 12, 13, 45, 55, 61, 69, 78, 103, 111, 141].

YIA2VYYPA

KommenrTapmii: Ancopumm Oeiicmeuti epaua npu ouaznocmuxe JII' y Oemell

npeocmasiier Ha pucynke 1.

* PexomenaoBano getam u noapoctkam c¢ JII' m BIIC nposectn mnomHoe
JIMaTHOCTUUYECKOE OO0CJieoOBaHMe, JIA ONpPEACTICHUS] MPUUYUHHO-CICICTBEHHON
ceszu JII', BKiIOUas WHBA3UMBHYKO OILICHKY MapaMETpPOB TE€MOAWHAMHUKH IS
OTpejie/IeHUs] TaKTUKH JieueHus [8, 13, 22, 45-50].

YIA2VYYP A



PexoMeH10BaHO IPOJOJKUTh JTHArHOCTHYECKUN ITOUCK JPYrol BO3MOKHOM
NpuyuHbl UiIu myckoBoro (akropa nersm ¢ JII' u BIIC mpu orcyrctBum
NOKa3aHHOW mnpu4yuHHO-caeacTBeHHon cBsizu JIAIT ¢ BIIC, korma BIIC

paccMatpuBaeTcs kak ¢poH, Ho He npuunHa JIAT (puc. 1) [8, 13, 22, 45-50].

YIUI2 VYP A

2.7. OueHka QyHKIHMOHAJBHON CIIOCOOHOCTH

Pexomenayercst netssm ¢ JII' crapme 7 ner npoBeneHue Tecta ¢ 6-MUHYTHOM
xonp0oit (T6MX) mpu mepBHYHOM O0OCIEIOBAHUM 10 Hayajla Tepamuu s

ompeneneHuss (QYHKIMOHAIBHBIX CIOcOOHOCTeW M cTpatudukanuu pucka JII
[311-315].

YIUI2 VYP A

KommenTapuii: 76 MX oonoicen exknrouame oyeHky Z-score npoudeHHot OUCMaHyuu

CO2NIACHO HOPMAMUBHOM)Y PACHPEOeNeHUss no 603pacmy, 6ecy U Noay pedeHKd,

oyeHnky ooviwku no wkane bopea, ounamuxy YCC, vacmomst ovixanus, A/, SpO-2.

PexomenaoBaHno aetsm c JII' crapuie 7 net npoeaeHue peryssipabix TOMX nos
ONpeleNIeHUsT OTBETa Ha IMPOBOAUMYIO TEpAaNMIO, BKIOYAs JUHAMUKY
MEPEHOCUMOCTHU du3nyecKux Harpy3ok, CTpaTU(PUKALUIO pucka

HeOJIaronpusATHRIX coObITHI 1 pa3 B 3—6 mecsues [311-315].

YIUI2 VYP A

PexomenmoBano jaetsam c JII' crapmie 7 set, mpomeium auctanimio oosee 300
MeTpoB npu TOMX, nmpoBeeHrne KapAUONyJIbMOHAIBHOTO HArpy304HOrO TECTa
(TpeAMHUI-TECT WM  BEIOIPTOMETPHS) IS JOTMOJHUTCIHHOW  OICHKH
MEPEHOCUMOCTH (PU3UUYECKUX HArpy30K MPHU MEPBUYHOM OOCIEIOBAHMHM U TIPHU
JMHAMUYECKUX HaOmoneHusax 1 pa3 B 6 MecdleB JJis ONpeesieHUus OTBETa Ha

Tepanuto [316].

YIA3 VYP A

Pexomenayercs aetsam ¢ JII' onpeaenenne ¢pyHkunonansHoro kiacca (OK) na
OCHOBAaHHMU MEPEHOCUMOCTU (PU3NUECKUX HATPY30K, TMHAMUKHU POCTA U PA3BUTHUS
peOEHKa MpU MEPBUYHOM OOCIIEIOBAHUY 10 Hayaja Teparnuu i cTpaTuQukanuu

pHUCKa, BKJIOYAs JETadbHOCTh, IS ompesencHus oobéma tepanuu [8, 12, 180-
182].

YIUI2 YVP A



* PexomenaoBaubl peryisapHeie oneHku @OK JII' paz B 3-6 MecsueB mis
Omnpe/eeHuss OTBE€Ta Ha NPOBOAUMYIO TeEpaluio, BKJIOYas JUHAMHUKY
EPEHOCUMOCTH bu3nIecKux Harpy3okK, cTpaTuduKamuu pHUcKa
HEOJIAarompHUATHBIX COOBITUM, BKIIFOYAs JICTATbHOCTD, U JJISI KOPPEKIIUH TEPAITHU
[8, 12, 180-182].

YIIA2VYYP A

2.8. OnpenesieHue CTENEHN TAXKECTH
3a00J1eBaHuA

* Pexkomenayercsi ollcHUBaTh CTeneHb Tsbkectu JII' y nerel Ha OCHOBaHUH
KOMOWHAIMM KJIMHUYECKUX JAHHBIX, BKJIIOYasl MPOTPECCUPOBAHUE CUMIITOMOB,
HaJIM9¥e TPU3HAKOB MPABOXKEITYI0YKOBOW HEOCTATOYHOCTH, (DYHKIITHOHATILHOTO
kmacca, ypoBHS BNP/proBNP, xommiaekca wu3MepeHHMH ©  pacu€THBIX
MoKa3aTeyie, IMOJYyYeHHBIX NpPH dXoKapauorpadur W HWHBA3UBHOW OIIEHKHU
reMOJWHAMHUKH, PE3yJbTATOB TECTa HA Ba30PEAKTHUBHOCTH IS HAa3HAYECHUS
ameKBaTHOU TsDKecTH Tepamuu (tadn. 18) [5, 7, 8, 12, 180-182, 244, 249, 257-
260, 266, 274, 313-319].

YAA3YYP A

KommenTapmii: /[n1  xascxcooco «Kpumepus YCMAHABIUBAIOMCA 3HAYEHUs O

NPUCBOCHUSL HU3KO20, HNPOMENCYMOUHO20 UAU BbICOKO2O PUCKA PACUEMHOU

cmepmuocmu. Cpednuii Oann psaoa Kpumepues HU3KO020 U BblCOK020 PUCKA HA

UCXOOHOM YPOBHE NO0380Jiem KIACCUPUYUPOBAMb NAYUEHMOB8 KAK HU3KULL,

NPOMENHCYMOUHBLL UNU BbICOKULL PUCK NPeOnoadazaemol lemaibHocmu 8 medenue |

2o0a. HsmeHneHuss pucka om nepeoHAUAIbHOU OYEHKU 00 Nep8o2o NOCiedyiouezo

HaOI0O0eHUsT MmaKice NPedCcKa3vl8aon BblHCUBAEMOCb U SGIAIOMCSA OCHOBAHUEM

0. ONMUMUZAYUU/ICKATAYUU MePANUU.

* PexkoMeHJI0BaHO B KaUECTBE ONTUMAIILHOTO OTBETA HA TEPANUIO Y MAIIUEHTOB C
JII" ucnonb30BaTh JOCTHKEHHUE WIIM MOJJEPKAaHUE KPUTEPUEB HHU3KOTO PHUCKA
[180-182, 244, 249, 257-260, 266, 274, 313-319].

YAA3YYPC

* VYV cTaOWIbHBIX MAalMEHTOB PEKOMEHAYETCS BBINOJHATh PETYJSIPHBIE OLEHKU
Kaxaple 3-6 MecslleB TMOCHEayIoNmero HaOMIJACHUs i1 CBOEBPEMEHHOU
sckanaruu Tepanuu [180-182, 244, 249, 257-260, 266, 274, 315-319].

YAA3YYPC



Taoauua 18. Cmpamugukayus pucka HebOIA2ONPUAMHBIX COObIMULL

nemanvHocms [8]

GKJllo4as

Kputepuun pucka

Hu3kun puck

KaTeTepusaumm cepagua

Arr < 10 MM pT. CT.
cpA1A/cpdAo < 0,5
BasopeakTnBHOCTb +

KnnHnyeckune nposasneHuns | Het /

NpaBoOXenya04KOBOW

HeAOCTaTOYHOCTH

CnMNTOMbI NPOrpeccmpytoT Het /

CuHkone HeT )

OTcTtaBaHue B du3nyeckoM | Het /

pas3BUTUN

OK I nnn il ]

NTproBNP HopMa i MMHMManbHOE MNOBbIWEHNE | :

IXOKI, MPT HopManbHble pa3mepebl nnn | |
MUHUMaNbHasa  Auniatauus  npaBbiX | (
Kamep cepaua, @GyHKUMA NpaBoro |
»Xenyaouka B HOpMe. I
MK/JMXK < 1 )
TAPSE > -2 Z /
AT > 100 mc (
Cucrtona/gnactona NX < 1,0 [
OTcyTCcTByeT  BbINOT B Non0CTU
nepukapaa

femoaMHamMmka no AaHHbIM | CU > 3,0 n/MUH/M:

e e "R ey

AT — BpeMs yCKOpEHHS ITOTOKA B JIETOYHOM apTepUH

CU — cepaeuHblii UHIEKC

JIIIT — naBneHue B mpaBOM MpeCcCepaun

cplJIA/cplIAo — oTHOIIIEHHE CPEAHETO JAaBICHUS B IETOYHOU apTePHUH K CPEIHEMY

CUCTEMHOMY apTEPUAIILHOMY JaBJICHUIO



NJICC — uHIEKC JIETOYHOTO COCYIUCTOrO0 CONPOTUBIIEHUS

3. JledeHue, BKJIKOYASA MEIUKAMEHTO3HYIO H
HeMeJIUKAMEHTO3HYIO TePaluHu,
AMETOTEepPAINUI0, 00300/ IMBaAHME,
MeAMIMHCKHE NOKA3AHUSA U
IMPOTHUBONMOKA3AHUS K IPMMEHEHNIO MEeTOI0B
JIeYeHU s

OCHOBHBIMH HCJsIMU TCpallun .HF, BHE 3aBHMCHMOCTH OT €€ 9THUOJIOTHUHU, ABJIIAIOTCA
[27]:

1) ymeHbIIeHHE, 00JIErYeHUE CUMITTOMOB 3a00JICBaHHUS;
2) yiydllIeHUE KaueCcTBa )KM3HU OOJIbHBIX;

3) caep:kMBaHKE MPOTPECCUPOBAHUS 3a00I€BAHU;

4) yaydiieHue BEKHBAEMOCTH.

Baxnelimue uamenenus: B tepanuu JIAID, npowusomieaiive 3a mocjieaHUE TOAbl B
pe3yabTaTe MOsIBJICHUS HOBOM reHepanuu cnenuduieckux npenapaToB, MPUBEIH K
YIIYUILLIEHUIO KJIMHUYECKOM CUMIITOMAaTHKH, (YHKIMOHATBHBIX u
reMOJMHAMHYECKUX IMOKa3aTeyei, 3aMeNICHUI0O TTPOTPECCUPOBaHKUE 3a00JICBaHNS,

YIYHHOICHUIO ITPOTrHO34a B ATOM CIIOKHOMU rpynic mannucHTOB.

B Hameil cTpaHe TepameBTHMYECKas NpaKTHKa pacrojiaraet & JeKapCTBEHHBIMU
CpeACTBaMM, 3aperuCTpUPOBaHHBIMU IS JedeHus JIAIL y B3pOCIBIX MallMEHTOB.
Ncxons w3  MexaHW3Mma  JCWUCTBUsA, Mpenaparsl  OTHOCATCA K  TPEM
dbapMaKoJIOTUUYECKUM TpynmaM W MOTYT TPUMEHSTHCS  TMEpOpajbHO M|
WHrajJsiuuoHHo. B Ommkaitmem OyayiieM 0XUAAETCS MOSBICHHE HOBBIX TpYMI
JIAT -cneunduryeckux JIeKapCTBEHHbIX MpenaparoB. OIHAKO NOSBIISIIOUIMECS HOBBIE
METOJMKH MEIMKAMEHTO3HOTO JIEUYeHUs [UJId B3pOCibIX manueHTtoB ¢ JIAT
HEJ0CTAaTOYHO XOPOLIO U3yUdeHbl y nereid. Kpome Toro, MHOro(hakTOpHBIN XapakTep
JIAT y nereit cyuiecTBEHHO 3aTpyAHSET BHIOOP BO3MOKHBIX CPEJICTB JICUCHHS U HE
npuemMjeT HeoOJyMaHHOTO Ha3HAuYCHUs JIOOBIX UMeromuxcs B Hamuyuu JIAT -
cnenupuUeckux TmpenaparoB. Anroputm JedeOHoW Taktuku JIAD y nereit

npeacTaBiIsieT co00i KOMIUIEKCHYIO CTPATErHio, BKIIOYAIOIIYIO OILIEHKY TSKECTH U



MPOTHO3a 3a00JIeBaHUsI B Ka)XJOM KOHKPETHOM clly4yae, OIeHKY 3(()EeKTUBHOCTH
Pa3IUUYHBIX JIEKAPCTBEHHBIX CPEJICTB W WX B3aUMOACHCTBUS TIPU BO3MOXKHBIX
KOMOHMHAIMSIX, a TaK)Ke JIEKapCTBEHHOE B3aMMOJCHCTBHE C COIMYTCTBYIOIIUMHU
npenapatamu (puc. 2) [6, 8, 22, 27, 340]. C 0OTHOCUTEJIbHO HEJJABHETO BPEMEHU B
KJIMHAYECKYI0 TPAKTHKY BOIIUIM HOBBIE XUPYPTHYECKHUE WM HWHTEPBEHIIMOHHBIC
METOJIbl ITaJUIMAaTUBHOTO JiedeHHsA Jjerer ¢ Tsokenon JIAIY, Brimrodaromime
atpuocentocromuto (AC) u anactomo3 IlorTrca, MO3BOJISIIOIIME CHU3UTH
M30BITOYHOE JIaBJICHUS B IIPABOM KEIIYJI0YKE, YMEHBIIUTH KOMIIPECCUIO, YIYUIIUTh
peJlaKcaIyio JeBOTO KEIy10YKa U YBEIUYNUTh CUCTEMHBIA BBHIOPOC.

Bribop Taktuku nedenus JII' y nmereit oOycioBi€H TsKECTbIO 3a00JEBaHUS U
OTPaHUYECHHBIM CIIEKTPOM MPENapaToB, pa3pelIeHHbIX K MPUMEHEHUIO B JETCKOM
Bo3pacte. OcHoBHBIE 1Ienu Tepanuu JII' y neTei, kak npaBuiio, 3aBUCST OT peaabHOU
KJIMHAYECKOMW CUTYAIliH, HO CPEAN HUX BBIJCISIOT 0a30BbIe CTPATETHYCCKUE 3a/1a49H,

TpeOYyIOIKEe pelieHUs B KOHKPETHOM cuTyaruu [6, 8, 27, 318-319]:
1) momaBieHue MaTOJIOTHISCKOM Ba30KOHCTPUKITNH;

2) CACPKUMBAHUC IIPOTrpCCCUPOBAHUA HpOHI/I(i)epaTI/IBHOI‘O pPEMOACINPOBAHU A

JIETOYHBIX COCYJIOB;
3) nonnepkanue GyHKIUU MPABOTO HKEITyI0UKa;

4) KOppeKIIUs TUTIOKCEMUU;

5) mpoduaakTUKa U JeUeHHE TPOMOO30B;

6) jeueHrne OCHOBHOTO 3a00JIeBaHMsI PU aCCOIIMUPOBAHHBIX (opMax.

JocTtuxenne rinolanbHbIX 1eneit tepanuu JII' y KOHKpeTHOTO TanueHTa Tpedyer,

KaK IIpaBHIJIO, KOM6I/IHaHI/II/I TaKTHYCCKHX peI_HCHI/Iﬁ M BKJIIOYAcCT:

1) oOmue pexoMeHIAIMKd 0 KOPPEKIMK 00pa3a »KH3HH, METoAaM (PU3HUECKON H

MICUXOJIOTUYECKON peaduiuTaInu, IpeaynpekacHuI0 0epeMEeHHOCTH, BAaKI[UHAIINH;

2) MOICPKUBAOIIYI0 MEAMKaMEHTO3HY0 Tepanuio JII' (KOPPEKIUI0 THIIOKCEMHUH,
anuuo3a, o00e300JUBaHKE, CEHAlUI0, AHTUKOATYJSHTBI, JUYPETHUKHU, CEPICUHbIC
[JMKO3W/Ibl, WHOTPONHBIE IMPENapaThl; MEpbl, HAMPABJICHHBIE Ha KOPPEKIHIO

aCCOIIMUPOBAHHOTO 3200JIeBaHU);

3) cnenupuIecKyro Teparnuio JIT, BKJTIOUasI MEIUKaMEHTO3HYIO

Ba30MJIATUPYIOLIYI0, AHTUIIPOIH(PEPATUBHYIO TEPAIIHIO;



4) XUpypruvyeckoe JieueHue.

OcHOBHas cTpaTerusi COBPEMEHHOW TepanuM JIETOYHOW TUIEPTEH3UWHU y JETEd U
B3pocibix ¢ JII' — nocTuxkenue u noaaepxanue Npoduiis HU3KOTO pUCKa, UCTIOIb3Y S
peryjsipHyto MHOTO(akTOpHYIO cTpaTHUKaluioo (aKTOpOB pUCKA, BKIIOYAS
KIIMHUYECKUE, (GyHKIIMOHATIBHBIE, nabopaTopHbIe, reMOJIUHAMUYECKUE
XapaKTEPUCTUKH, JUISI CBOECBPEMEHHOI'0 HA3HAYEHMUS AaJEKBATHOU COCTOSIHUIO

nainuenTta tepanuu [8, 315-318].

3.1. O0mmue pexoMeHIANMH AJIsI 00JIBbHBIX C
JICTOYHOUW rMnepreH3uen

Hns Bcex 60sbHBIX ¢ JIT' akTyalibHbI 001IME pEKOMEH AN, COOJIIOJIEHUE KOTOPBIX

MMO3BOJISACT YMCHBIINTD PUCK BO3MOXHOTO YXYAIICHUA TCUCHU A 3a00JIcBaHU:

* Pekomenayercs HaOmoneHue nereii ¢ JII' B cnennanu3upoBaHHbIX [IEHTPaX s
ompeneNeHuss  MePCOHUPUIUPOBAHHON  TporpaMMbl ~ MOHUTOPHHTAa |
CBOEBPEMEHHOW KoppeKkiuu Tepanuu [6, 8, 10, 12, 187, 196, 219].

YAA3YYPA

* Pekomenayercs BceMm aeTaMm ¢ JII' orpanndyeHne MHTEHCUBHOCTH (DU3UUECKUX
Harpy30K, UCKJIIOUEHUE COPEBHOBATENIbHBIX BUAOB criopTa [6, 8, 321].

Y42 VYYPA

KommenTapuii: Jleckue ¢uszuueckue ynpasxcuenuss Mo2ym Obimb NONE3HbL, HO UX

credyem BbINOAHAMbL MOALKO NOCAE KOHCYIbMAyuu 6paiya U 6CecmopoHHe20

00cnedosanus, KII0UAOWE20 HA2PY30UHble Mecmbl.

* Pexomenayercs getsam c JII' HU3Koro pucka n€rkue, 10 YMEPEHHBIX a3pOOHbBIE
(du3nUecKue Harpy3Ku MoJi KOHTPOJEM caModyBCcTBuUs [6, 8, 27, 321, 322].

YIA2VYYP A

Kommenrapmii: /layuenmam cnedyem no360auUmb CamocmosamenbHo

02paHUYUBAMb CB010 AKMUBHOCMb NO Mepe HeoOX00UMOCMU, HO Npu 9MOoM

uzbecamov HANPANCEHHLIX U USOMEMPUYECKUX YAPAdCHeHUl, Oecuopamayuu, a

makoice huzuyeckux naepysok na cpeoreii (1500—-2500 m) unu 6orvwon (> 2500 m)

gvicome.

* Jletsm c JII' He pexoMeHIOBaHbI CUJIOBbIE BHUJIBI CHOPTA, aHa’pOOHBIE U
M30METpPUYECKUE HArpy3ku [6, 8, 27, 321, 322].

YIA2VYYP A



* PexomengoBano getsm ¢ JII' ycTtpanenue mpoBomMpyIOMKUX (HAKTOPOB
(6bomeBoro cuHApPOMA, BO30YXKICHHUS, aIlUa03a, ajlKajlio3a, TUIIOBOJEMHH,
TUTIEPTEPMUH, THUIEPKOATYJISIMA, AaHEMUU, APUTMUU, WHPEKIUH U Jp. 1
n30eranus AecTabuIn3alui COCTOSIHUS U BO3MOXXHOW MPOBOKAIIUU JIETOYHOTO
Kkpu3a [6, 8, 10, 12, 22, 187, 196, 323, 325].

YIASYYPC

KommenTapmii: 6ecnoxoiinvie nayuenmot ¢ JII', oemu ¢ eunepeos6youmocmuio npu

00.11e860M CUHOPOME MOSYM HYHCOAMBCS 8 OONOJIHUMENLHOU Ceo0ayuu.

* PexkomeHaoBaHoO neTsiMm ¢ JII, KOTOpPhIM IUJIAHUPYIOTCS  ONEpPATHUBHBIC
BMEIIATEIbCTBA IOJ cemalnued MWId OOIIed aHecTe3uel, HaOIIoIecHue
KapJMOaHECTE310I0Ta 17R10 KapAMOpEaHUMaTOoJI0ra C y4€TOM
aHECTE3MO0JIOTMYECKOro pucka [8, 22, 323, 325].

YIAASYYPC

* PexkomenaoBano fetsm ¢ JII' mpoBeneHue MiIaHOBOM BakIMHAIUMK (BKJIIOYAs
BaKI[MHAIIMIO POTUB MHEBMOKOKKOBOW MH(EKIIMK U TPUINTIA), a TAIUEHTaM J10 2
net ¢ JII' — npoBenenre uMmmyHu3anuu npotuB PC-uHbeKku npu 0TCyTCTBUU
MPOTUBOINOKA3aHUM, BO H30€KaHWE YXYAIICHUS COCTOSHHUS BCIEICTBUE
yrpaBisieMbix nHbexuuit [8, 22, 325, 326].

YAASYYPC

KommenTapmii: B criyuae 603HUKHOBEHUS PeCnUPAMOPHLIX 3a001e6aHUll mepanus

0oJicHa  ObiMb  00CMAMOYHO AKMUBHOU C Yelbld MUHUMUIUPOBAMb  ULU

npeoynpeoums NOBblUleHUe PeaKmuBHOCMU JIe204YHblLX COCY008 BCledcmeue

BEHMUNAYUOHHO-NEPPYZUOHHBIX — HAPYWEHUN  u/uiu  eunokcemuu. Axmuenas

AHCAPONOHUINCAIOWAST mepanusi 6 cayiae JUXOpaoKu OO0IMCHA npedynpeoums

pazeumue memaborudeckux Hapyuwenui. Jloboe unpexkyuonnoe 3zabonesanue

O0JIICHO PACCMAMpPUBAMbCs KAK (QAKmop pucka Je204H020 2UnepmeH3u8Ho20

Kpu3sa, cneyuguueckas mepanusi Ha mom oHe 001XHCHA OblmMb MAKCUMATbHOLL.

* PexomeHJa0BaHAa CBOEBPEMEHHAsA KOHCYJIbTAIUS 1I€BOUYEK MMOJPOCTKOB, OOJIBHBIX
JIT', 0 BepOsITHBIX pUCKAX, ACCOLUUPYIOMMNXCS ¢ OEPEMEHHOCTBIO U POJaMHU, a
TaKXe 0 BO3MOXHOCTH Oe3omacHOi KoHTparenuuu [327].

YIASYYPC

* PexomenaoBano fetam c¢ JII' myremecTBoBaTh aBUATPAHCIIOPTOM TOJBKO B
CTaOMIBHOM M KOMIICHCUPOBAHHOM cocTosiHuu [8, 13, 22].

YIAASYYPC



3.2. llogaep:xuBaroniasi Tepanus Jero4YHou
rMIepPTeH3UH

[TonnepxxuBaromas MenukameHTo3Hass Tepanus JIIT BkiIOYaeT KOPPEKIUIO
TUIIOKCEMHUH, CHIDKEHHE TMpeaHArpy3Kd Ha TPaBbIi JKEIyJI04YeK, IOJJep)KaHue
GyHKIMU MHOKapAa OOOMX KETyJ0YKOB, KOPPEKIIMIO HMMEIIIEHCS CepAcYHON
HEJIOCTATOYHOCTH IS OOECIEUeHHsS TOCTAaTOYHOTO CEpASYHOTO BHIOpOCA, MEpHI,

HaIpaBJIEHHbBIE HA KOPPEKIIUIO aCCOIMUPOBAHHOTO 3a00JICBaHUSI.

3.2.1. OkcureHorepanus

* PexomengoBana netsam ¢ JII' okcurenorepanuss npu CTOMKOM CHHUKXECHUHU
HAaCBILEHUSI KUCIOPOJOM apTepualbHOU KpoBU MeHee 92% uiu nmapuuaibHOTro
JABJICHUSl KHUCIIOpPOJA apTepualbHOW KpoBH MeHee 60 MM pT. CT. A1d
MOJIIEPKAHUS 1[€JIEBOTO HACBIIIEHUSI apTepUaIbHONU KPOBU KHUCIOpoaoM 93% u
ooxee [8, 13, 22, 312, 322].

YAA2VYYPA

KommenTapmii: Vcnonv3oeanue  nocmosHHOU — OKCuceHomepanuu  cledyem

paccmampugams 8 mex cayuasx, Ko2oa OHa NPUBOOUM K OOKA3AHHOMY Y MEHbULEHUIO

cmeneHu 2UNoKcemMuu U KIUHUYecKoMy yayduenuio. Pekomenoosannas ckopocmu
66edenusi nomoka 1-2 numpa 6 mumymy. 3HauumenbHoe ygeaudeHue CKopocmu

HOMOKA MOXMCEm BblCYWUMb CIUSUCTbIE U 8bI36AMb HOCOB0E KPOBOmMeUeHUue Uil

punum. Ommena oKcuzeHomepanuu nPO8OOUNCs NOCMENneHHo, CHA4aia OMMeHIom

KUCTIOPOO 8 OHe8HOe 8peMsl U nepuod 600pPCmMeo8anus, 3amem 8 HOUHOe 8PeMsi U 80

8pemMs CHA NOO KOHMpOJLeM NPOAOHSUPOBAHHOU nyabcokcumempuu. Crnedyem

YUUmMbI8ams, 4mMo OKCUSEHOMEPAnus NOoBblULAen PUCK J1e20YHbIX OCLONCHEHUI,

MAKUx Kax NHeeMOoHUs Ul 0adxce 000CmpeHue XPOHULECK020 3a00.1e6aHUsL Ie2KUX.

* PekomeHaoBaHa JeTIM ¢ cuHApoMoM DiizeHMenrepa u PaO2< 60 mMm pr. cT.
OKCHUT€HOTepanusi JJisi YMEHBIUICHUS CUMITOMOB 3a0oneBanus [8, 19, 45-47,
327].

YAASYYPC

* PexomenmoBana netsm c¢ JII' okcurenorepanus nmpu  NOpeObIBaHUM B
BBICOKOTOPHBIX pallOHAX WJIM BO BPEMS aBUAIIEPEIETOB [8].

YAASYYPC



* PexomMeHnagoBaHa okcureHorepanus aetsm c JII' npu necarypauuu menee 92% Ha
(hoHE MHTEPKYPPEHTHBIX 3a00JCBaHMM, TUIIEPTEPMHUH, BO3OYKICHUH, OOJICBOM
CHUHJpPOME, aBHalepesieTax U JPYrux MOTEHIMAIbHO OMACHBIX COCTOSIHUSIX JJIs
npodUIaKTUKN KIMHUYECKOro yxyamenus [8, 13, 22, 312, 322].

YII2VYYP A

* PexomengoBana getsm ¢ JII' okcureHorepamusi i KYIMUPOBAHHUS OCTPOTO
neroyHoro kpwusa [8, 13, 20, 22, 312, 322].

YIA2VYYP A

* PexkomMeHaoBaHa aeTsIM ¢ TspKEMOUW JII', BBIpaKEHHON TMIIOKCEMUEN U TSXKEIOU
CepIECUHOM /v TbIXaTeIbHON HEJIOCTATOYHOCTHIO npoieaypa
AKCTPAKOPIOpaIbHOH MeMOpaHHOW OKCHTeHaluu Tmpu HedPPHEeKTHBHOCTH
MEJIMKaAaMEHTO3HOM Teparnuu, s IpeaynpekIeHus HeoOpaTUMbIX U3MEHEHHUH B
opraHax u TKaHsx [6, 8, 328, 329].

YII2VYYP A

3.2.2. Okcua a3ora

* PexoMeHa0BaH MHTASINUOHHBINA okcua azoTa (NO) metsm ¢ nepcucTUpyromein
JIT' mpu pe3koM yXyIIIEHUU ¢ JecTabuin3aiuei mokasareieidi reMoJnHaMUKH,
MpyU  Pa3BUTHH JIETOYHOTO COCYAHMCTOTO Kpu3a, ocTtpou JII' Ha done
pPECUpPaTOPHOTO AUCTPECC CHHIPOMA, MapEeHXUMATO3HOTO/HHTEPCTHIINATHHOTO
3a0oseBanus gerkux u/miu [IJITH [4, 8, 92, 120, 122, 176, 186, 330-335].

YAA2YYP A

Kommentapmii: NO — oOecysemnviti 2az 6e3 3anaxa, manio pacmeopumvli &

gooe. Oxcuo azoma (NO) s6151emcs Knouegol MOeKYI0l 6 OU0I02UU YeNl08eUeCKOl

JICUSHU, YHuacmeyem 6 UIUOL0UU HCUSHECNOCOOHOCMU OpeaH08 U CUCEM.

Anoomenuanvuas e2o Gopma (eNO), cekpemupyemas s3HOOmenUeM 1€20UHLLX

€OCY008, HENOCpPeOCMBEeHHO Y4acmeyem 6 pe2yAyul cocyoucmoz2o moHyca,

JIOKANIbHO KOHMPOIUPYs neppy3uio opeanos 6 COOMEEmcmeuu ¢ UMEHeHUIMU

Kposomoka. [leicmeys Kax MOWHbLIL 6A300UNAMAMOp, OH U2paem BadCHYIO

3AUUMHYIO POTIb 8 OMHOULEHUU YHOOMENUS, NOOOEPHCUBASL COCYOUCT bl 20Me0CM A3,

nooasnsgem u3OblMOUHYI0 NPOAUPEPAYUIO  2NAOKOMBIULEYHBIX KIeMOK COCY008,
azpezayuro  mpomoboyumos u ceazviganue Jnelikoyumog ¢ dHoomenuem. NO
oepanuyusaem okuciumenvHoe ocghopuruposanue 8 MUMOXOHOPUAX — hYHKYuUIo,

KOMopas Modcem yyacmeosamsv 6 pe2yiayuu KIemodHou Ouodnepeemuku u

anonmo3sa. NO 0ns UHeAaJIAYUU — 9no 2a3006pa3Ha}z cmecsb oKucu asoma u azoma 6



konyenmpayuu 0,08 u 99,92% ona 800 ppm u 0,1 u 99,9% ona 1000 ppm
coomeemcmeenHo. Hueanayuu NO, npogodumvle 6 meueHue HeCKOJNbKUX Yaco8
nocie  onepayuu,  CHUNCAOM  COOMHOWEHUE  JIe20YHO20 U  CUCMEMHO20
CONPOMUBNIEHUS, A MAKAHCE UHOEKC OKCULeHAYUU Y DOJIbHBIX C NOCIeONePaAYyUOHHOLL
JIe2OYHOU 2unepmeHsuell, HO He GIUAIM HA OKCUSeHAYUlo npu OauUmenrbHOll
mepanuu. 3HAYUMenbHbIX PAsIudUuli 8 pamHel NOCi1eoOnepayuoHHOLU CMepPmHOCmU
UIU 8 cpeoOHem 0asieHul 8 1e204HOl apmepuu y NayueHmos, noiy4asuux mepanuo
NO u naaye6o ne noayuerno. QOOHAKO UHANAYUU OKCUOA A30MA 8 HACMOoAUee 8Pems
NO-NpeddCHeMY ABNAIOMCA mepanuei nepeou JAUHUU NpU OCMPOU J1e20UHOU
eunepmeH3uu, 6 m. 4. y NOCIeONepayuoOHHbIX OO0JIbHbIX, HO He UCHOJIb3VIOMCS 8
Kawecmee mMemooa NnOCMOAHHOU mepanuu ie2o4Hol sunepmenzuu. Uuearayuu NO
CHUJICAOM NOMpeOHOCMb 8 npoyedype IKCMPAKOPNOPAIbHOU —MeMOPAHHOLU
oKcueeHayuu,  0CoOeHHO )y  HEOOHOUleHHblX  Odemell  C  OblXAMeJIbHOlU
Hedocmamounocmoio. B 1999 2. FDA o0obpuno iNO 0151 HoBopodicOenHbix (>34
Hedelb — eecmayuu) Yy  NAYUEHMO8  C  CUNOKCUYECKOU  OblXamelbHOlU
Hedocmamounocmoio u JII'. V nocieonepayuonuwvix 00IbHbIX Mepanuio HA4UHAIOM
¢ manvix (3-10 ppm) 003. V 6onvnvix ¢ maxcénou JII' uneanayuu NO nauunaio co
cmapmosvix 003 20 ppm. I[lpu omcymcemeuu s¢hgpekma 003y yeenuuusarom 0o 40
ppm. Eciu sghgpexm ne nacmynaem 6 meuenue 30 munym, mepanuro uHeaisyuOHHbIM
NO npexkpawatom. Hcnonvsosanue evicokux 003 NO y HedoHowenHblX Oemell
MOdCem npugecmu K pazgumuio memeemo2n00unemuu, yumo nompebyem Ovlcmpotl

ommeHnbsl npenapamad.

3.2.3. AHTHKOAryJ/JSHThI U e3arperaHThbl

* PexomengoBana fetsm c¢ JII' tepanus antukoaryisutamu (ATX kom BO1
AHTUTPOMOOTHYECKHE CPEACTBA) MPU HATUYUHU MPU3HAKOB TUIMEPKOATYJIISAIINH,
JI0OKa3aHHBIX apTEePUATIbHBIX U BEHO3HBIX TPOMO03ax, TPOMOOIMOOIUN JIETOUHOM
aprepun, XTOJI[, cocTtosiHUAX, TpeOyoOIWUX JJIUTEIBHON  yCTaHOBKHU
IIEHTPaJIbHOTO BEHO3HOT'0 KaTeTepa, ¢ HU3KUM CepAeYHbIM BhIOpocoM [8, 13, 22,
336-338].

YA12VYYPA

KommenrTapwmii: Haznauenue anmukoazyisihmos oemsam mpebyem mujamenbHOo20o

AHAIU3A AHAMHEeCMUYeCcKUX OAHHbIX, OYeHKU nokazameell Koa2yaiayuu, QyHKyuu

neueHu 011 A0eK8AMHO20 pACYEéma GepOsMHbIX pPUCKA U  NOAb3bL  OM

AHMUKOARYTIAHIMHOU mepanuu. L]enesou VpOGeHb MeHNCOYHAPOOHO20



Hopmanuzoearno2o omuowenuss (MHO) cocmasnaem 2,0-2,5 npu uJIAI' u uJIAI.

Ilpu nanuyuu npusHakos 2uneproayisayuu, OOKA3AHHbIX MPoMO03ax 6 aHaMHe3e

yenesvie nokazameiu MHO moecym Ovimb yeenuuenvl. JlanvHeuwull pexicum

003UpOBaHUs YCMAHABIUBAEMCS UHOUBUOYANbHO 00 KoHmponem MHO.

* He pexomengoBano aetsiMm ¢ WJIAI' pyTHHHOE Ha3HAYECHUE TEPANTNU HENPSIMBIMH
antukoaryssHtamu [191, 337, 338].

YIAA2VYYPA

Kommenrapuii: Hem PKH 6 nodoepoicKy ucnonv3oeanus anmuKkoazyisiHmos npu

uJIAI. Omcymcmeyiom 00Ka3amenbCmea YayuuleHus GblHCU8AeMOCmUY NAYUEHMO8.

Hanpomus, y oOemeii ¢ ymepeHHOU U MANCENOU JI€20YHOU 2unepmeH3uel

cywecmeyem Ppuck — 2eMOppacudeckux — OCNONCHEHUU, aACCOYUUPOBAHHBIX — CO

8MOPUUHBIM YeHemeHuem paxmopa Bunnebpanoa, mpomboyunamusimu.

* He PEKOMEH/I0BAHO JCTSIM C HacJleICTBEHHOU reMopparudecKon
TEJICAaHTMAKTa3Muel, MNOpPTONyJIbMOHaIbHOW  runeprensuerd wu JIAI'-BUY
IIPUMEHEHNE aHTUKOAryJIsSHTOB [8, 54, 55].

YAA3IYYPC

3.2.4. llpenaparsl xeJjie3a

* PexomengoBana getsm ¢ JIIT koppekmus nedumura Kelme3a HW  Tepamus
anemuii (Kom ATX - BO3AC IlapeHTepaibHble Npenapatbl TPEXBaJICHTHOTO
)Kelesa) IS IpeaypexJaeHus MporpeccupoBanus 3aboneBanus [191-195].

YAA3YYPA

3.2.5. AHTAarOHMCTHI PeUeNnTOPOB AJIbJA0CTEPOHA U JUYPETHKH

* PexkoMeHJI0BaHa JICTIM C JIT u KJIMHUYECKUMU MpU3HAKaMU
MPABOKEIYJJOUKOBOM HEJIOCTAaTOYHOCTU W/WiM meperpy3koi obbémom 11K
Ha3HaueHHe Tepanuu auypetukamu [8, 13,22, 339, 340].

YAA3YYPB

KommenTapuii: Pexomenoosano mwamenvrnoe mumpoganue 003 npenapamos noo

KOHMPOJeM YPOBHS 2JIeKMPOIUMOE, MOYEBUHbL 8 CbIEOPOMKE KPOBU, KPEeamuHUHa U

COCMOsAIHUA Ouype3a 60 usbedcanue 2J1eKmpoIumHnblX HapyueHull, pe3Kko2o nadeHus

cepaeqnozo 8bl6p00a U CHUJICEHUA CUCmMeMHOco apmepuailbHoco oasieHusl.



* PexomenmoBana netaMm ¢ JII'  Tepanusg  aHTOrOHUCTAaMM  PELENTOPOB
muHepanokoptukonaoB (Kox ATX - CO3D KanuiicOeperaromiyue 1uypeTHKH) IS
CHIDKCHHS TIpeHArpy3KH, YJIY4IIEHUS IUACTOJMYECKOW (PYHKIHMH TPaBOro H
JICBOTO JKeayno4koB [8, 13, 22, 339-343].

YIAA2YYPA

3.2.6. CepaedHble INIMKO3U/AbI U IPyTHe CEPAEYHO-COCYAUCTHIE
npenaparbl

* He pexkoMeHI0BaHO PYTUHHOE IPUMEHEHUE CEPICUHBIX TTIMKO3UI0B AeTsAM ¢ JIT°
Y U30JIMPOBAHHOM MPaBOXETyJ0YKOBOUM HegocTaTOuHOCTH [6, 8, 13, 22, 344].

YAA4YYPC

KommenTapuii: Xomsa npumenenue cepoeuHvlx 2IuUKO3UOO8 MOMNCEM OKA3bl8AmMb

O1aconpusamHuoe 2emoouHamuyeckKoe oetcmeue npu OCmpol NPasoHCery00UKO8OL

Heo0Cmamoynocmu, 6mopudHou no omuowenuio k JII', eco ponv 6 xponuueckom

gedeHuu smux nayuenmog npomugopeuusa. Ilpumenenue #oucoxcuna™* npu

JleYeHUulU 1e204YHOl apmepuanlbHou cunepmensuu y oemeti ocpanudeno. Pesyromamoi

uccredosanuti  npomugopeuusvl. Hexomopvie uccredoganusi  NnoKaswvleaom

yeenuuenue cepoeuHoz2o 8vlopoca, HO Opy2ue He HAXO0O0AmM HONOHCUMENbHO2O0

BIUSHUSL HA BbIXHCUBAEMOCb. B pempocnexmusHnoti nepandomuzuposanto kocopme

neuyeHue HoueokcuHom™* 6vino c643aHo ¢ 6oabUIEN CMEPMHOCTBIO OM 8CeX NPUUUH

u eocnumanuzayuamu no nosooy XCH [345].

* He pexomenaoBano acetssMm c JI[' mpumeHeHHs UHTHOUTOPOB AHTHOTEH3WH-
MpeBpamamnero GepMeHTa u 0J0KaTopoB pernentopoB anruoTeHsuna I ¢ JIT
MpU  M30JMPOBAHHOM MPaBOXKEIYIOYKOBOM HEAOCTATOUHOCTH H3-3a pHCKa
3HAYUTENILHOTO CHUIKEHHUS CEepJACYHOr0 BHIOpOCAa M YCYTyOJICHHS CHCTEMHOM
runotonuu [6, 8, 13, 22, 346, 347].

YIAA4YYPC

* PexomenaoBana getam ¢ JII'  2-i  rpynmel  cTaHIapTHas — Tepanus
JIEBOXKEIIYJJOUKOBOM WM OUBEHTPUKYISIPHON CEpAEYHON HEAOCTATOUHOCTH C
npuMeHeHueM [3-0JI0KaTopoB, HHTHOUTOPOB AHTHOTEH3MH-IPEBPALIAIOIETO
dbepMeHTa wuiaM OJOKATOPOB pelenTopoB aHruoreHsuHa II, mpemapartos
HalepCTSHKU, IUYPETUKOB W AHTAarOHMCTOB PELENTOB ajbJOCTEpOHA IS
JieYeHus OCHOBHOTO 3a0oneBanus [108, 178, 347].

YIA2YYPA



* PekoMeHJA0BAHO HCIOJIB30BAHUE  TOHHYECKOW  IMOJJICPKKH  agpeHO- H
nonamunomumetukamu  (Kom ATX - COICA  Anpenepruueckue u
nohaMHUHEPTUYECKUE CPENICTBA) MPH MPOTPECCUPOBAHMMN WM JEKOMIIECHCAIINHU
IPaBOKEJIyA0UYKOBOM HelrocTaTouHOCTH y 0osbHBIX JIT [6, 8, 13, 22, 346-348].

YIA2YYPA

3.3. BazoauiaTupywinas Tepanus Jero4Hou
APpTePHAJIBHOU T'MIIEPTECH3UU

Hasznauenne JIAI-cnenuduyeckux, maToreHeTUYeCKU 00OCHOBAHHBIX MpernapaToB
C JI0Ka3aHHbIM Ba30JUJIATUPYIOIIUM U aHTUNPOIU(DEPATUBHBIM JEUCTBUEM UIPAET
KJIFOYEBYIO pojb B Tepanuu JIAI'. CBO€BpeMEHHOCTh HA3HAUYEHUSI U a/I€KBATHOCTH
TsokecTu cneuuduueckoit Tepanuu JIADT ompenenser mnporHo3 3a0oseBaHHS.
Pemienne o wasznauenun JIAT-Tepanuu NPUHUMAIOTCS C Y4E€TOM KOMOWHAIUU
bakTopoB:

1. nanuume kputepuen npexkanuispuoun JII,
2. pe3ynbTaThl TeCTa HA Ba30PEAKTUBHOCTD,
3. pe3ylnbTaThl MHOTO(AKTOPHON cTpaTU(PUKALIUK pUCKA.

* PexomenmoBano aeTsM c JII' 1o Hayana gedeHus NpoBeAeHUEe MHOTO()aKTOPHON
cTpatuuKalMy  pHUCKa,  BKIIOYAIONEH  KOMOMHAIMIO  KIMHUYECKHUX,
reMOJUHAMUYECKUX ©  (YHKIMOHATBHBIX XapaKTEPUCTUK OONBHOTO IS
OTIpe/IeNICHNs KPUTEPHUEB, COOTBETCTBYIOIINX HU3KOMY, TIPOMEKYTOUHOMY HIIH
BBICOKOMY PHCKY HEOJIaronpusTHBIX COOBITHH, BKJIOYas JIETaJbHOCTb JUIs
BBIOOpa MeToa U 00hEMa Tepanuu (tadu. 18) [5, 7, 8, 12, 180-182, 244, 249,
257-260, 266, 274, 313-319].

YAA3YYPA

3.3.1. Hecnennduueckasi Basoauaarupywmas repanusa JIAT

BiiokaTopsbl KaJblHeBbIX KAHAJIOB

* PexomenaoBaHa netaMm ctapuie | roga ¢ uzonupoanHou JIAT, pe3uayanbHoM
JIAT nocne paaukansHol OuBeHTpUKysipHOW Koppekuuu BIIC u ¢ JIAT npu

MaJIbIX/CONMyTCTBYIONIUX JedeKTax MOHOTepanus OJOKaTOpaMHu KaJlbLIMEBBIX



kaHasoB (bKK) npu cobmronenun crnenyromux kputepues [8, 9, 13, 22, 45, 83,
84, 349, 350]:

1. Tect Ha Ba30pCAKTUBHOCTD HOHOH(HTGHLHBIﬁ;

2. cepacuHbI MHAEKC Ooee 2,1 /MAH/M:
3. Sa0:2 BeHo3Hou kpoBu 6oiiee 63%;

4. naBjeHHE B MpaBOM mIpeacepanu Medee 10 Mm pT. CT.;
5. Kputepuu HU3Koro pucka JIAT.

YAASYYPC
* biiokaTopbl KajJbLMEBBIX KaHAJIOB He peKoMeHA0BaHbI 1eTsM ¢ JIAD npu
cnenyomux ycuoBusx [8, 9, 13, 22, 45, 83-84, 349, 350]:

1) Bo3pact nmanuenTa 1o 1 roza;
2) OTpHIATeIbHBIN TECT Ha BAa30PCAKTHBHOCTD;
3) manmeHTaM HE IPOBOIUIICS TECT Ha Ba30PCaKTUBHOCTD;

4) manMeHTaM ¢ MPaBOXKEIYJT0YKOBOW HEJIOCTATOYHOCTHIO BHE 3aBUCHMOCTH OT

OTBCTA Ha BaSOpeaKTI/IBHBIﬁ TCCT,

5) nanpucHTaM C JIAT" BBICOKOTO PpHUCKa BHC 3aBUCUMOCTH OT OTBCTA Ha

Ba30PEAKTUBHBIN TECT.

YIAASYYPC

* Pexomenayercs netasm ¢ JIAD, mnonydaromum tepanuto BKK, onenuBath
3 exTuBHOCTh Tepanmuu Kaxable 3-4 Mecslla Ha OCHOBAaHUM JaHHBIX
YPE3BEHO3HOM KaTeTepu3alnu cepiala ¢ 00si3aTeIbHBIM MPOBECHUEM TECTa Ha
Ba30PEaKTUBHOCTD JIJIs1 CBOEBPEMEHHOM KoppeKuuu Tepanuu [8, 13, 83-84, 349].

YAASYYPC

* He pexomenaoBano aetam c¢ JIAI, mnonywaromum Ttepanuio bKK, eé
MPOJIOJKCHHE B CiTydae e€ KIMHu4YecKoi He addextuBHoCcTH [8, 13, 83-84].

YIAASYYPC

Kommentapmii: ucnonvzoeanue bKK y nayuenmos, ne omeeuarowux na nedenue,

MOodcem 8vl36amb cepbé3Hble NobouHble I(gexkmbl, makue KAK 2UNOMOHUA,

CHUdCEHUe camypayuu KUCIopooa u Hapyuerue QyHKYuu npagozo i#enyoouxd.

* He pexomengoBano aetssM c¢ JIAI, mnonywaromum Ttepanuo bBKK, eé

MPOJIOJIKCHHE TIPH OTPHUIATEIILHOM TECTE HA Ba30PEaKTHBHOCTh MPHU MOBTOPHOM
karerepusanuu cepaua [8, 22, 83-84, 349, 350].



YIAAS5YYPC

* Monorepanus BKK He pekomMeHaoBaHa IeTIM ¢ CUHIPOMOM DW3EHMEHTepa U
BIIC co 3HaYMMBIM CHCTEMHO-JIETOYHBIM cOpocom [8, 45, 349, 350].

YIAA5YYPC

3.3.2. Cneunduyeckas pazoamwinarupywumas repanus JIAT

CoBpemenHnas JIAT-cnenuduueckass Tepanus HaIpaBJI€HHO BO3JAEHCTBYET Ha TpHU
OCHOBHBIX 3BeHa mnartoreHeza JIAI', Bkiro4as MmyTh 3HAOTENMHA, NYTh OKCHAA
a30Ta/IUKJINYECKOTO ryaHo3uHMOHOpochaTta U MyTh NPOCTALMKINHA. B ocHOBe
KOKJIOTO TMaTOTeHETHYECKOro TMyTU JISKHUT OJHIAOTEIUaIbHAs JIUCPYHKIIHS,
BBI3BIBAIOIAS HAPYLIEHWE CYLIECTBYIOLIETO B HOPME pABHOBECUS MEKIY
NPOAYKIMEN Ba3OAWIATHUPYIOLIMX W Ba30KOHCTPUKTHUBHBIX MOJIEKYJ, KOTOPOE

MPUBOJUT K (GOPMUPOBAHUIO CTOMKOM, MATOJIOTHYECKON Ba30KOHCTpUKIU [21].

JIAT -cnenmdudeckass  Tepamus  BKJIOYAET  IATh  TPYNIl  MPENapartos,

BOBHeﬁCTByIOHIHX Ha TpU OCHOBHBLIX ITYTH IIAaTOI'CHE3a JIAT:

1) myTe »HAOTENWHA: OJOKATOPHI pEHenTopoB »HHAoTenuHa-1 (OozeHTaH™**,

#amOpusenTau**, #manurenran**);
b 9

2) myte NO u muknaudeckoro ryaHosuHMoHodocdata (uI' MD): uarudbutops
dbochomudctepazer 5 THna (#cunaeHadwn, #ramamaduia) W CTUMYISATOP

pacTBOPUMOM I'yaHUJAT UUKIA3bl #pUOLUTyaT™**;

3) MIyTb HOPOCTAOUKIINHA: CUHTETUYECKUM aHaJlor OHAOICHHOT'O IIPOCTAIMKIIMHA

H#UIIONIPOCT M arOHUCT PEIEITOPOB MPOCTAMKINHA #ceaekcumar** [6, 8,21, 27-30].

* PexoMeH10BaHO Ha3HAUYCHUE crierupuaeckoun Tepanuu TETSIM c

BepuduurpoBaHHbIM AuarHo3oM JIAI npu Hanuuuu ogHOTO U O0JEe yCIoBHi [8,
13, 22, 85, 351-353]:

1. OTpHHaTeHLHBIﬁ TCCT Ha BA30OPCAKTHUBHOCTD,

2. OTCYTCTBHE OTBETA WY HEYCTOWYUBHIN OTBET HA paHEE MPOBOIUMYIO TEPAITHIO
bKK;

3. Hajgu4ue MpoTUBONOKazaHui k HazHaueHno bKK.

YIAA3 VYP A



* PekoMeHA0BaHA MOHOTEpANUs CHEUUPUUESCKUMU Ba30JWIISITATOPAMHU JIETSIM C
Bepudunupoannoi JIAI' nmpu MUHUMaIBHOM pHUCKE, OTCYTCTBUU 3(dekTa Ha
Tepanuio OJIOKaTopaMu KalbIIMEBbIX KaHAJIOB WM OTPHUIATEIILHOM TECTe Ha
Ba30peaKTUBHOCTS [8, 13, 22, 85, 351-353]:

YAA3YYP A

Kommenrtapmii: [lpenapamamu 6vibopa 0 maxux OONbHLIX Modcem Oblmb

anmazoHucm peyenmopog suoomenurna (AP3), uneubumop ¢ocgoouscmepaszvr 5

muna (u®/5) unu aconucm peyenmopoe npocmayuxiuna (APII).

* PexomenaoBaHa crapToBas JIBOMHAs Tepanus creunupuyecKuMu
Bazoauisitatopamu aeTsM ¢ JIAT HU3KOro pucka ¥ OTpUIIATEIBLHBIM TECTOM Ha
Ba30PEAaKTUBHOCTh IS OOJIETYEHUS] CHUMIITOMOB 3a00JIeBaHUS W YJIy4YIICHHUS
BeDKHBaemoctu [8, 11, 13, 22, 85, 351-354].

YAA3YYP A

KommenTtapuii: Kombunuposanuyio mepanuio ciedyem HAYUHAMb ¢ KOMOUHAYUU

APD u u®J[35. Anemepuamusnvimu KomouHayuimu mo2ym ovims couemanue APII

c moovim uz APD um u®@/[3-5. Ilpu Hnespdexmusnocmu KomOUHAYUU

PEKOMeHOYemces paccmMompenv 603MONCHOCMb CMeHbl 00HO020 Npenapama Ha

Opyeoii 8 pamkax o0nozo knacca JIAI-cneyuguueckux npenapamos.

* Pexomenayercs 1eTAM Cc JIAT, COOTBETCTBYIOIIUM KpPUTEPUAM
MPOMEKYTOUHOTO pPHUCKA, CTapTOBas WM IMOCJIEJOBaTelibHAas JBOWHAsS, WIH
TpoiiHas tepanus, Bkiatodas APD, u® /195 u APII ans cHH>KEHHS BBIPa)KEHHOCTH
CUMIITOMOB, yJIYUIIIEHUs] TPOTHO3a U TOCTHIKEHUSI KPUTEPUEB HU3KOTO pHUCKa [§,
11, 13, 22, 85, 187, 351-354].

YAA3YYP A

* Pexomenayercs getssM ¢ JIAI' BBICOKOrO pHUCKa HE3aMEJIMTEIBHOE Hayalo
TpoiiHOM kKoMOuHupoBaHHOU JIAI' Tepammu c mpuMEeHEHHEM MPOCTAHOUIOB:
MHTAJSLIMOHHBIN #UJIONPOCT B COUETAHUHU C IEPOPAIBHBIMU MpErapaTamMu rpyI
APD u u®/ID5 nns yMEHbUIEHUS BBIPAKEHHOCTU CHUMIITOMOB, YJIYYIICHUS
MPOrHO3a U JOCTHXKEHUSI KpUTEepHUEB HU3KOTO pucka [8, 13, 22, 187, 339, 340,
364-368].

YAA3YYP A

* PexomengoBano namueHtam c¢ JII' mpomoipkaTe MOJOOpaHHYIO TEparuio C
peryJsipHOi mepeoLeHKoil MHOTO(aKTOpPHON cTpaTu(UKaluK pucka Kaxisle 3-6
MecsaieB (Tabn. 18) nmas CBOEBPEMEHHOTO BBISBICHHUS BO3MOXHOTO YXYAIICHHUS,
ACKaNallMy TePANnU U yJIy4dllleHus: BehbkuBaemocTtH 8, 13,22, 187, 339, 340, 364 -
368].

YAA3YYP A



Kommenmapuii: ¢ cnyyae, eciu cmamyc HU3KO20 PUCKA HE 00CMUAemMcs Npu
NIAHOBLIX  NOCNeOYIOWUX — OYyeHKkax, mpebyemcs  OalbHeuwldas  ICKAAayus
nevenus. /Jocmudicenue  Kpumepues NpPOMENCYMOUHO20 PUCKA He  AGJISAemcsl
00CMamoyHbIM.

bozenman**

bozentan** (Koo ATX — CO2KX0Il) sBnsieTcsi HECENEKTUBHBIM aHTAarOHHUCTOM
SHJOTEIMHOBBIX PELENTOPOB CO CTENEHbIO celekTuBHOCTH 20:1 k penenropam
sugoTennHa ETAu ETeu mpomomxkuTenbHOCThIO ONoKaabl perentopoB (tV2) ~1
MUHYTa. bo3eHTan™* mnojaBisieT CUHTE3 C€aMOr0 MOIIHOTO M3 HW3BECTHBIX
BAa30KOHCTPUKTOPOB sHAoTenuHa-1 (DT), Onokupyss ero OCHOBHBIE 3(PEKTHI,
OKa3bIBAET Ba30JUJISITUPYIOIIEE JEHCTBUE, TOJABISAET KIETOUHYIO IpoJIn(epaluio,
caepKuBast pEeMOJIeTMPOBaHKE MHUOKapa, a TaKke MPOSIBIISIET
MPOTUBOBOCTATUTEIbHYIO aKTUBHOCTh. Pe3ynbTaThl MHBA3UBHBIX HCCIEIOBAHUI
reMOJMHAMUKH MMOKa3aIH, 4TO Je4eHrne 003eHTaHOM ™ * MPUBOAUT K 3HAYUTEITLHOMY
MOBBIIIEHUIO CEPJIEUHOTO MHJIEKCA, @ TAKKE CYIIECTBEHHOMY CHU)KEHUIO JaBJICHUS
B JIETOYHOM apTepuH, JIETOYHOTO COCYAMCTOIO CONPOTUBICHUS W CPEIHETO
JaBjeHus B mpaBoM npeacepau [354]. Ilpenapar aBiasgeTcs OJHOBPEMEHHO MEPBBIM
u3 rpynnsl APD u mepBeim mepopanbhbiM JIAD-cenmpuueckum mnpemapaTom,
JIOCTOBEPHO YJIYYLIMBIIUM CUMIITOMBI y JieTeil u B3pocibix ¢ JIAI'. Ha npotsikenun
JIBYX JECATUIIETHI mpernapaT 3aHMMall I[EHTpPajJbHOE MECTO B TEpanuu JAeTed U
B3pocibix ¢ JIAT. Hauany nmpumenenus 0o3eHTaHa™** B KIIMHUYECKOU MPAKTUKE Y
B3POCJIBIX MPEANIECTBOBANA IIeasi CepHusl KIWHUYECKUX, KOHTPOJIUPYEMBIX U
HEKOHTPOJIUPYEMBIX UCTIBITAHUM. OCHOBHBIE MSITh UCCIIEIOBAHUMN: IPEKIUHUYECKOE
NUJIOTHOE, a TakXe pPaHAOMHU3UPOBAHHBIE KOHTPOJUPYEMBbIE KIMHUYECKUE
uccinenoBanus BREATHE-1 u 2, EARLY, 3atem BREATHE-5, ananu3upoBasiine
nanable 0KoJio 500 B3poCHbIX OOMBHBIX C WAMOMATHYECKOW, HACIEICTBEHHOU W
accormupoBanHoit ¢ BIIC JIAI, moka3zamu ynydmieHue (QYHKIMOHAIBHBIX U
reMOJAMHAMHYECKUX T[IOKa3aTeJel, YBEIMYEHUE BPEMEHU [0 KIUHUYECKOTO
yxXyauieHuss Ha QoHe Tepanuu Oo3eHTaHOM™®* B Teuenue 12-24 uemenb [355-
358]. VnyunieHne BBDKMBAGMOCTH UM CHHXKCHHE pHUCKAa TPOTPECCHPOBAHUS
3aboneBaHus Ha ¢oHe mpuéMa O0o3eHTaHa™* ObLIO BBISBICHO U Yy OonbHbIX JIAT,
aCCOIIMUPOBAHHON C CUCTEMHBIMU 3a00sieBaHusIMu [355, 359].

HccnenoBanuss Oo3eHTaHa™™, mpenlIecTBOBABIIME PErHUCTPAllMM IMOKAa3aHUU Y
JeTel, 3HAYUTEITLHO MEHEE MHOTOYMCIICHHBI M3-3a TPYAHOCTEH W OTpAaHUYCHHI B
npoBeeHUN (apMaKOJIOTHUECKUX UCHBITAHUN B JeTckoMm Bo3pacte. IlepBoe
OTKPBITOE pPaHIOMHU3UPOBAHHOE, HO HEKOHTPOJIUpYyEMOE U3y4yeHUe

(dbapMaKOKMHETUKH, 3(PPEeKTUBHOCTH U 0€30MaCHOCTH MpUMeHeHus1 6o3eHTaHa** y



19 nereii ¢ uauonatuueckou JIAT u JIATL', accouunpoBannoit ¢ BIIC B Bo3pacTte 3 -
15 ner (BREATHE-3, 2003 r.), nony4aBmux 60o3eHTan™* B hopme HepacTBOpUMOi
TaOJeTKU B 000JIOYKE B J03€¢ 2 MI/KI Beca, MOKa3alo YJIydllIeHHEe MOoKa3aTeaen
remMoguHaMukn B obOeux rpynmax [360]. B HekoHTpoiaupyeMoe ucclieloBaHue
(hapMaKOKMHETHUYECKOTO npodus, s(ppexTuBHOCTH u 0e30macHOCTH
nucneprupyemoit hopmbl 603entana** y nereit FUTURE-1, 2 u 3 Obliin BKIIFOYEHBI
cymmapao 100 gereit B Bo3pacTe oT 1 g0 12 neT ajs mosydeHus 003€HTaHa B J103€
2 Mr/Kkr Beca Teja 2 pasza B JeHb, 2 MI/KT Beca Tena 3 pasza B JeHb U 4 MI/KT Beca
Tena 2 pas3a B AeHb. HaOmroaeHns mokasaau XOpOIIyr MePpeHOCUMOCTD, YIyYIICHNE
apamMeTpoB TEMOJIWHAMUKH, cTaOunu3anuio win yiaydmenue @OK OonbHBIX.
BrokuBaeMocts Ha 1-oM u 2-M roay coctaBwin 98% u 94% coorBeTcTBeHHO [361-
364]. Ilpu nauTenbHOM NMpUMEHEHUU O0o3eHTaHa™™* y nmerell B yCIOBUSX pealbHON
KIMHUYECKOW TPAKTHUKU  IIOJy4Y€Hbl NPOTHUBOPEYMBBIM  JaHHblEe. Tak B
nByx1eHTpoBoe ucciuenopanue B 2010 r. [365] Obutn BrItoueHsl 86 neteit (37
Maibuuku, 49 nesouku) B Bo3pacte 11+£5 nmer ¢ uJIAL, nJIAT, JIAT-BIIC u JIAT,
aCCOIIMMPOBAHHOW C CHUCTEMHBIMHM 3a00JICBAHUSIMM COEJMHUTEIbHON TKaHU. 3a
Bpems Habmonerus 40% manmueHToB MOTPeOOBaIOCh J00aBICHHE MPOCTAHOUIOB,
13% ymepnu. PacuéTHass 2-jeTHsii BbDKHUBaeMOCTh coctaBwia 91%. Ilpu
MPOCIEKTUBHOM HaOmoneHun yeped 4 roma y 54% manueHTOB OTMEUEHO
nporpeccupoBanue 3aboneBaHue. YeThIpEXIIETHSAS BEIKUBAEMOCTh COCTABHIIA yKE
82%. OcHOBHBIMU (aKTOpaMU pPHCKA MPOTPECCUPOBAHUS 3a00JCBAHUS W
CMEPTHOCTHU SIBJISUIUCH BBICOKMU (DyHKITMOHATBHBIN KJIACC M TTOKA3aTENIN JIETOYHOTO
COCYIMCTOTO CONpOTUBICHHS. VIMeeTcs gocTarodyHas JoKa3aTeibHas 0Oasa

npuMmeHenus 6o3entana** y nereit ¢ JIAT npu BIIC [356, 357].

B AByX KOHTpOJIHUPYEMBIX HCCIIEIOBaHUAX OO3E€HTaHA Y HOBOPOXKICHHBIX MMOKa3aHa
Xopolasi MEPEeHOCHUMOCTh Npenapara U OTCYTCTBUE CEPBE3HBIX YIPOXKAIOIIMX
coObITHil [366, 367]. B 01HOM M3 HUX BBISIBIIEHO JOCTOBEPHOE YBEINYECHHUE UHAEKCA
OKCHUT€HAllUH, CHUKCHUE BPEMEHM MEXAHUYECKON BEHTUJIALIMM JIETKUX, IMOKa3aHa
Xopomiasi ~ MEepeHOCMMOCTh  IpemapaTra,  OTCYTCTBOBAJIM  HEXKEJIATEIbHbIC
aBiaeHUs. [Ipu 3TOM He BBISIBICHO Pa3IMYUi IO YPOBHIO CMEPTHOCTH MO CPABHEHUIO
c muane6o. Kak y B3pocibix OosbHBIX, Tak u y jgered ¢ JIAI' ynydmienue
BBIKMBAEMOCTH U CHUYKEHHE pUCKa ITporpeccupoBanus 3adbosieBanus y aeteit ¢ JIAT
Ha (one mpuéma OGo3zeHTaHa™** HOKa3aHO TOJNHKO B COCTaBE KOMOWHHUPOBAHHOM
TEepanuu C aHAJIOTaMU SHJIOTEHHOIr0 MpocTaukKiInHa [367].

Ha ¢one npuéma 603eHTaHa** BO3MOXXHBI HEXKENATENIbHbIC SBICHUSMH: OOJU B

JKUBOTE, KOHEUHOCTSX, TOIIHOTA, PBOTA, TOJIOBHBIE OOJIH, YCTAJIOCTh, TIOKPACHEHUE,



OTEK U 3aJI0’)KeHHOCTh Hoca. Hanbouiee 3HaunMbie moO6ouHbIe 3 PEKTHI: YBEIUUCHUE
YpPOBHS TpaHCaMHWHa3, OTEKM W aHemus. M3 Bcex moOOYHBIX dPHEKTOB
NOTeHI[MaIbHasl TeNaTOTOKCUYHOCTh 003eHTaHa™** sgBiserca Hanbosiee 3HAUMMOM.
O¢ddexr, xak mpaBuiio, J0303aBUCUM M HCYE3aeT IOCJIEe OTMEHbI Ipernapara.
HecmoTpst Ha TO, 4TO B MEAUATPUUECKUX MCCIEAOBAHUIX MOKA3aHO, YTO PHUCKHU
rernaroTOKCUYHOCTU Oo3eHTaHa™® 'y neTreil BbIpaXKeHbl TOpa3fgo MEHbIIE,
exemecaunoe onpenenenue aktuBHoctu AJIT u ACT B kpoBu pexomeHnioBano [370,
372]. TpeGyetcsi cobi0aaTh OCTOPOKHOCTh MPU OJHOBPEMEHHOM MHPUMEHEHUU

0o3eHTaHa** ¢ uHAYKTOpamMu U uHruouTopamu nzopepmenta CYP3A4.

* Pekomenayercs HazHaueHue bozentana** gersam ¢ JIAI' B BOo3pacte oT 3
MeCAIleB M CTapllie ¢ MHUHUMAaJIbHBIM PUCKOM B KayeCTBE MOHOTEpAIuUU; IpH
HU3KOM, TIPOMEXKYTOUYHOM WJIM BBICOKOM pPHCKE — TOJIBKO B COCTaBe
KOMOMHHpPOBAHHOW  Tepamuu  JUIS  YJIy4YIICHHS]  TeMOJWHAMHUYCCKHUX,
(GYHKIMOHABHBIX TIOKa3aTeie W yACp)KaHWsI WIN JOCTH)KCHHS KPHUTEPUCB
HHU3KOTO pucka [6, 8, 12, 13, 22, 27, 354, 360-367].

YAA2YYPB

KommenTapwuii: [lpu npumenenuu neouampuueckou oucnepupyemou Gopmol

bozenmana** y oemeti ¢ JIAI' 6 6o3pacme 1 2co0a u cmapuie peKomeHOyemcs

NPUMEHAMb HAYATbHYIO U NOO00EPAHCUBAIOUYTIO 003) 4 Me/Ke Maccvl mena 6 Cymku 8

2 npuéma ympom u eeuepom. Makcumanvnaa o0oza 250 me 6 cymxu. Oyenka

agexmuenocmu npenapama OONHCHA OCYWECMBAAMbCA HE paHee, yeM uepes 4

Hedelu npuéma npenapama 6 NOCMOAHHOU nododepaicusaroweli 0oze. C yenvro

CB0EBPEMEHHO20  BbIABICHUS HENHCeNAMENbHbIX  B8030€lCMBULl  PeKOMEeHO0B8AHO

excemecsaunoe onpeoenerue axkmuenocmu AJIT u ACT e «kposuy oOemell,

ROJIYHAOWUX mepanuto 603eHmanom**,

* PexkomenaoBano netsam ¢ JIAD mpu oTcyTcTBUHM 3G (PEKTUBHOCTH MOHOTEPANTHHU
003eHTaHOM™*, TMporpeccupoBaHUM 3a00JIEBaHUS W HAIUYUU TIOKa3aHUU K
sckanauuu JIAD tepanuu ¢ npumenennem u®J[3-5, npuHumas Bo BHUMaHUE
dbapmakoguHamuyeckue dpPexkTsl  003eHTaHa** Mpu  KOMOWHUPOBAHHOM
Tepanuu, peKOMEHJ0BaHO O00CYIUTh cMeHY Oo3eHTaHa™** Ha npyroit APD [368-
372].

YAA2YYPB

KommenTapwmii: Komounuposannas mepanus 6ozenmana™* u u®/[25 ne noxazana

OONOJNHUMENbHBIX NPEeUMYUeCme 8 NePeHOCUMOCMU  U3UYeCcKUX HaAspy30K,

napamempog CUCMOIUYECKOU (QYHKYUU MUOKAPOA U YACMOMbl HeHCeNAAMenbHbIX

aenenuit  [367-372]. Ilpu oyenxe @hapmakoOUHAMUKU Bbli8IEeHO CHUNCEHUU



Konyenmpayuu #cundenaguna u #maoanaguna na 62 u 43% coomsemcmeenno 8

niazme Kposu npu KOMOUHUPOBAHHOU mepanuu ¢ 0o3enmanom™™*, npu smom

KOHYyenmpayus camozo 6ozenmana™* yeenuuusanace 0o 50% nymém unHOykyuu

usogpepmenma  yumoxpoma P450 344, umo  yeenuuusano - pucku  e2o

eenamomoxcudeckux agpgpexmos [370].

* PexoMeHa0BaH exXeMeCAUHbII KOHTPOJIb AKTUBHOCTHU
acnapTaTaMuHOTpaHcepasbl u aJaHMHAMUHOTpaHcepassl, ypOBHei
reMorjioOMHa M reMatokputa B KpoBu nersim ¢ JIAI' na done Tepanuu
003eHTaHOM** H3-3a OTEHIMAIBLHOTO pUCKa ocioxHeHu# [372, 373].

YYP2, VIO A

HAmoOpuzenman**

#AmOpuzentan** (ko0 ATX — C02KX02) — ceneKTHBHBINM aHTarOHUCT SHIAOTEIIMHA C

cenektuBHocThio Kk ETa wu ETb peunentopam 100:1. MexnyHnapoaHnoe

PaHIOMU3UPOBAHHOE, TBOMHOE CIIETOE, IJ1aned0-KOHTPOIUPYEMOE HCCIEA0BAHUE

III ¢pa3si ¢ yuactuem 383 B3pocubix nanueHToB ¢ JIAT (ARIES) nokazano xoporryio

NEePEHOCUMOCTbD, YIIYUIIEHHE KIUHUYECKOW CHUMITOMATHUKA M (YHKIHOHAIBHBIX

nokKa3areyiei, yBeIUYeHHEe BPEMEHHM HACTYIUICHHS yXYHIICHHS Ha (OHE Tepamnuu

#amOpuzentanom™* [374]. [Ipenapat mokaszan Xopouryro MepeHOCUMOCTh U HU3KUM

ypoBeHnb renarorokcuuHctu. C 2011 roga npenapat 3apeructpupoBas B Poccun nis

npuMeHeHus y B3pocibix OonbHbiXx ¢ JIAD II-1II ¢yHKIMOHAaTBEHOTO Kilacca.

#AMOpu3zeHTan™** — enMHCTBEHHBIN U3 AP, 1 KOTOpOro B MoKa3aHUs BKIIOYEHO

COBMECTHOE Ha3HaueHHWe C #ramanaduioM [Js CHID)KEHUS PHUCKA MPOBOIUMOU

Tepanuu. PaHTOMU3UPOBAHHOE, IBOMTHOE CIIENOE UCCIEOBAHNE KOMOUHUPOBAHHON

tepanuu #amOpuszentana** u #rananadpuna (AMBITION) nmokasano 3HauyuTEIBHOE

(mo 63%) cHUXKEHHE pHUCKa TOCIHUTAIU3AIUN BCJIEACTBHE MPOTPECCUPOBAHUS

TsokecTu JIAT 1 cMepTHOCTH, yITydIlieHUs TPOTHO3a M0 CPAaBHEHUIO C MOHOTEpanuei

[375].

B HeOonbmoM peTpoCrieKTHBHOM HCCeqoBaHuu ¢ ydactueM 38 meteit ¢ JIAL B

Bo3pacte oT 2 no 18 mer (cpemumit 10,14+4,1), monmydaBmux #amOpuszeHTaH** B

TeueHHne 3 MecsIeB B Ka4eCTBE JOMOJHUTEIHHOU Tepanuy WA MEPEBEICHHBIX HA

Tepanuio #amOpuzeHTaHOM™* C Tepanmuu OO3€HTAHOM™*, TOKa3aHO CHU)KCHUE

CpEeIHEro JaBJCHUs B JIETOYHOU apTepuu, yiayulleHue GyHKIIMOHAIBLHOTO Kacca 1o

BO3 B 31% cnyuaeB. IloBbllieHHs YpOBHEW TN€YEHOUYHBIX (EPMEHTOB HE

Ha0JII01aI0Ch, JIETAJIbHBIC MCXO/IBI HE 3apeTUCTPUpOBaHbI [376].

PanpomMuszupoBaHHOE HE KOHTPOJHMPYEMOE HCCIEJOBaHUWE OE€30MacHOCTH U

sapdbextuBHocTu (II das3pl) aByx n03 #amOpuszeHTaHa™™ s JeUeHUs JIETOYHOU



apTepualbHOM runepreHsun y 41 manueHTta B Bo3pacte oT 8 10 18 mer mokasaio,
YTO Mpemnapar NEePEeHOCHJICS XOopoio; Mpoduias 0e30MacHOCTH ObUT HASHTHYCH
TaKOBOMY Ui B3pocibiX [377]. Bompeku pe3yiabTaTaM UCCIEA0BAHUS Y B3POCIbBIX
c JIAT', monyuaBmum #amOpu3zeHTaH™*, He OBLIO 3apETUCTPHUPOBAHO KIMHUYECKHU
3HQYUMBIX M3MEHEHHUM TeMOTJIOOMHA, TeMaTOKpPUTA, KOJIMYECTBA TPOMOOIUTOB,
M3MEHEHHS YPOBHSI MMEUCHOUHBIX (PEPMEHTOB HU B OJIHOU U3 rpymm. OaHako Habop
B HCCJIeIOBaHWE OBLI OTJIOKEH M3-3a PE3YyJbTATOB JNOKIMHUYECKUX HMCIBITAaHUU,
MOKAa3aBIIMX CIy4yald YMEHBIIEHHS MacChl T'OJIOBHOIO MO3ra Yy MOJIOABIX KpBbIC,
MOJIy4YaBIIMX OUYEHb BBICOKHE J103bl #amOpu3eHnTana** 20 mr/kr B cytku. HecMotps
Ha TO, YTO JI03bl, MPUMEHsSIEMble Yy JAeTed, ObUIM KpaTHO MEHbIIEe, Habop B
UCCJIEIOBAHUE OTPAaHUYMUIIM MTallMeHTaMu cTapiue § jet. Pe3ynprarsl uccieaoBaHus
noKaszanu, 4To B 1esoM 3(G(EeKTUBHOCTh MpemnapaTa OblLla aHaJOTHYHA JaHHBIM,
IOJIYyYEHHBIM Yy B3pOCIHBIX, OJHAKO cTemeHb CHWKeHHE YypoBHA NT-proBNP u
yayumenuss ®K k 24-i Hemene uccieqoBaHUs OBLUIO HEMHOTO HHIXKE, YeM B
uccienoBaHuu #amopuszentana** y B3pocnsix [378].

B HepgaBHeM pPETPOCHEKTHMBHOM HCCIENOBAaHUU O€30MAaCHOCTh M NEPEHOCUMOCTD
KOMOWHHPOBAHHOW Tepanuu #amOpu3eHTaHOM™* u #TamamapuiaoM TpU JICUCHUH
JIETOYHOM apTepuaibHON runepreH3uu y 43 naereil crapuie 4 JIeT MOKa3aHO, YTO
Tepamusi XOpOILO TMEepPeHOCUIach C MNpuémieMbiM mnpoduieM O6e30MacHOCTH,
acCOIMUPOBANIACh C YIYYIICHHEM TEPEHOCHMOCTH (U3HYECKON HArpy3Ku U
FeMOJIMHAMUKHU Yy JI€TEl, KOTOPBIE paHEe HE MOJYYaJIH JICUCHUS WM TOIydaiu
MOHOTEpANUI0 MpenaparaMu Jjs JICYEHUs] JIETOYHOW THIEPTEH3UW [0 Hayala

npuMeHeHus #amOpuszeHtana** u #raganaduma [379].

e #AMOpuszeHTaH** MOXET ObITh peKOMEHJA0BAH B KAUYECTBE MOHOTEPAIUU JICTIM
ctapure 8 set ¢ JIAI', cooTBeTCTByIOIIEH KPUTEPUSIM MUHUMAIBHOTO PUCKA TIPU
MOJIOKUTETFHOM OCTPOM TECTE Ha Ba30PEAKTUBHOCTH U OTCYTCTBUHU I PeKkTa OT
Tepalmuy aHTaroHUCTaMu Kanbuus; y Jgeren ¢ JIAIL, coorBercTByronien
KPUTEPUSIM HHU3KOTO, MPOMEKYTOUHOTO M BBICOKOTO pHCKAa — B COCTaBe
KOMOWMHUPOBAHHOM  Tepamuu 1O  yJAY4YIIEHUS  TEeMOJMHAMUYECKUX,
(YHKIIMOHABHBIX TOKa3aTeJed W yAepKaHUsS WM JOCTHIKCHHS KPUTEPHUEB
HHU3KOTo pucka [375-379].

YAA2YYPB

Kommenrapuii: Cmapmosas doza #Ambpuzenmana 2,5 me Ha npuém 00OHOKpAMHO

6 cymku, noooepacusarouias 0oza om 5 0o 10 me na npuém 0OHOKPAmMHO 8 CYMKU
[376-379].



* PexomenmoBau aetsiMm ¢ JIAI' exeMecsyHbld  KOHTPOJb  AKTHUBHOCTHU
acrapTataMuHOTpaHc(epasbl u aJaHMHAMUHOTpaHcpepassbl, ypOBHEM
reMorjioOMHa M TeMaToKpuTa B KpoBu Ha (oHe mnpuéma Tepanuu
#aMOpu3eHTaHOM™** NS CBOEBPEMEHHOTO  BBIABJICHUSA  IMOTEHIHATbHBIX
HEXelaTeabHbIX siBaeHuM [372, 373].

YYP2, VIO A

#Mayumenman**

#Marutentan** (ko0 ATX — C02KX04) aHTaroHUCT 3HIOTEIMHOBBIX PELENTOPOB

TPEThEro TMOKOJICHUs, pa3paboTaH Ha OCHOBE MOJICKYJBI O03€HTaHA** myTEéM

U3MEHEHHSI CTPYKTYPbl C ILEJIbI0 MOBBIMIEHUS YPHEKTUBHOCTH U OE30MACHOCTH C

cenektuBHOCcThi0O K ETa u ETb 50:1 [380]. Ilpenapar o6namaer B 20-4000 pa3

OoJibLIIeH JIMNOPUIBHOCTBIO IO CpaBHEHUIO ¢ APD mepBbIX MOKOJEHUI, B CBI3H C

yeM JIydllle TPOHUKAET B OKpYyXKamolmme TKaHU. MemieHHas aacopOuus

#MmanuTeHTaHa** u MemlieHHOe BBICBOOOXIEHHE akTuBHOro Metabonuta ACT-

132577, B coyeTaHUU C €ro Jydylled MEHETPAHTHOCTHIO K TKaHAM, OOOCHOBAIU

npuMeHeHue 00siee HU3KOM J103blI MpernapaTra 1 MEHbIIYI0 KPaTHOCTh IPUMEHEHUS —

1 pa3 B cyTku — mo cpaBHeHuto ¢ Apyrumu APD. [lomumo mydieit cnmocoGHOCTH

MPOHUKATh B OKPYXKAIOIIME TKAHHM OCHOBHBIM OTJIMYUEM #ManuTeHTaHa™* or

npeasaymux APD  sBisieTcs ero cmnocoOHOCTh oOKa3biBaTh B 15-20 Ooisee

MPOJOJIKUTENbHYIO U BRIpaKEHHYI0 Os10kany peuentopoB ETA u ETe, yto npuBoaut

K OoJbIIeH KTMHUYECKOM 2 (PEKTHBHOCTH MpemnapaTa no cpaBHeHUI0 ¢ APD panHux

renepanuii [381]. Bb3piBasg AnuTeabHyI0 OJ0Kaay peUEenTOpOB HHAOTEIMHA-1

CIIOCOOCTBYET TMOAABJICHUIO BA30KOHCTPUKIIMM M TPEMSATCTBYET Npoiudepanuu

TIIaJIKOMBIIIIEYHBIX KJIETOK. B n3yuenue npoduins 6e3omacHocT U 3HHEeKTUBHOCTH

#manuteHtana** mpu nnutensHo Tepamuu JIAIT B aBOMHOM criernoM, miaiedo

KoHTponupyemoMm wuccinenoBanuu Il ¢aser y mammentoB ¢ cumnrtomuou JIAT

(SERAPHIN — Study with an Endothelin Receptor Antagonist in Pulmonary arterial

Hypertension to Improve cliNical outcome) Obutn BoBieuensl 151 mentp uz 39

cTpan mupa. toroByto xoropty chopmupoBanu 742 nmauuenrta ctapue 12 jet, ¢

uauonatuueckou, HaciuenctseHnon JIAL, JIAT, accounmmpoBaHHON ¢ CUCTEMHBIMH
3a0o0yieBaHUAMU coenuHuTenbHOU Tkanu, BUWY, mnocnme xoppekmuu BIIC,
aCCOIIMUPOBAHHON ¢ MPUEMOM MpernapaToB uin TokcudHom [381]. ITanueHTh ObLIH

pPaHIOMU3UPOBAHBI B PABHOM COOTHOIIICHWH B TPYMIIBI IS TTOTydeHus 3 mMr uiu 10

MT #ManuTeHTaHa** B cyTkH, i mianebo B Teuenue 100 Henenb. PerpeccnoHHblit

aHaau3 MoKaszan 3HauuTenbHoe, 10 45%, CHUIKEHUS KOJMYECTBA YIPOKAIOIIUX

COOBITHI, BKJIIOYas MOSBICHUE T[OKAa3aHUW K TEpanud BHYTPUBEHHBIMU HIIH

MMOAKOKXHBIMU TIPOCTAaHOUIAMMU, AC wumm TpaHCIUIAaHTAOWKW JICTKUX B TPYHIIC



MalueHToB, npuHUMaBmuxX 10 mMr #mamuTeHTaHa*™* Mo cpaBHEHHIO C TIaiedo.
CmepTHOCTH cocTaBuiia cooTBeTcTBEHHO 14,0% u 17,6% B rpynmne, moiaydaBuieit
npenapart u mianebo. [Ipuem #manurentana®™* B go3e 10 Mr 3HAYUTENBHO yIydIlal
MOKa3aTeJIn CEePJICYHO-JICTOYHON TeMOJAMHAMHUKH, BKJIOYAs CpeHEee IaBJICHUE B
JIETOYHOM apTepHH, MOKA3aTeJb JIETOYHO-COCYIUCTOTO COMPOTUBIICHUS, CEPACUHBIN
WHJIEKC ¥ yPOBEHb HATPUHYPETHYECKOTO TENTHAA 110 CPaBHEHUIO C ILIareoo.
VYaydiieHne reMoJAMHAMUYECKUX XapaKTePUCTHK COMPOBOXKAAIOCH IMOBBINICHHEM
MEePEHOCUMOCTH  (U3WYECKUX HArpy30k M  yIydllaJio Kad4eCTBO  KU3HU
nmamueHToB. #MaruteHTan™** ynydman (yHKIHOHAJbHBIC TOKAa3aTeId, BJIHMSI Ha
JIOJTOCPOYHBIE HMCXOJbI, CHIKAJ MPOrpecCHpOBaHUE 3a00JICBAaHUS M CMEPTHOCTH
BHE 3aBUCHUMOCTHU OT paHee MNpOBOAMMON Tepanuu. [Ipu3HaKOB TOKCHMYECKOTO
JIEUCTBUS HA ME€YEHb HE HA0J101a10Ch, OHAKO, Y 4,3% nanueHToB, noaydaBuux 10
MT #MaruTeHTaHa**, OpI0 OOHAPYKEHO CHUIKEHHE reMOrjoOnHa 10 ypoBHS < 8
r/ni. B otnuume ot 0o3eHTaHa**, #mauureHtan™*, mo-BuanMomMy, He TPUBOJUT K
CHIDKCHHMIO YpOBHS #cuijeHaduiaa B TIUIa3Me, XOTs JIaHHBIX, ITOJYyYCHHBIX B
CIEeIIMAJIbHBIX MUCCIIEIOBAHUSIX HEIOCTATOYHO.

B uccnenoanne SERAPHIN Bouu 12 mogpoctkoB B Bo3pacte oT 12 go 17 ner.
YauTeiBas HEIOCTATOYHOE KOJTMYSCTBO PECIIOHACHTOB, MCCIICIOBATEIN HE CMOTIIH
caenaTh BbIBOJ 00 3(pPEeKTUBHOCTH MpUMEHEHUS #MamuTeHTana** y nereit ¢ JIAT.
[Ipu 3TOM moOKazaHa €ro Xopolas MEPEHOCUMOCTh W TPoduib OE30MMacHOCTH,

aHAJOTUYHBIN B3pOCJIbIM MMAlMCHTAM.

MHoro1meHTpoBOE ABOIHOE, clienoe, mianedo-KoHTponupyemoe uccienoanue 11
dazsr (MAESTRO) miist onienku 3ppekTUBHOCTH U O€30MaCHOCTH #MaruTeHTaHa™*
y  TaUMeHTOB €  CHHAPOMOM  DiizeHMeHrepa B  Bo3pacte  =>12 jer
MOKa3aja0 HeOJJHO3HAauHbIe pe3yabTaThl [382]. C oHOM CTOpOHBI, uepe3 16 Henenb
TE€panuy HE MOJIyYEHO JOCTOBEPHBIX pa3zlMyui MO JNUHAMHUKE (PYHKIMOHAIHHOTO
Kjacca, mKkaie bopra, ypoBHIO caTtypauuu. I[lpousounuio mnapagokcanbHOE
yBEIUYEHUE MPOJAOIKUTEILHOCTH TUCTAHIIMK TIPU TecTe ¢ 6 MUHYTHOW X0Ib00H B
rpynmne mianebo. C aApyroil CTOpOHbI, K MOMEHTY 3aBEpIIEHHUs HCCIEIOBAHUS B
rpyIne NalWeHTOB, MOJy4YaBIIUMX #MalUUTEHTaH**, MPOM30LLIO JAOCTOBEPHOE H
3HauynMoe CcHuxkeHue ypoBHS NT-proBNP, cHuxeHne wuHIEKca JIETOYHOTO
COCYJIMCTOTO CONPOTHUBIIEHHUS 110 CpaBHEHHUIO ¢ manebo. [Ipu aTom nccnenoBanue
MO0Ka3aJ0 XOpOIIyI NEePeHOCUMOCTh Mpemnapara, OJIaronpusITHBIA HPOPUIIb
0€301acHOCTH ¥ IEPEHOCUMOCTH 110 CPaBHEHUIO ¢ Apyrumu APD.

C 2016 r. mno Hacrosmee BpeMs  IPOBOJAUTCA  IEPBOE  OTKPBITOE

MEXyHapOJAHOE MHOIOIIEHTPOBOE pPaHIOMHU3UPOBAHHOE HccieaoBaHue 3 (a3



(TOMORROW), nampaBieHHOe Ha OIEHKY 3()(PEeKTUBHOCTH, O€30MacCHOCTH H
dbapMaKkOKMHETUKN #MAaIlUTEHTaHa** 1O CPaBHEHHUIO CO CTAHAAPTaMHU JICUCHHS B
3aMeJIeHUH TporpeccupoBaHusi 3aboneBanus y nereit ¢ JIAI. B uccnenoBanue

IUIAaHUPYETCS IPUBJIEYb JE€TEN B Bo3pacte oT 1 mecsua 1o 17 ner.

3HAYHUTENbHBIC YCTEXH U OJAronpusTHBIA TPOoQuib 0E30MacHOCTH MPUMEHCHHUSI
#maruTeHTaHa** y  B3pOCIBIX, NpPHHWMAas BO BHUMAaHHE HEIOCTATOYHYIO
addexkTuBHOCTh UM MOOOUHBIE 3G ]exThl paspemeHHol Tepanuu JIAI y nmetei,
BOOJYLIEBUIIM MEAUATPOB U JETCKUX KAapAMOJIOTOB JJIs Hayaja MPUMEHEHHS 3TOrO
mpemapata B KIMHWYeCKOW mipaktuke off-label 10 monyuenuss maHHBIX
KOHTPOJIUPYEMOTO UCIIBITAHUS #MalUTeHTaHaA™* y neTeid, B T. 4. y leTeld TPyAHOTO
Bo3pacta [384-388]. [IpemapaT mokasan XOpOIIyK MEPEHOCUMOCTH, YIydIICHUE
KIMHUYECKOM  CHUMIITOMATUKH,  (QYHKIMOHAIBHBIX U  T'e€MOJUHAMHUYECKHX

oKa3aTeyen.

[Ipoduns 6e3omacHOCTH #MaruTeHTaHA™* aHamorudeH 003eHTany**, 0JHaKO PUCKHU
UX Pa3BUTHs 3HAYUTENHbHO MeHblle. Hambomnee yacThie HeXeNaTelbHbIE SBJICHHUS:

rojoBHas 007k, HA30(papUHTHUT, AHEMHUSI, OTEKH.

* #ManuTteHntan™* pekoMeHI0BaH B KauecTBe MoHoTepanuu netsim ¢ JIAT,
COOTBETCTBYIONIEH KPUTECPUSIM MHHHUMAIHHOTO PHCKAa MPHU TOJIOKHUTEIHHOM
OCTpOM TeCTe€ Ha Ba30pPEaKTHUBHOCTh U OTCyTCTBUE d(dekTa oT Tepanuu
antaronucramu Kanpius (koag ATX- CO8 biokaTopbl KalblIMEBBIX KAHAJIOB); Y
nereit ¢ JIAI', coOTBETCTByIOLIEH KPUTEPUSIM HHU3KOTO, MPOMENKYTOUHOTO H
BBICOKOTO pPHCKa — B COCTaBe KOMOWHUPOBAHHOW Tepamuu sl yIy4IICHUS
reMOJIMHAMUYECKUX, (YHKIIMOHANBHBIX I[OKa3aTeJlell W yIep:KaHus WM
JTOCTHIKEHUSI KPUTEPHUEB HU3KOTO pricka [384-388].

YIA3YYPB

KommenTapuii: Cmapmosas 0oza éapvupyem om 1 0o 7,5 me 6 3aeucumocmu om

gospacma, ¢ NOCMENeHHbIM Y8eluyeHUuem exceonesHo ¢ wazom 1 me 0o

00CMuUdICeHUss MAKCUMATILHOU 0036l 5-10 M2 00HOKpamHo 8 Cymku noo KOHmMpoaem

camouyscmeuss U noxkasameneu  eemoounamuxku (maon. 19) [389]. C

OCMOPOACHOCMBIO NPUMEHAMb NPU 0OHOBPEMEHHOM HA3HAYEHUU C UHOYKMOPAMU U

uneubumopamu CYP3A4.

Tabauya 19. Pexomenodyemvie 0o3zvl #mayumenmana™** y oemett [387-388]

Bec pebeHka CyTouHas aoosa, Mr

10-20 kr 5




Bec pebeHka CyTouHas pno3sa, Mr

20-40 kr 7,5

>40 Kr 10

* PexomenmoBau aetsiMm ¢ JIAI' exeMecsyHbld  KOHTPOJb  AKTHUBHOCTHU
acrapTraTaMuHOTpaHc(epasbl u aJaHWHaMHUHOTpaHchepassl, ypOBHEM
reMorjioOMHa M TeMaTokpuTa B KpoBu Ha (oHe mnpuéma Tepanuu
#MalUTEHTAHOM™®*  1JI1  CBOCBPEMEHHOTO  BBISBIICHUS  MOTEHIIMAIbHBIX
HeXeaaTeNnbHbIX sBnennit [372, 373].

YAA2VYYPA

#Cuanenadpuia

#Cuagenapua (koo ATX — GO4BEQO3) — nepopaibHbIii CEICKTUBHBIA HHTHOUTOP

dbochoaudctepazel 5 THma, (apmakogormdeckuii 3¢P(PEeKT KOTOpOro cBs3aH C

MOBBIICHUEM  BHYTPHUKIETOYHOW KOHUEHTpanuu UI'M® u mnoBbllIEHHEM

aKTUBHOCTH IHJOIEHHOTO OKcujaa azoTa [389]. YBenuueHue KOHIIEHTPAIUUA ITOTO

HYKJICOTHIa OKa3bIBACT PEJAKCHUPYIOIEee M aHTUNPOIU(DEepaTUBHOE AEHCTBUE Ha

IIaAKOMBIIIEYHbIE  KJIETKH  cocynoB. [Ipemapar  yBenu4yuBaeT  HaCHIIICHUE

reMorJioOMHa KHUCJIOpPOJOM BEHO3HOM M  apTepHalbHON KPOBHU, YIyUIIAIOT

MOKa3aTeNH JIETOYHOM TeMOMHAMUKY U (PYHKIIMOHATbHBIE BO3MOXHOCTH OOJBHBIX

JIAI'. B MHOTOYHCIEHHBIX, B T. Y. PaHIOMHU3UPOBAHHBIX, KIMHHUYECKUX

UCCIICIOBAHUSAX C YYaCTHEM B3pPOCIBIX MAIMEHTOB TOKAa3aHbl YIydIICHUE

(yHKIIMOHANBHBIX U TEMOJMHAMHYECKUX MOKa3arenel y nanuenToB ¢ JIAT Ha ¢one

tepanuu #cunaenapuiom [82, 389, 390].

B mnepBoM paHIOMHU3MPOBAHHOM JBOMHOM CJIEMOM IL1a1e00-KOHTPOIUPYEMOM

uccleoBaHuy nepopainbHoit Gopmel #eunaenaduna y aeteit (STARTS-1) B 2011

rony oOcnenosansl 235 npereit ¢ WJIAT wnu JIAT, accoumuposannoii ¢ BIIC B

Bo3pacte OoT | rToma mo 17 ner u Becom Oosee 8 kr [391]. [eru Oblam

pPaHIOMU3UPOBAHBI HA 3 TPYMIBL: MOTyYaBIIne HU3KYI0 103y (10 MT), cpeaHIoro 103y

(10-40 mr) nim BeicoKyt0 103y (20-80 Mmr) #cunaeHaduia uiu miamnedo mepopaabHO

3 pa3a B CyTKH Ha npoTsKeHuu 16 Henenb. B pesynprarte HcciaenoBaHus MOJIYYEHO

yAy4llleHHEe MUKOBOTO MOTPEOICHUs KUCIOPOJa, PYyHKIMOHAIBHBIX MOKa3aTesel,

CHWIKEHHME CpEIHEro JaBJICHHWS B JISTOYHOW apTepUU y MAIlMEHTOB, MOJYy4YaBIINX

CpeHUE M BBICOKHE J03bI #cuieHaduia mo cpaBHeHUI0 ¢ miane6o. Huskue 10361

okazanuch HedpdexTuBHbI. [locnenyromee Habmonenue B ucciaegoBanu STARTS-

2 3TUX K€ MalMeHTOB uepe3 3 roja IOCIE Hayajla JIEUeHHUS I[OKa3ajlih, 4YTO

CMEPTHOCTb Yy 3TUX ManueHTOB coctaBuia 9% (5 u3 55), 14% (10 u3 74), u 20% (20



n3 100) B rpynmax, MOOJy4YaBIIUX HHU3KHUE, CPEIHHE W BBICOKHE [I03BI,
coorBeTcTBeHHO [392]. [lpu 3TOM pUCK CMEPTHOCTU OB 3HAYUTEIBHO BBIIIE Y
crapmux mnamueHToB ¢ WJIAID, mMeBmIMX HMCXOAHO Ooyiee BBICOKHE IMOKa3aTeIu
JIaBJICHUS B JIETOUHOM apTepUU U JIETOYHOTO COCYAUCTOr0 conpoTuyieHus. Ciyyaes
CMEPTHOCTH HE OTMEYEHO Yy mauueHToB ¢ Becom <20 kr u manueHToB ¢ JIAT,

accouuupoBannoi ¢ BIIC.

B 2011 romy #cunaenadun momydusn omobperue EBpomelickoro MeauIIMHCKOTO
areHTCTBA JJIs1 IPUMEHEHUS y JeTei B Bo3pacTe crapme 1 roma. B cBs3u ¢ Goiee
BBICOKOM CMEPTHOCTBIO B TPYIINE TEPANIUU BHICOKMMU 103aMu #cumaeHaduna B 2013
rony EBpomnelickoe MEAMIIMHCKOE AareHTCTBO BBIMTYCTUIIO MpEAyNpexieHue He
MCIIOJIb30BaTh JIEKAPCTBEHHOE CPEACTBO B OoJiee Bbicokux a03ax. FDA B 2013 rony
Ja)K€ BBIMYCTUJIO MPEAYNPEKICHUE MPOTUB JIUTEIBHOTO HCIOJIb30BaHUS
#cunnenaduna y nered B Bo3pacte 1-17 met ¢ JIATL, xoropoe B 2014 romxy ObL10
YTOYHEHO (1 TpPUMEHEHUs #HcuijeHaduiaa y JE€Te «IpPOTHUBOIMOKA3aHUS
OTCYTCTBYIOT»). #CungeHadus npu BHYTPUBEHHOM NPUMEHEHUU MOXKET OBITh
sadpdexktuBern y npereit ¢ I[IJITH m B mocineomepallMOHHOM TIEpUOAE IOCTE

XUPYPruyecKkoro BMemarenbcrna mno nosoxy BIIC [393].

Heckonbko cuctemMaTH4ecKux 0030pOB M METaaHAJIM30B IMOKA3aju 3HAYNUTEIHLHOE

CHUKEHHWE CMEPTHOCTH Y meauarpudyeckux nanueHtoB ¢ JII' Ha doHe Tepanun

#eunnenadpwuiom [393-395]. beuto goka3aHo, U4TO MpenapaT He TOIbKO dP(EeKTHBEH

B CHIDKCHHUH CPEIHEr0 W CHCTOJMYCCKOTO JaBiieHWs B JIA, HO M B COKpalICHHUH

BPEMCHH BEHTHUJISIIUU JICTKUX B OT/ICJICHUSIX HHTCHCUBHOHN TEparuu.

e #Cunnenadpun pekomenaoBan netsm ¢ JIAT ¢ MUHUManbHBIM DPHUCKOM B
KauecTBE MOHOTEpAIHH; MPU HU3KOM, MMPOMEKYTOUYHOM HIIU BBICOKOM PUCKE —
TOJMBKO B  COCTaBe KOMOWHUPOBAHHOW  Tepamuu I YIydlICHUS
TeMOJMHAMUYCCKUAX, (DYHKIMOHAIBHBIX TIOKa3aTelied W yJIepXaHUsS WU
JTOCTHKEHUS KPUTEPUEB HU3KOTO prcka [8, 12, 33, 390-393].

Y42, YYPB

Kommenrapwii: Hauanvnas ooza: 0,3-0,5 me/ke na npuém 4 pasa 6 cymxu y demei

oo I 200a u 3 paza 6 cymku 'y Oemeil cmapute [ 200a

nepopanvho. Iloddepocusarowasn o0oza: 0,5-1 me/ke nHa npuém 4 paza 6 cymku y

Odemetl 0o 1 200a u 3 paza 6 cymku y oemeti cmapuie 1 200a nepopaibHo.

s oemeti om 8 0o 20 ke pexomendosana nooddepaicusarouias 003a #curdenaguna

10 me na npuém 3 paza 6 cymxu nepopanvio. /s demeiti 6onee 20 ke pekomen0o8ana

noooepaicusarowas 0o3a #cundenagpuna 20 me na npuém 3 paza 8 Cymxku nepopaibHoO

[8, 391-392]. Bosmooicnvle nobounvie s¢hpexmor eKAIOUAIOM: 2UNEPEMUIO,



6030Y0UMOCb, 2UNOMOHUIO, HAPYUWEHUS 3PEHUs U CIYXA VY HeOOHOUEHHbLX 0emell,
npuanusm. Ilockonvky #cunoenagun 6 ocHo8HOM Memaboausupyemcs pepmenmamu
yumoxpoma P450 (CYP) neuenu, ciedyem uzbecamv 00HOBPEMEHHO20 NPUMEHEHUS.
#cundenaguna ¢ mowrvimu undykmopamu uiu uneuoumopamu CYP3A, maxumu kax
KemoKkonaszon uau pugamnun. Ilpu oonospemennom nazuavenuu #Hcundenaguia u
bozenmana™** credyem yuumwvigamo, umo 0603eHman™* cuudcaem mMakCumMaibHyO
konyenmpayuto (Cmax) #cunoenaguna™* ¢ nnazme kposu na 55,4%, moeoa xax cam
#cunoenagun yseruuusaem Cmax 6ozenmana™* na 42,0% [396]. Knunuueckuil
agppexm omoco e3zaumooelicmseus 00 KOHYA HESACeH, OOHAKO B6epOsMHOCMb
eenamomoxcuieckozo 3ggexma 6Oozenmana™* yeenuuusaemcs, umo mpedbyem
NPUCMATbHO20 MOHUMOpUHea Qynkyuu nedenu. Ilapannenvroe ygenuuenue 003bl
#cundenaguna y oemeu He paccmampusaemcsi.
#Tananadpua
#Tamanadpun (koo ATX — GO4BEQ8) — u®d]/I5 HOBOro mNOKOJEHHS, ITOKA3aBIINN
UICHTUYHBIA #cwnneHapuwiny npoduib S(PQPeKTUBHOCTH U OE30MaCHOCTH, HO
MMEIOIINHI TPEUMYIIECTBA B BUJI€ OJTHOKpPATHOTO Npuéma [394]. B Mex1yHapoIHOM
pPaHIOMU3UPOBAHHOM  TjIane0o-KoHTpoaupyeMoM  ucciaegoBanun  (azer  III
a(pdexTnBHOCTH M Oe3omacHOCTH #ramanadwna y 34 mereit B Bo3pacTte oT 6 g0 18
aet ¢ JIAT, nonyuyaBmux panee tepanuto APD (OozenTan™* wnm #manuteHntan™*)
MoKa3aHa TEHIEHIUsA K YIYYIICHUI0 TeMOJWHAMHYECKUX, (YHKIHMOHAIBHBIX H
nabopaTopHBIX TTOKa3arenen uepen 24 nenenu npuéma [395]. [Ipu ogHoOBpeMeHHOM
npuéme #ramamaduna u 0o3eHTaHA™*™, KOHIICHTpAIUs IMOCIEIHETO B CHIBOPOTKE
KpOBU TMAalMEHTOB YBEJIMYMBANIACh, NpPH DTOM KOHIIEHTpamus #ramanaduia
cHmxkanacek [396]. B uccnenoBaHusix, IpOBOAUBIINX NEpexo]] OoT #cunaeHaduna K
#Tamanadriry, TOKa3aHO CHIDKCHHE CPEJIHErO JIaBJICHHS B JICTOYHOUW apTEepUH, 4TO
MOXET CBHUJICTEIHCTBOBATH O Nydinei s dextuBHoCcTH #ramanadpuna [397, 398]. B
PETPOCTIIEKTUBHOM, HE KOHTPOJIUPYEMOM HaOIIOAeHUU 42 HOBOPOKICHHBIX U JIeTeH
pannero Bospact ¢ JII', accoummpoBannoii ¢ BJI/], 6pui0 mokazaHo, 4yTo mpUEM
#Tamamadrmia B go3¢e 1 Mr Ha Kr Beca B CYTKH per OS OJHOKPATHO XOPOIIO
NIEPEHOCUTCS U KOPPEIUPYET C YIYULICHUEM JABJICHUS B JIETOUHOU apTepuu [399].
* #Tapnanapun pexkomenaoBan jetsim ¢ JIAI crapmie 2 JgeT ¢ MUHHMMAaJIbHBIM
PUCKOM B Ka4eCTBE MOHOTEpANUU; MPU HU3KOM, TPOMEKYTOUHOM HIJIH BEICOKOM
pUCKE — TOJBKO B COCTaBe KOMOWHHPOBAHHOW TEpANHH JUIA YJIyUYIICHUS
TeMOJIMHAMUYCCKUX, (YHKIIMOHAIBHBIX TOKa3aTeIeH W  yACpKaHHS WM
JTOCTHIKEHUSI KPUTEPUEB HU3KOTO pricka [394-398].
YAA2YYPB



KommenrTapwmii: /[oza #madanaguna y oemeii menee 25 ke — 1 me Ha ke eeca 6
CymKu per oS 00OHOKpamHo, npu eece pebeuka om 25 0o 40 ke — 20 me #maoanaghuna
ooun paz 6 cymku. Ilpu eece pebenra 6onee 40 ke Haznauaemcs 003a AHALOSUYHAS
0osze y e3pocavix 40 me oonokpammua 6 cymxu [8, 394-398]. [Ipu npumenenuu
npenapama 6 YKA3aHHbIX O03UPOBKAX 3HAYUMbIX HENHCeNameNbHblX SGNeHUl 8
KOHMPOAUPYEMbIX UCNBIMAHUAX He evlasieno. #HIladanagun modxcem Ovimo
pexomenoosan oemsam c JII', accoyuupoeannoti ¢ bJI/], ons ynyuuienus nokazameretl
jne2ouHou cemoounamuxu [399].

#Puouuryar** (koo ATX — C02KX05) — nepopasibHbIil CTUMYJIITOP PACTBOPUMOA
ryaHWIATIHUKIA3bl, oa00peHHbIt i jedenuss JIAD m xpoHudeckon
TpoMOo3MOosmueckoit JII' y B3pocnbix B PD [400-402]. #Puomnuryat** oGmamaer
JBOWHBIM MEXAaHHU3MOM JIEUCTBUS: JEUCTBYSl B CHUHEpPruum cC 3HAOreHHbIM NO,
npenapatr HamnpsMyl CTUMYJIUPYET pacTBOpuMYyl0 ryaHunartuukiaasy (pI'Ll)
He3aBucuMO oT NO, TeM caMbIM YyBeJIU4YUBas OO0pa3oBaHUE IUKIMYECKOTO
ryaHo3uHMoHodocdara (uI'MD) [29]. PacTBOpuMas ryaHuJIaTIMKIIa3a
IKCIPECCUPYIOTCS B TJIAJIKOMBIIIEUYHBIX KJIETKaX COCYJIOB JIETKHUX, TPOMOOIMTAX,
KapJUOMHUOILIMTaX U JApyrux tumnax kietok. CeszanHas ¢ NO, pl'l] katanuzupyet
npeBpamieane TryaHosuHTpudochara B ul'M®D, Tem cambiM CIOCOOCTBYS
PaCHIMPEHHIO  COCYJOB M TOMAABISS mponudepanuio  riIaJgKuX  MBbIIIIII,
pPEKpYTHpOBaHUE JIEHKOLMTOB, BocnajieHue, Gpubdbpos, arperanuio TpoMOOLUTOB U,
BO3MOXXHO, PEMOJIETUPOBAHUE JIETOYHBIX COCYZ0B. B paHA0OMU3MPOBAHHOM
KoHTponupyem wuccinenoBanuu  ¢aser  [II PATENT-1 (443 namuenTta c
cumnromatuueckoii JIAT') mosydeHo qocToBepHOE yiydiieHne QyHKIIMOHAIBHBIX U
reMOJAMHAMHMYECKUX TI0Ka3aTeled B TpyNIe MOJy4yaBIIUX #HpUouuryar** mo
cpaBHeHU1O ¢ Tane6o [400]. beuto mokaszaHo, yTo #puonuryar™** B MHAUBUIYAJIBHO
nogoOpanHOW mg03e¢ 10 2,5 Mr TpW pa3za B J€Hb 3HAYUTENIHHO YIydIIaeT
NEePEHOCUMOCTh (pu3nueckux Harpy3ok, cHmwkaer JICC u (QyHKIu0 MpaBoro
Kenynouka, KoHneHtpanuo NT-proBNP B ceiBopoTke, yinyumaer @K, Bpems 1o
KIIMHUYECKOTO YXY/IICHHS, CHIKAET OIEHKY OJBIIKKA 1o mkajde bopra mo
cpaBHEHHUIO ¢ manedo y B3pocibix ¢ JIAI' kak B moArpyrmnie MOHOTEpanuu, Tak U B
koMmOuHanuu ¢ npyrumu JIAI'-npenaparamu. JlaHHble U3MEHEHHS ObLIA YCTOMYUBBI
IpU OLIEHKE OTAAJIEHHBIX HCXOJOB Y ATUX NALHUEHTOB IO JaHHBIM OTKPBITOTO
PaHIOMU3UPOBAHHOTO JOJTOCPOYHOTO pacmupeHHoro uccienoBanus PATENT-2
[401].

[To pe3ynbTaTaM OTKPBITOTO PaHAOMHU3UPOBAHHOTO JOJTOCPOYHOTO PACIIUPEHHOTO
uccnenoBanuss CHEST-2 otpaneHHBIX MCXO0M0B y 237 ManMeHTOB, IMOJYyYaBIIMX

#puouuryat** no nosogy XTOJII', 2-neTHsis oO1ias BBKUBaeMOCTh cocTaBuiia 93%



(95% I 89-96), a kiimHUYECKash BBKMBAEMOCTh 0e3 yxyamenus — 82% (95% AU
77-87) [402]. ®K BO3 Ha HCXOAHOM YPOBHE M MPH IMOCACAYIOIMIEM HAOIIOICHUH HE
MOKa3aJ 3HAaYUMOM CBSA3U C 00111el BBKMBAEMOCThIO, HO ObLII CBA3aH C KIIMHUYECKOM
BBDKMBAaeMOCTbIO  0e3  yxyamieHus. #Puonuryar**  xopomio  nepeHocuics
OOJIBIIMHCTBOM TAIMEHTOB, HOBBIX CHUTHAJOB O€30MAaCHOCTH BBISIBICHO HE
obu10. CepbE3Hble HEXeNaTeNnbHble siBIeHUs HaOmomamuchk y 129 (54%) uz 237
NalueHToB, U 14 (6%) manueHToB MPEeKpaTHJId Tepanuio #puouuryatom™** m3-3a
HEXKeNaTeNbHbIX sBIeHUN [416]. Bo3MoxHble moO0YHBIE A(PHEKTH BKIOYAOT
CUCTEMHYIO apTEepUANIbHYI0 THUIIOTEH3UI0, TOJOBHYIO O00JIb, TOJOBOKPYXKEHHS,
nucrnencuo. [IpoTuBonokazaHo OAHOBPEMEHHOE MNPUMEHEHHE C MHTHOMUTOpamu

®J12-5 (#cunnenaduiom, #raganaduaom).

[TepBblii onbIT mpumeHeHue #Hpuoruryara** y 4-nmetHero pebeHka c TsHKENON
cynpacuctemHonn wuJIAI' omyOmmkoBano B 2018 rtomy [403]. besomacHOCTS,
MEePEHOCUMOCTh M (apMakOKMHETHKA #Hpuouuryara** mis mepopaibHOTO
npuMeHneHus y nereit ¢ JIAI' oueHuBanach B MHOTOIIEHTPOBOM OJJTHOTPYNIIOBOM 24-
HeelbHOM OTKpbIToM uccienoBanuu ¢asel [II PATENT-CHILD (NCT02562235).
24 nanuenta ¢ JIAT" ®K [-IIT BO3 B Bo3pacTe 6-17 net, yxe nmoJjiydyaBlInX TEPAMUI0
APD w/unu ananoraMu NpoOCTAUMKINHA, TOTYYHJIN #puoruryat** B goze 0,5-2,5 mr
TPU pa3a B JI€Hb B 3aBUCHUMOCTH OT Macchl Tesa. [lepBUYHBIMM TOYKamu ObLIU
0€30I1acHOCTh, IEPEHOCUMOCTh U (papMaKOKMHETHKA mpenapata.. HexxenarenbHble
asienus (HS), B ocHOBHOM JErKHe WM YMEPEHHBIE, OBLITN 3apeTUCTPUPOBaHbI y 20
namueHToB (83%). ¥V ueThipéx mammenToB (17%) mabmomanock cepré3noe HS; Bce
poOJIEMBI pa3peIIMINCh K KOHILY UCCIeIoBaHusl, a aBa (8%) ObLIM paciieHEeHbI Kak
CBSI3aHHBIE C TPUEMOM Hccieayemoro npenapara. Konuentpauuu #puonuryarta™* B
njga3Me 'y TeIUaTpUYecKuX TMalMeHTOB COOTBETCTBOBAIM KOHIICHTPAIUSM,
OnyOJIMKOBAHHBIM y B3pOCHBIX TMalMeHToB. Yepe3d 24 Hemenu MNpUMEHEHHS
ucclieJoBaHuE NoKa3ano yBenanueHue cpeaaero + SD aucrtanuuu TOMX na 23 + 69
M (N =19), a cpennee camwkenue NT-proBNP cocraBuno —66 + 585 nr/mi (n = 14).
Hukakux nsmenenuii B BO3-®K e npousonno. Y AByX manueHTOB HaOI01aJI0Ch
KIMHUYECKOE YXYAIICHHWE COCTOSHHUS TPU TOCHHUTAIU3ANMUM TI0 TIOBOAY
MPABOKETYAOUYKOBOW CEpPJICUHOM HEOCTATOUYHOCTHU. JlaHHbBIE CBUAETENHCTBYIOT O
npuemiieMoM  npoduiie  0€30MacHOCTH € MOTEHUUAIbHBIMM  CHTHAJIAMU
3 PEKTUBHOCTH.

OnyOnukoBaH TMEpPBBIA OMBIT MPUMEHEHHs #Hpuouuryata** y 2 MiaaeHLeB c

Tsk€non JIAL, mpu HEBO3MOKHOCTH OTJIIYYUTHCS OT TEPANUU UHTAISIHUOHHBIM NO



B TCUCHUM HECKOJIBKUX HEJeb. 3aMeHa #cuineHaduna Ha #puonuryar** xopoiro

MEepEeHOCHUIIach M MO3BOJIMJIA YCIEIIHO OTKa3aThest oT Tepanuu NO [405] .

e #Puouuryat** moxker ObITb pekomeHaoBaH netsMm ¢ JIAD' crapme 6 jeT B
COCTaBe KOMOWHHUPOBAHHOW JBOWHOW WM TPOWHOW  Tepamuu TpHU
HeappexkruBHocTH UD/IS [8, 403-405].

YAA2YYPB

KommMmenTapuii: Pexomenodosannsie 0036l puoyucyama 075 NpuMeHenus y oemelil 8

sospacme 6—17 nem ¢ JII' K I-111  0,5-2,5 me mpu pasza 6 denv 6 3a8ucumocmu om

maccwr mena [403].

Wuransunonusid #usmonpocr (koo  ATX — BO1AC1l) —  eaWHCTBEHHBIN

3apEruCTpUPOBAHHBIN Ha Tepputopun PP nns npuMeHeHus y nauueHToB ¢ JIATD

CUHTETUYECKHI aHaJoT JHAOT€HHOTO MNpocTanukinHa. OCHOBHBIMHU 3(DdexTamu

#unompocTta  SBIAIOTCS  pPACIIMPEHUE  JIETOYHBIX  COCYJOB U, BEPOSITHO,

MPOTUBOBOCTIATUTEIbHBIN U CAECPKUBAIOLINN peMoeIupoBaHue 3P(HEKThI, KOTOPHIE

OOBIYHO HE CONPOBOXKIAIOTCSA CYIIECTBEHHBIM BIHMSHUEM HAa CHUCTEMHOE

aprepuanbHoe naiaeHue [330]. B MHOTOLeHTpOBOM paHAOMU3UPOBAHHOM I1ale0o -

KOHTponupyemoMm uccienoBanuu AIR moHoTepanuu Ttepanuu #UIOMPOCTOM Y

B3pocibixX ¢ JIAI mokaszano yBennuenue nuctanuu ToOMX u ynyuamennu ©K (BO3)

0e3 yXyLLEeHHs WIM CMEPTHU 10 CPAaBHEHUIO C MALIMEHTAaMU, OJIy4aBIIUMU I11a1e00

[406]. B MHOTOLIEHTPOBOM, KOHTpOupyemMoM ucciaegoBann STEP 67 nmanueHTos ¢

JIAT, momyuarommux Tepanuio O003eHTaHOM™*, OBLIM pPaHIOMHU3UPOBAHBI IS

NPUMEHEHUS WHTAISIIMOHHOTO #ujompocTa wWiM Tuiane6o. beumm  oTMedeHs

3HAYUTEIbHbIE yiayulleHus pguctaniuu TO6MX, @OK (BO3), Bpemenu [0

KJIMHUYECKOTO YXYAUIEHUS U FeMOJIMHaMUYecKuM napameTpam. KomOnHupoBaHHas

Tepanus okazajach 0e30MmacHoOi u Xopoiio nepeHocumoi [407] B mpOCTIEKTUBHOM

HCCIICIOBAHUU KPATKOCPOYHBIX U JIOJATOCPOYHBIX H(PEKTOB HHTAIAIUOHHON

tepanuu #unonpoctom y 22 nerei ¢ uJIAI' u JIAT'-BIIC, B 1. u. npu nepexoae ot

BHYTPUBEHHOW Tepanuy MPOCTAaHOUIAMH, MTOKA3aHO YCTOMUYMBOE (PYHKIIMOHAJIBHOE

yAy4dllleHue y HeKOTOphIX fneTei ¢ JIAI, XoTs uHOrAa MHTANSIIMOHHBIN #UJIOPOCT

BbI3bIBaN OponxokoHcTpukiuio [408]. Uepes 6 mecsaueB @K ymayummuncs y 35%,

camsmics 'y 15% u ocranca HenmsmeHHbIM y 50% mnanueHTOB. 36% npeKkpaTHiIn

npuéM HUJIONPOCTAa U3-3a CHUXKEHUS PEAKTUBHOCTH JbIXaTENbHBIX IYTEH,

KIMHUYECKOTO YXYyAmEeHUs win cMmepTtu. OcTpoe BBEACHHE HHTAISIIUOHHOTO

#unonpocta camxano cp/lJIA, sKkBUBaIeHTHOE OTBETY Ha MHTAISIIIMIO OKCH/Ia a30Ta

¢ kuciopogoM. OcTpasi HHTaIALUs #UIoNpocTa CHUKala 00bEM GOPCUPOBAHHOTO

BbIIOXa 32 1 ¢ u cpenHuil 00bEM (QopcupoBaHHoro BhIIOXa Ha 5% u 10%



COOTBETCTBEHHO, UYTO COOTBETCTBYET OCTpPOH OpoHXOKOHCTpHuKIMU. [loOounbIe
3(pdexTel U HECOOMIOICHNUE pEeKUMa JICUCHUS HM3-3a YaCTOTHl WHTAISAIHN MOTYT
OTPaHUYMBATH XPOHUUECKOE JICUCHUE ICTCH.

OcHoBHas chepa TPUMEHEHUS WHTAISAIMOHHOTO #UJIOMPOCTa Y JIETeH — Tepamnus
OCTPOM JIETOYHOW THUNEPTCH3WH U JIETOYHBIX KPH30B, B T. Y. B KaudyeCTBE
aJbTEPHATHUBBI OKCUY a30Ta, a TAK)KE MIPUMEHECHHE B KAUY€CTBE areHTa MPU OCTPOM
Tecte Ha BazopeakTuBHOCTH [409, 410]. IIpu anamuze ocTtporo 3ddekra
uHrasiquonHoro #usomnpocra 'y 100 gereit ¢ JIAI-BIIC ormeueHO CHUXEHHE

cpUIA, yBenmmuenne Qp/Qs 6€3 m3MEHEHUs CEepACYHOr0 MHAEKCA, 3HAYUTEIHHOC
camxenue JICC [409].

s XpoHMYECKOro NpUMEHEHHs UCIOoJb3yeTcs i Tepanuu JIAL y nerel ToiapKo
B COCTaBe KOMOMHUPOBAHHOM, KaK MpaBuiio, TpoitHoi JIAI -Tepanuu B KoMOMHAIIUU
¢ APD u u®J[3-5. PerpocniekTuBHbIM aHanu3 nokaszarened 20 nereit ¢ uJIAD u
aJIAT" moka3ayi, 4TO CBOEBPEMEHHOE HA3HAYEHHE WHTAJALMOHHOTO #UJIONPOCTa B
koMOuHauuu APD w/mnmu ud®/I2-5 Heobxoaumo u 3hHEKTUBHO sl 0OJIErdyeHHUs
KJIMHUYEeCKOW cumnTomatuku [411]. B Hawane tepanuu #WIONpOCTOM MOTYT
BO3HUKATh TOJOBHbIE O001M, OO0 B UYEIIOCTM U BO3MOXHO pa3BUTHE
OpPOHXOKOHCTPHUKIIMH, TO3TOMY [0 Hayaja Tepamuud PEKOMEHIYETCS BBIMOJHUTH

TCCThI AJIs ONCHKU (1)}/HK[II/II/I JCTKHUX.

* #Unonpoct HHraNsIMOHHBIA He pekoMeHAoBaH JeTsM ¢ JIAI' B kauecTBe
noctosiHHOM MoHoTepanuu JIAT [408-410].

YAA3YYPA

* #Unonpoct wuHranasuUOHHBIA pekomMeHaoBaH aeTsM ¢ wJIAD, HJIAL, JIAT,
accormupoBanHHoii ¢ BIIC, cucremMHbIMH 3a00JI€BaHUSAMH COCAUHUTEIHHOM
TKaHH, JICKAPCTBEHHBIMH WJIM TOKCUYECKUMHU Bo3aeucTBusiMU, XTOIJII' mpu
YCTaHOBJICHHOM TIPOMEXKYTOYHOM WM BbIcCOKOM pucke JII' B cocraBe
KOMOWHHUpPOBAHHOW NBOWHOW uiu TponHoil JIAT -cnenuduueckoit Tepanuu B
koMmOuHauuu ¢ APD u u®JID3-5 nns CHUXKEHUS BBIPAKEHHOCTH CHUMITOMOB U
NOTEHIMAILHOTO YIIy4IlieHus nmporHo3a [8, 407-415].

YIA3VYYPA

Kommenrtapmii: Cpeounss cmapmosas 0o3a 1,25 mxe 05 Oemetl pannezo 603pacma

u 2,5 mke ona oemeti cmapuieco eozpacma. CpeoHsis noodepaicusarowas 003a — 9

MKe Ha uneanayuro. Maxcumanvhas pa3oeas 003a, peKoMeHOO08AHHA 003a 0/

oemeii 10 mke. Uneanayuu npumensiom om 6 (6 ciyuae cmaduibHO20 COCMOSAHUA) U

00 9 paz 6 cymku npu decmabunuzayuu [8, 407-411].

He pexomenoosano npumenenue menee 6 u 6onee 9 uneanayuti 8 Cymku.



Bapuanmer oozupoeok 6 3asucumocmu om eeca pebenka:

Bec menee 10 ke — 7,5 mxe/cymxku,

Bec 10-20 ke — 12,5 mxe/cymku,

Bec 20-30 ke — 17,5 mxe/cymku,

Bec 30-40 ke — 22,5 mxe/cymxu,

Bec 6onee 40 ke — 30 mxe/cymxu.

YV nosopoocoennvix ¢ IJII'H pekomenoosarno mumposanue 0o3zvl om 0,25-2 mxe/ke

HA 0OHY UH2ANAYUIO, NPOOOAdNCUmMenbHoCcmbio 5-10 munym, epemennsie uHmepseaisl

medxncoy dozamu 2-8 uacos. Yrkasanuvie «anveeoispHvie 003bl» NPUMEHAIOMCA Npu

86€0CHUU C NOMOWDBIO JTUYEBOU MACKU, IHOOMPAXealbHOU MpYOKU UIU KOHMYpa

UBJI. Ilpu ucnonvzoanuu MynowmyKka 6 Heoynauszep 6gooumcs #uionpocm 6 0o3e,

npegviuiarouell anbeeoApHYIo 8 4 pasza. /{onyckaemcs Ucnoavb3oeanue pasiuiHvlx

YCMpoUucme 01 nposedeHuss UH2ANAYUU, UCNONbIYIOUUX CB8epXMAloe OUCHEPCHOe

pacnvijieHue J1eKapcmeeHHo20 6ewecmeda, Nnpu ycloGuu, UYmo pasmep Kaneib

cocmasnsiem om 2,5 0o 5 mxm. Jlo Hauana nepeoco 66edeHus npenapama

PEKOMEHO08aHA OYeHKA (QYHKYUU 6HeuHe20 OblXaHus Olsd UCKIIOYEHUs HATudusl

msadxicenvlx 06CmMpyKmMueHvlX Hapyuenui. llosenrenue npusHakog CcucmemHoll

eunomeHnsuu, OpoHXocnasma Ha Qoue uHeanAYUU  ULONPOCMA  ABAAEMCSL
ocpaHuuenuem O e20  OdajlbHelulec0  UCHONb308AHUA  (paccMompemby
anlbmepHaAmueHvle 8apUAHMbL JIeYeHUsl).

* Ilepen HayaaoMm WHTAJSIIMOHHOU Tepanuu
H#UITOMIPOCTOM 11€J1eC000Pa3HO MPOBEICHUE HCCJIeIOBAHUE JIBIXaTEIbHBIX
00bEMOB C TPUMEHEHHWEM JICKAPCTBEHHBIX NIPenapaToB i HCKIIOUCHUS
Halln4us TSKETBIX OOCTPYKTUBHBIX HapyuieHui [6, 8, 408, 410, 411].

YAA3YYP A

#Cenexcunar** (ATX — BOLAC) — BBICOKOCENCKTHBHBIH aroHUCT PEIEHTOPOB

npoctauukiauHa  (IP)  ans  nmepopanbHOro  mpuéMa ¢ BBIP@KEHHBIMHU

BAa30MJIATUPYIOIIMMH U aHTHUIpoJudepaTuBHbIMU cBolicTBaMu [416]. JleiicTBue

#cenekcumnara®™* u ero merabosinTa peanusyercs uepes aktupaiuio [P -penentopos,

BbI3bIBaeT Bazonwiaatanuto cocynoB MKK wu chmwxkenue JICC. BozgelcTBys

MOCPEACTBOM ILHUKINYECKOTO aJeHO3UHMOHO(oc(haTa, arOHUCThl MPOCTAMKINHA

BBI3BIBAIOT paccialieHue TIIAJIKOMBIIIEYHBIX KJIETOK U, KakK CIeICTBUE —

pacuIiipeHue JIETOYHBIX COCYZOB; MOJABIsIs Tpoaudepanuio TIIaJIKOMBIIICYHBIX

KJIETOK, CHHIKAIOT JIETOYHOE COCYJIMCTOE COMPOTUBIICHUE, UHTUOUPYS arperaiuio

TPOMOOIIMTOB, OKa3bIBAIOT AHTUTpOMOOTHUEcKoe aeicTBUEe. D(PPEKTUBHOCTh U

0e30MacHOCTh, MOKa3aHa B JBOWHOM  CJIENIOM  IIale00-KOHTPOJIUPYEMOM

uccnenoBanuu Il ¢azel mo onenke 3pheKTUBHOCTH CeJeKcuIara ¢ y4éTomM nepBoro



coobiTus 3a00neBaemoctd U cMepTHOCTH (GRIPHON) ¢ yuactuem 1156 B3pocibix
oonbHbIX ¢ JIAT, monyuyaBmux npemnapaTt Kak MOTOTEpAINIO, TAK 1 B KOMOUHALIMH C
AHTAarOHWCTOM JHJAOTEJIMHOBBIX PEIENTOPOB U MHTHOUTOpOM dochomudcTepassl 5
tuma [416, 417]. DddexTuBHOCT, #cenekcumnara®** goka3zaHa B OTHOIICHUU
uauonarudeckol u HaciaeacrBeHHou JIAIL, a rtaxxke JIAID, accouumpoBaHHOU C
3a00JeBaHUSAMU coeauHUTENbHOM TKauu U JIAT, accorunpoBanHOM ¢ BpOXKAEHHBIM
MOpPOKOM cepAana. B 3ToM MacmTabHOM, pPaHAOMH3UPOBAHHOM HCCICIOBAHUU
#cenekcumar®**  mokaszal  CHWJKEHHME  pHUCKAa  BO3HUKHOBEHHMS  COOBITHH
3a00JIEBAEMOCTH M CMEPTHOCTH T10 CPAaBHEHUIO ¢ Tu1arnedo Ha 55% mpu Ha3HAYCHUH
Ha paHHEW cTaauu 3a00JieBaHUSA (B MEpBbIE 6 MECSAIEB OT MOMEHTA MOCTaHOBKH
nuartosa), Ha 40% B oOmeit nomyssinuu O0osibHBIX JIAT, Ha 42% B monyndnuu
nanuenToB ¢ JIAT-BIIC, na 42% npu nobGaBinennu k MoHotepanuu ud®JID-5u Ha
37% npu no6aBnennn Kk komoumHanuu APD n n®J12-5 BeokuBaeMoCTh MallMEHTOB
Ha Teparuu ¢ IpUMEHEHUeM #cenekcunara** conyctsa 5 net cocrasisiet 75,7%. [6,
417-420]. #Cenexkcunar** paspeuien nis anurenbHoro neuenus JIAT II-IV ©K no
knaccudukanuu BO3 y B3poChbIX ¢ LENbI0 MPEJOTBPAIICHHS IPOTPECCUPOBAHUS
3a00JeBaHuS.

B 2018 romay craproBano MexayHapoaHoe (¢ ydactueM 1eHTpoB PD) ncciaegosanue
3O PEKTUBHOCTH pa3IMYHBIX JO3UPOBOK #Hcenekcumara** s cliepKuBaHUs
nporpeccupoBanus JIAI' y nereil. YuuThiBas 3HAYMMbIE PE3YJIbTAThl UCIBITAHUN
mpernapara y B3pOCHBIX OOJNBHBIX, MHOTHE KIWHUKA WHUIIUUPOBAIM MPUMEHECHHE
#cenekcumara®® y nereil W TMOAPOCTKOB JO 3aBEPIICHUS KOHTPOJIUPYEMBIX
ucnbITaHul y geteit [422-428]. [Ipenapat nokaszan 3pGeKTUBHOCTH, COTOCTABUMYIO
C  BHYTPUBCHHBIMHU  TpOCTaHUJAMH.  MyYJIbTUIICHTPOBOE  HCCJIEJOBAHUE
a(pdexTnBHOCTH KOMOMHNpOBaHHOU JIAT -cienmudryeckoit Tepanuu ¢ 100aBICHUEM
#cenekcunara®* y nereil, BeimosHeHHOoe B ['epmanmu B 2020 romy, mokaszano
OTCYTCTBHE CMEPTHOCTH 3a 8§ MecCsIeB HaONIOAEHUs, YIyUIIEHUS KIHOUYEBbIX
(GYHKIIMOHAJILHBIX U TeMOJAMHAMHYCCKHX TToKa3atenei y 50% OOJNbHBIX, CHIKEHUS

CTENEHU MporpeccupoBanus 3adboneBanus y 27% [429].

e #Cenexkcunar** pexomengoBan netsim ¢ uJIAL, nJIATL, JIAI'-BIIC B kauectBe
MOHOTEpANu MPU MUHUMAIBHOM PUCKE U OTCYTCTBHE d(dexTa OT Tepanuu
AHTAarOHUCTAMU KaJIbIUsI. Y MAlMEHTOB C HU3KHUM, IIPOMEKYTOYHBIM U BHICOKUM
PUCKOM — TOJBKO B COCTaBe KOMOWHHPOBAHHOW Tepamuu [Js YIyqIICHUS
CUMIITOMOB, CJACpPKMBAaHUS TMPOTPECCUPOBAHUS 3a00JE€BaHUA W YIYyUIICHUS
nporHo3sa [8, 422-429].

YIIA3VYYP A



Kommentapmii: Cmapmosas 0osa npu eece nayuenma >50 xe — 200 wmke,

mumpyemas. 00 MAKCUMAIbHO NEPeHOCUMOU UIU 00 MAKCUMALbHO OONYCMUMOLL

0ozvl 1600 mxe. Ilpu eece nayuenma om 25 0o 50 ke nauanvnas ooza 150 mxe,

mumpyemas 00 MAKCUMALbHO NePeHOCUMOU UAU 00 MAKCUMATbHO OONYCMUMOU

0o3vl 1200 mxe. Ilpu eece nayuenma om 9 0o 25 ke Hauanvuas 0oza 100 mke,

mumpyemas 00 MAKCUMAJIbHO NEePeHOCUMOU UIU 00 MAKCUMANbHO OO0NYCMUMOU
003b1 800 mxe [8, 418, 424, 425, 429].

3.4. JleueHue OCTPOH JIETOYHON I'HII€PTEH3UHU
1 JIETOYHOI'0 KPpH3a

PexomeHnaoBaHo feTsM ¢ xpoHudeckor JII' ycrpaHeHue mnpoOBOIUPYIONIUX
daktopoB  (60oneBOTO  CHHApOMA, BO3OYXKACHHWS, alua03a, ajaKaio3a,
TUIIOBOJIEMHHM, TUIIEPTEPMHUH, TUIICPKOATYJISINH, aHEMUH, apUTMUH, WH(EKITHI)
I u30eraHusi JecTabmiIM3alii  COCTOSHHST M BO3MOXKHOH IMPOBOKAIIUU
neroyHoro kpwusa [8, 20, 22, 324, 335, 339, 340].

YIAA3 YYP A

Pexomenayercs 1etsiM ¢ octpoil JIAI' U Jero4yHO-rUNEepPTEeH3UOHHBIM KPHU30M
yCTpaHEeHHe MPOBOUHPYOMUX (akTopoB (00JEBOro CHHApPOMA, BO30YKICHHUS,
anua03a, ajnkKajio3a, TUMOBOJIEMUHU, TUIEPTEPMHM M Jp.) B COYETAHUU C
aJlcKBaTHOW Tepamue JIETOYHBIMM Ba3oAuJiaTaTOpaMU, BKIIIOYAs KHCIOPOJ,
OKCHJI a30Ta, MHTATSIMOHHBIN #UTOTIPOCT U niepopanbHbie JIAT -ciennduueckue
npemapatel [8, 20, 22, 324, 335, 339, 340, 430, 431].

YIUI3 VYP A

PexomenaoBanbl 1eTAM ¢ ocTpor JII' MHTanAuu yBIaXxHEHHOTO KUCIOPO1a PU
HOpPMaJIbHOW aHaToMuu cepana npu carypauuun 0O2<95%, onpenensiemoit
YPECKOKHBIM METOJIOM (MyJIbCOKCUMETpuei) [8, 22, 13, 312, 322].

YIUI3 VYP A

PexoMeHn0BaH MHTANAIMOHHBIA ~ okcunx  azota  (INO) g nedeHus
nocneonepauoHHon JII' y mnmanumeHTOB, HaXOASMIKUXCA HAa MCKYCCTBEHHOMU
BEHTUJISILIUM JIETKUX, C ILEIbI0 YJIYUYIICHUS OKCUT€HAllMU W CHM)KEHUS pHUCKa

JICTOYHOTO THIEPTEH3UBHOTO Kpu3a [122, 331-335].

YIA3 VYP A

Kommenrtapmii: Coxpanenue unu Hapacmanue npu3HaxKog n1e204Hol cunepmen3uu

Ha ¢one nauanra ommenvt mepanuu iNO mpedbyem eé 60300H08NEHUA.



* DKcTpakopnopajibHas MeMOpaHHas OKCUTCHaIU
(BKMO) pekomenaoBaHna netsm ¢ octpoit JII' wunm  gekommnencanmein
xponndeckoi JII' mpu HaMuumM TPU3HAKOB CHUIKEHHS CEpJIEUHOT0 BHIOpOCA MITH
rIyOOKOM  JITOYHOM ~ HEJOCTAaTOYHOCTH, HECMOTps Ha  IPOBOAUMYIO
ONTHUMAJbHYIO U aJIEKBAaTHYIO0 MEJNKAMEHTO3HYIO Tepanuto [8, 430, 431].

YAA3YYPA

Kommenrtapuii: DKMO  moowcem  paccmampusamuvcsi KAk 803MOACHOCHLb

NOO0EPIHCAHUSL  IHCUSHEHHBIX NPOYecco8 6 Kauecmee NepexooHo2o0 3mand K

MPAHCnIaumayuyu uiu 6vl300posienuto. llpu smom cmepmuocms demeii ¢ JII',

nyacoarouwuxcas 6 OKMO, eviwe, uem y Oemeu 6e3 JII. Daxmopamu

pucka nemanvrocmv npu IKMO y demeu sasnaromces: sospacm menee 6 mecsayes u

bonee 5 nem; ocmano8Kka cepoya nepeod IKCMPAKOPNOPATbHOU MeMOPAHH O

oKcuzeHayuetl, npesKCmMpaKopnopaibHas MeMOPAHHAS OKCUEHAYUS 2A3aMU KPOSU

¢ pH menee 7,12, PaCO2 6onee 75, PaO2 menee 35 u camypayueii apmepuaibHo2o

Kucnopooa menee 60%, npooondcumenbHoCms IKCMPAKOPNOPALIbHOU MEMOPAHHOU

okcucenayuu oOonee 280 uacos, dKCMPaAKOpnopanbHas CcepoeyHO-1e20YHAs

peanumMayus;, OCIOHNCHEHUs DKCMPAKOPNOPANbHOU MEeMOPAHHOU OKCULeHayUlU,

BKIIOYASL CEPOCYHO-TIE2OUHYI0 PEAHUMAYUIO, UHOMPONHYIO NOO0EPHCKY, 02/LyUleHUe

MUOKApOa, mamnoHaoy, 1e2oyHoe KpogomeueHue, GHympuiepentoe Kpogousiustue,

cyoopoeu, oOpyeue KpOBOUSNUAHUA, OUCCEMUHUPOBAHHOE BHYMPUCOCYOUCHOE

ceepmbobledHue, 3amecmunmeslbHyro no4Yeunyro nepanuro u Mema60ﬂuqec1<uﬁ 61141/[003
[431].

3.5. JleueHue NePCUCTUPYIOIIEH JIETOYHOH
TMIEPTEH3UH Y HOBOPOKIEHHbIX

* PexomenaoBana npu M0/I03PEHHUH/Y CTAaHOBJICHUHU JINarHO3a JIr y
HOBOPOXJIEHHOTO JO0TAalUsl KUCIOPOAa U/WUY, BEHTUIIALIMOHHAS MOAIepKKa JJIs
nocTuxkeHus mpeanpoTokoBoro SpOzotr 91% no 95%, yto cmocoOCTByeT
MpPEIOTBPALICHUIO  aTEJEeKTa30B, KoJjulanca JIETKUX ©W  [NePUOJUYECKOMN
necarypanuu [92, 432].

YAASYYPC

* PexkoMeHI0BaHO HOBOPOKICHHBIM C IEPCUCTUPYIOLIEH JIETOYHOM TUIIEPTEH3UEN

(IVITH) B mepBble Yachl TOCJE POXKICHUS B KA4e€CTBE IIEJIEBBIX 3HAYCHUM



paccmarpuBate PaCOz ot 45 no 60 mm prt. cT. u neneBot pH >7,25 ¢ ypoBHEM
nmaktaTa <5 MmMmoibe/a [92, 432, 433].

YAASYYPC

*  PexomenaoBano HoBopoxaeHHbIM ¢ [IJII'H u napymenuem nudys3uu B nerkux
(3a HWCKJIIOYEHHMEM TMAalMeHTOB C BPOXKIECHHOW AuadparManbHONl rpbikeit!)
MHTpaTpaxealbHOE BBeACHUE cypdakTaHTa A ONTHUMHU3AIMUA BEHTWIALHUU U
okcurenanuu [92, 432-435].

YIAA2VYYPA

* HMHramsiuvMoHHBIM OKCHJ a30Ta peKOMeHAOBaH i jedeHus aeren c¢ IIJITH,
Haxoxsmmxca Ha HWMBJI, nmns  yinydimeHuss OKCUIeHaUMd W YMEHBIICHHUS
notpedHoctu B DKMO, ecnu onu nyxnpatorcss B 100%-kucnopone uiam eciu
unaekc okcurenamnuu (Ol = (FiO2 X Pmean) / PaO2) npessimaet 25 [92, 120, 122,
333,335, 435].

YIAA3 YYP A

* PexomenaoBan nepopanbHblii npuém #Hcuingenaduna getsim ¢ [IJITH gns
YJIYYIICHHUS TEMOJIMHAMHYECKUX U PECITUPATOPHBIX MoKazaTeiei [92, 436-438].

YIA2VYYP A

* PexomengoBan npuém Oo3zeHtana** gnersm c¢ IIJITH kak B KkadecTBe
MOHOTEpAaNnuK, TaKk U B KOMOMHauuM cC #HcuigeHapuioM s yJIydlIeHUS
CHUMIITOMOB ¥ TéMOJIMHAMUYECKUX MMoKa3aTenei [8, 366, 367, 440].

Y42 VYYP A

* PexkoMeHA0BaH MHTATSIIUOHHBIN #UJIONIPOCT IETAM C TsKENbIM TeueHuem [TJITH
B coctaBe KoMOuHHMpoBaHHOM JIAI'-Tepanuu 1 yjaydlleHHs] IMOKas3aTenen
okcureHanuu [441-443].

Y42 VYYP A

* PexomengoBano ncnoinp3oBanne OKMO B neuenmu tspkenoun IIJITH, ecmm
JApyTrHe Mephl NHTEHCUBHOHN TEpaIliy HE YBEHYAIOTCS ycrexoM [ 8, 444-445].

Y13 YYPB

* He pexomengoBano BbinonHeHue npouenypsl OKMO 1 HeaOHOIIEHHBIX
nereii <34 uenmenp OepemenHoctu (0/7 muewt) w/mmum <2000 r© maccel Tena C
Tsokesoit [1JITH [8, 444-445].

Y13 YYPB



3.6. Tepanus jiero4yHoM runepPTEH3NH,
ACCOIIMMPOBAHHOM C 3200J1€BAHUSIMH JIEBBIX
KaMep cepana

CBoeBpeMeHHasi W aJIeKBaTHAs KOPPEKIUS OCHOBHOTO 3a00JIeBaHUS MOKET
MNPEAYNPEIUTh PA3BUTHUE U YMEHBIIUTH cTeneHb BTopuuHOM JII'. Ilpucoennnenne
noctkanuuisipaoit JII' 'y OGonbHBIX ¢ 3a00JieBaHUSMHU JIEBBIX KaMep cepiua
3HAYUTEJIBHO YXYJIIAET MPOTHO3 W YBEJIWYUBAET JeTalbHOCTh. Y neteir ¢ XCH
JNOJDKHA TIPOBOJAMTBHCA aJeKBaTHas MEAUMKAMEHTO3Has Tepamnus, BKIIOYAOLIas
WHTUOUTOPHI AaHTHOTEH3UH-TIpEBpaIanero gepmenta, 6J10KaTopsl pelenTopoB K
auruotensuny I, [-OmokaTopbl, aHTarOHUCTHI alBJAOCTEPOHA, JUYPETUKH,

CepAEUYHbIE ITIMKO3U/IbI, & IPY HAJIMYUU [IOKA3aHUN — KApAUOPECUHXPOHUZUPYIOLIAs

Tepanus. Y OOJbHBIX C BpOKACHHBIMHU U IPUOOPETEHHBIMH MOPOKAMU MUTPATHHOTO

M aopTajJbHOrO KJIanaHa, AaTPUOBEHTPHUKYJAPHBIX KIANAHOB, BPOXKAEHHOW WIIH

npuoOPETEHHON OOCTPYKIIMEH TMyTe MPUTOKA W OTTOKA JIEBOTO JKEIyJA0uKa

TpeOyeTcs CBOEBpEMEHHAs ONEPATUBHAS KOPPEKIIUU.

* PexomeHnaoBaHa CTaHAapTHas Tepanus JIEBOXKEITY JOUYKOBOU 1581051
OMBEHTPUKYJISIPHOU CEPACIYHON HEJOCTATOYHOCTH y TTartueHToB ¢ JII' 2 rpymisl ¢
NpuMeHEeHueM [3-0J0KaToOpoB, HWHTHOMUTOPOB AaHTHMOTEH3WH-IIPEBPAIIAIOIIETO
dbepMenTa wuiaM OJOKATOpPOB penentopoB aHruoreHsuHa II, mpemapartos
HalEepCTSIHKU, AUYPETUKOB W AaHTATOHUCTOB PELENTOB aJbJOCTEPOHA, IIpHU
HEOOXONMMOCTH MEXAaHMYECKOM TMOIACPKKH i1  JIEYEHUs] OCHOBHOTO
3abosieBanus [103-109, 345-347].

YIA2VYYP

* He pexomeHaoBaHo Ha3zHaueHHe BazomwsiTupyromux JIAI-npenapatoB npu
u3oaupoBanHoi mocrkanumspuoi JII' [5, 8, 103-109].

YAASYYPC

* #CungeHapun MoxeT ObITb peKOMEHI0BAH JCTSIM C BepU(UIMPOBAHHOU
KOMOMHUpOBaHHOM mnpe- u noctkanusuisipHoit JII' mpu JICC Gonee 5 ex. Byna x
M’ IS pasTpy3KH U TOepKaHus (PyHKIMH MPABOTO JKeIy10UKa U 00JerdeHus
cummtomoB [5, 8, 106-108, 446].

Y12 YYPB

KommenTapuii: Mccnedosanus npumenenus #cunoenaguia noxkazanu yaiyduienue

napamempog cemoounamuru, pyuxyuu IDK u kauecmea scusnu y 63pocivlx O0NbHbLX



¢ KOMOUHUPOBAHHOU npe- u nocmkanuiisaprou JII' u 3nauumvim nogviwernuem JICC
2
bonee 5 ed. Byoa x m" [446].

3.7. Tepanusa J1ero4HoOM runepTEeH3UH,
ACCOLMMPOBAHHOM ¢ 3200/ICBAHUSAMHU JICTKUX
U/ MJIM XPOHUYECKOM T'HMOKCceMuen

* PexomengoBana netsm c JII' 3-if rpynnbl MakCUMalibHasi ONTUMHU3ALUY JICUEHUS
OCHOBHOTO 3a0oJyieBaHus JieTKux [92, 447].

YIAASYYPC

* PexomengoBana jaetsm ¢ JII' 3 rpynnsl u runokcemueit B mokoe PaOz < 60 mm
pT. ct. miu SpO2 < 92% HenpepbIiBHAS OKCUT€HOTEpanus HE MeHee 18 yacoB B
neHb [92, 448].

Y13 YYPB

* PexomMeHnaoBaHa JONOJIHUTENbHAS OKcUreHoTepanus aetsaMm c¢ JII' 3 rpynmsl ¢
CUMIITOMHON Harpy3o4yHol pgecarypauumeit SpO2< 92%, ecau [10Ka3aHo
ylIydlleHHe CcUMOTOMOB U SpO2Ipu  HUCHOJIB30BAaHUU  JOTOJHUTEIBHOIO
Kkuciopoja [92, 447, 448].

Y43 YYPB

* PexomenaoBaHa HOYHas okcureHorepanus aetsMm c JII', accounmpoBaHHOU C
runokcemuer Bo cHe, 1 cHuwxkeHue JICC, yiydlmieHWss TOJIEPAHTHOCTH K
(busnueckoi Harpy3Kke U yJaydlleHus BDKUBaeMocTH [92, 121, 447-451].

Y43 YYPB

* PexomengoBan npuém #cunaenadpuna gersam c JII', acconuupoannoit ¢ BJI/I,
Opu OTCYTCTBUHU YyiyuuieHus cumntomoB JII' Ha QoHE OKCuUreHoTepamnuu
mpu SpO2>92% [8, 92, 451-456].

YIA2YYPB

* He pexomengoBan npuéMm #amOpuzentana** neram c JII', accounnpoBaHHOM C
MHTEPCTUIMAIIbHBIM 3a00JIEBaHUEM JIETKUX M3-3a PUCKA YXYIUIEHUS COCTOSIHUSA
[456-457].

YIA2VYYPA

* He pexomenmoBau aerssM ¢ JII', accOUMMPOBAHHOM C HWHTEPCTULHAIBHBIM
MOpaXE€HUEM JIETKUX, MpUEM #HpuonuryaTta™™* u3-3a pucka cepbE3HbIX MOOOYHBIX
s dexToB u cMmepTHOCTH [458]

YIA2YYPB



3.8. Tepanus jierouyHoM runepTEeH3NHM,
00yCJIOBJIEHHOHM OOCTPYKIMEH JIErOYHOMI
apTrepuu

*  PexomenaoBaubl 1eTsM ¢ XTIJII' Mepbl 0 TMKBUIALMY OIPUYUHBI U UCTOYHUKA
TPOMOOB H3-3a pucka peTpom0030B [139, 141-142, 148, 154, 206].

YAA3YYPB

* Pexomenayercs netsm ¢ XTOJIIT paccMoTpeTh BO3MOYKHOCTH IPOBEICHMS
neroyHou TpomO3uaapTepakTomun (JITD) B cienmanuzupoBanHoM meHTpe [ 139,
141-142, 154, 206, 459, 460].

YIIA2VYYP A

Kommenrapuii: JITD sa6ns1emcs memooom nepeoti JuHul 8 jeyeHuu onepaod envHoll

XTOJII'. DOmo mexHuwecku ClOJCHAA onepayus, Komopas obecnevyusaem

nayuewmam ¢ XTOJII' ynyuwienue 8vlocueaemMocmu U Kavecmed JHCUHUL.

Memaananusz dannvix oonee 5000 nyoauxayuil, noceawennwvix JITO, nokaszan, umo

30-0negnasn nemanvrocmo 3nauumenvuo sapvuposana om 0,8% oo 24,4% e paznuvix

Uccne008aHUAX U HANPAMYIO 3a8ucena om oovéma JITD, npo8oouMbIX 8 KOHKPEmHOM

yeumpe. [lokazamenu 1emanbHOCmu NpoO2pecCUsHO CHUNCATUCH Yepe3 Kadicovle 100

8bINOIHEHHbIX npoyedyp. Illpu smom nepuonepayuonuas 1emaibHOCMb 3A68uUcend

om go3zpacma, JICC u @K nayuenma. Bvicoxue nokazamene JICC koppenupoganu c

puckom ocmamounou JII' nocne JITO [460].

* Pexkomenayercs mpuéM Hemnpsambix aHTukoaryiasHtoB (Kom ATX-BO1AAO3
AntutpomboTHyeckue cpeactsa) aetsm ¢ X TOJIT mis npopuTakTHKY pernIuBa
octpoii TpomO03MOoHK NerouHoi aptepun [139, 141-142, 154, 206].

e #Puonuryat** MoxeT OBITh peKOMEeHA0BaH JeTsAIM ¢ HeornepabenpHor XTOJIT
ISl ynydieHusi GQyHKIIMOHATBHBIX U TEMOJMHAMHYECKUX XapakTepuctuk [402,
404].

Y12 YYPB

* #Unonpoct MOXET ObITH peKOMEHA0BaH JIeTsIM ¢ HeonepabenbHor XTIJIT nos
yJIy4ILIEHHS [TOKa3aTeslell TeMOAMHAMMYECKUX XapakTepucTuk [413].

YAA3YYPB



3.9. Xupypruueckoe JieueHH e BPOKIEHHbIX
MOPOKOB CepAlLla C JIEFOYHOU apTepHUuaAJIbHOU
rUIepTeH3ueu

* PexomenmoBano netsim ¢ JIAT-BIIC oOcnenoBanue W JieueHHEe B
CreluaaIu3MpOBaHHbBIX IICHTpax [8, 22, 45, 47, 48, 51, 52, 461-465].

YIAA2YYPB

* PexomengoBano getsM ¢ BIIC wu  1npocThiMM  MOCTTPHUKYCHHAAIBHBIMU
nedextaMu co  3HAUYMMBIM  apTepuoBeHO3HBIM  (Qp/Qs> 1,5) cOpocom
CBOEBPEMEHHOE XUPYPrUUECKOE/IHOBACKYIISIPHOE 3aKpbITHE Ae(EKTa B MEPBHIC
6 MecsieB KU3HU JJIsI KOPPEKIIMU HApYIICHUH TeMOJAMHAMUKU U TPOPUITaKTUKHI
pa3BUTHSA JIETOYHOM cocyaucToit 6onesnu [8, 45, 47, 48, 51, 283-285].

YAA3YYPB

* PexomenaoBano netsam ¢ BIIC u nmpocTeiMu IpeTpUKyCIUIATBHBIMU Je(EeKTaMu
CO 3HAYUMBIM apTepHOBEHO3HBIM cOpocoMm (Qp/Qs> 1,5) cBoeBpeMeHHOE
XUPYPTHUECKOE/IHAOBACKYIISIPHOE 3aKpbiTUe JedekTa ¢ WHIUBHUIYaJIbHBIM
pacuy€ToM BEpPOSATHOIO PUCKA M MOJb3bl ISl MPUHATUA PEHICHUS B KaXKJIOM
KOHKpETHOM ciyudae [8, 45, 47, 48, 51, 283-285].

YIA3YYPB

Kommentapmii: Kax npasuo, Xupypauieckoe Jleuenue npoCmuvix

NPempuKyCcnuOaIbHbulX 0eheKxmos CcO 3HAYUMbIM aAPMEPUOBEHOZHbIM COPOCOM

(Qp/Qs> 1,5) nposooumcs 6 6ozpacme cmapwe 1 200a.

* PekomeHayeTcsl I€TAM C TMpe- WM TOCTTPUKYCHUAATBHBIMU Jedexktamu B
BO3pacTe >6 MecsleB, UMEIOIIUM KJIMHUYECKUE U NUHCTPYMEHTAIbHbIE TPU3HAKU
Boicokor JII' (JII'>70% mno manmaeiMm DXOKI', numanos, SpO2< 95% wu nap.)
MPOBEICHUE KaTeTepHU3allid TPaBbIX M JIEBBIX OTAETIOB CepAlla Tepen
MHTEPBEHIIMOHHBIM/XUPYPrUYeCKUM JieueHueM [8, 45-48, 270, 461].

YAA3YYPB

* PexomengoBano aetsim ¢ JIAI'-BIIC npoBeneHune karerepuszanuu cepaua Ao
XUPYPTrUYECKOTO/MHTEPBEHIIMOHHOTO 3aKphITUA JAe(ekTa BHE 3aBUCHMOCTH OT
BO3pacTa MpPH HAIUYUM HWHTEPKYPPEHTHBIX 3a00J€BaHUW WM CHHIPOMOB,
acCOIMMPOBAHHBIX C MOBBIMICHHBIM puckom JII' [8, 45, 47, 123, 136, 266-271,
461].

YIA3 YYPA



* PexomengoBano getsm ¢ uJICC <6en. Bynma x M°H  COOTHOIICHHEM
nJICC/uIICC <0,3 xupypru4eckoe/MHTEPBEHIIMOHHOE 3aKpbITHE IIyHTa MpHU
OTCYTCTBHH JIOTIOJTHUTEIIBHBIX (haKTOpOB pucka [8, 45, 47, 283-285].

YIAA3 YYPA

* PexomengoBano getsm ¢ JIAT-BIIC u uJICC > 6 en. Byna x M’ M OTHOIICHUEM
nJICC/ullCC > 0,3 mpoBemeHue OCTpPOro TecTa Ha Ba30PEAKTUBHOCTH JIJIS
ompeJieNicHUs] KpUTepUeB orepadeabHocTH [8, 45, 47, 266-271, 283-285].

YAA3VYYPA

* PexomengoBano getsm ¢ JIAI-BIIC  xupyprudeckoe/MHTEPBEHIIMOHHOE
3aKpBITHE LIYHTA C CO3JaHueM (DeHEeCTpaluu MEXIPEICEePIHON MEePEeropoiKU B
clly4ae, eCJIM IPU OCTPOM TECTE Ha Ba30peakTUBHOCTh JOCTUTHYTHI MJICC <6 efn.
Byna x M° u cootnomenne uJICC/ullCC <0,3 u 0TCYTCTBYIOT AONONHUTENbHbIE
dakTopsl pucka [8, 45, 47, 266-271, 283-285].

* PexomenaoBan netsim ¢ JIAT-BIIC kypc JIAT-cneuuduyeckoit Tepanuu
MIPOJIOJIKUTEIIBHOCTBIO 3-4 MecsiIa (Tak Ha3bIBaeMbIii treat-and-repair moaxom) ¢
MOCJeayIoLEel TOBTOPHOM OLIEHKOW TeMOAMHAMUKY U 011epal0esIbHOCTH B Cllyyae,
ecIM TPH OCTPOM TecTe Ha BaszopeakTnBHOocTh MJICC > 6 en. Byma x mM'nm
cootHomenue nJICC/ullCC > 0,3, [8, 45, 47, 266-271, 283-285, 462-464].

YAA3YYP A

* PexomengoBano netsm ¢ JIAT-BIIC u uJICC u >6 en. Byna x M’ 00CIIeIOBaHHIE
B CICIUATU3UPOBAHHOM LIEHTpE [Js pa3palOTKu MEepPCOHUDUITUPOBAHHOTO
MoaXoJa € TOPUMEHEHHEM  KOMOWMHUPOBAHHOM  MEIMKAaMEHTO3HOM U
XUpypruveckoit Taktuku [8, 45, 47, 266-271, 283-285].

YAA3YYP A

* PexkomengoBano netsm ¢ JIAI-BIIC, OonpmuM mTOCTTPUKYCHUIATBHBIM
IIYHTOM M TSDKENOM COmyTCTBYIOLIEH MaTojiorueil (mpu HEBO3MOXKHOCTH HIIU
BBICOKOM DPHCKE OMEepaluu ¢ UCKYCCTBEHHBIM KpPOBOOOpAIlleHHEM) B KayecTBE
aNTbTEPHATHBBI TEPBUUYHOMY 3aKPBITHIO AedeKTa paccMOTPETh ABYXITAIHOE
XUPYPruuecKoe JeYeHne ¢ Cy>)KUBAaHUEM JISTOYHOW apTepuu Ha IEpBOM dTane [8§,
45, 47, 281-283, 465].

YAA3YYPB

* He pexomenaoBano aetssMm u noxpoctkam ¢ JIAI-BIIC wu wJICC>
8 en. Byma X M* u/unu  cuHAPOMOM  Dii3eHMeHrepa  3akphITHE I@pe- U
MOCTTPUKYCIIUJATBHBIX Ae(EeKTOB M3-3a HEOIAaronpusaTHOTO MporHosa [8, 45, 47,
281-284, 471-475].

YAA3YYPB



Kommenrapnii: Heonepabenvuvim 6Oonvnuvim ¢ JIAI-BIIC, exnwouas cunopom
Diizenmenzepa, noKasana mapzemuast JIAI-mepanus 8 00véme,
coomeemcmayouem cmeneHu maxicecmu cocmosaHus (cm. n. 3.3).

* PexomenaoBano netam ¢ JII' npu cioxssix BIIC umm coueranuem BIIC c
CHCTOJIMYECKON ¥ JAMACTOJIMYECKOW MUCOYHKIIMEH CHCTEMHOTO J>KEIyI04YKa
MPOBEJICHUE IIOJIHOI'O IIPOTOKOJA KAaTeTePH3alMH IPABbIX U JIEBBIX OTJCIIOB
cepAana s OIEHKH MapaMeTpoB TeMOJAMHAMUKH, ompeaencHus tuna JII' u eé
TsDKecTH [8, 45,47, 266-271, 283-285].

YIAA2YYPA

* PexomenaoBano getsm ¢ BIIC u  yHHBEHTPUKYJSIPHOM T'€MOJIMHAMHUKOM
MOKa3aHUsIMH K OIlepamusM «00XoJa» IMpaBbIX OTACIOB cepiia (onepamuu
doHTeHa U IBYHAIIPAaBICHHOMY KaBaIyJIbMOHAJIbHOMY aHACTOMO3Y) CUHTATh CP.
JIJIA < 15 mm pr. c1. 1 uJICC < 3 ex. Byna x M’ [8, 45-47, 466, 467].

YIAA3YYPB

3.10. ITanauaruBHOE XMPYPrudecKoe
Jeyenue JII'

* PexomMengoBaHo aAeTssM ¢ cynpacucteMHod  JIAI'  BBICOKOro  puCKa,
pedpakTepHoii K KOMOWMHHUPOBAHHOW TPOWHON TapreTHOW Tepamuu ¢
MPUMEHEHUEM MPOCTAHOUJIOB, B OTCYTCTBHUE 3HAYMMOTO CHCTEMHO-JIETOYHOIO
IIYHTa PACCMOTPETh BO3MOYKHOCTh MAJUIMATUBHOIO XUPYPTHYECKOTO JICUCHUS
(AC, anacromo3 IlorTca) ans ynyumieHus (yHKIIMOHAJIbHBIX IOKa3aTejed U
YBEJINYEHUS BBIKUBAEMOCTH, B T. 9. Ha BpeMsl
OKUJaHUS TpaHCIIaHTauKM JierkuXx [8, 468-474].

YAA3YYPB

KommenTapmii: [annvie naiIuamueHsle Xupypeuueckue onepayuu

paccmampuearomes Kak 6 Kavecmee CaMOCMOAMENbHO20 Memooa JeyeHus,

nokaszaeuwie2o c6or 3¢hgexmuenocms 6 nevenuu JII, max u 6 kauecmee «mocma» K

mpancnaianmayuu neekux. Cymo npoyedypolt AC co cmenmupoganuem MIIII unu 6e3

cocmoum 8 Co30aHUU PEeCMPUKMUBHO20 MENCNPEOCePOHO20 CO0DWEHUs C npaso -

JIeBbIM COPOCOM Ol CHUJICEHUS. NPEeOHACPY3KU HA NPABbIU HCeNyO0UeK, VIYyYUleHUs

NpeoHazpysKu J1e020 JHCeNy0ouKa U YVeeluyeHus cepoeuHoco evlbpoca. B

omcymcmeue HNpoOmMuBonoKazanuti K npogedenuro npoyedypvi AC 0cHOBHBIM

ycnosuem eé ycnexa u, Kak cieocmeue, Yayuduenuss COCmosanus pebeénKa a6/semcs



cmadunvHoe npegvlulenue nokazameneu O0agleHus 6 NpagomM npeocepouu no

cpasnenuio ¢ neeuiM. Illpoyedypa conposodicoaemcs — cHudicenuem  0oue2o

CUCMEMHO20 HACbIWeHUsl KUCTIOPOOOM. B omauyue om nocmmpuxycnuoaibHo2o

wynmuposanus  (anacmomosza  Ilommca), coz0anue  pecmpukmuHo20

NPEempUKYCnUOAIbHO20 WYHMA UMeem NOMEeHYUAIbHYIO NONb3Y U OONYCMUMAa y

OONbHBIX ¢ KIUHUYECKUMU NPOSAGNEHUAMU  YMEPEHHOU NpagoiCceny00uKo8Oll

Hedocmamounocmu. Hanpomus, cozoanue coodwenus mexcoy Hucxooaujeu aopmotu

U J1egoll 1e2ouHol apmepuel 6 yciosus cynpacucmemuou JII' nomenyuanvho

OO0JINHCHO CHUNCAMb NOCMHAZPY3KY HA NPABbIUL HCENYO0UeK 00 YPOGHS CUCMEMHOZO.

Ilpu smom opmupyemcs puzuonozusn cunopoma JiizeHmenzepa co cmabuibHbIM

npago-n1esvlM cOpocom u yuanozom. B omauuue om AC, npu Komopou cHudsiCaemcs

obwas camypayus, amacmomos I[lommca npusooum K Oecamypayus HUddCHeU

NONIOBUHBL MeNad NPU HOPMATbHOM HACHIUWEHUU KUCIOPOOOM GepXHell NOJIOGUHbL U

mosea 6 wacmuocmu [8, 468-474].

* Crporo pexomenaoBaHno jetsiMm ¢ JIAI nposeaenue npouenyp AC 1 HanoKeHUS
aHactomo3sa [loTTca B crienMaan3upoOBaHHbIX LIEHTPAX, UMEIOIIUX JOCTATOUHBIM
OIIBIT MPOBECHUS MOJ00HBIX onepanuii [8, 468-474].

YAA3YYP A

* Ctporo pexkomenaoBano netsiMm ¢ JIAT nmponomkenne koMmOunupoBanuo JIAT
Tepanuu B ONTUMAJIbHBIX TO3UPOBKAX mocie npoueaypsl AC uiau HaJoXeHus
anactomosa I[lotrca [8, 468, 474].

YAA3YYP A

* He pexomenngoBano netsim ¢ JIAI' npoenenne AC mnpu HaIu4yuu CIEIYIOMINUX
(aKkTOPOB CBsI3U C BEICOKUM PHCKOM JIETAIBHOTO Ucxoja [468-474]:

1) cpennee maBiacHHUE B MpaBoM mpeacepauu >20 MM PT. CT.;

2) HACBIIICHUE apTePHUAIbHON KPOBH KHUCIOPOAOM B Tokoe <90%;
3) TsoKénas MpaBoOXKETyI0YKOBass HEIOCTATOYHOCTb;

4) TepMHHAJIbLHOEC COCTOSHUE TAIlMCHTA.

YIA3 VYP A

3.11. TpaHcIIaHTAMA JETKHX



HecmoTpss Ha ycnexu MeaukameHTO3HOW Tepanuu JII', 5-JeTHsS BBIKMBAEMOCTh
OCTaeTCsl HU3KOM W BapbUpyeT B mpeaenax 57-75% B 3aBUCUMOCTH OT 3THUOJOTUU
JII'. Tlpm mnporpeccupoBaHWU 3a00J€BaHUS TpaHCIUIAHTAIUMSA JIETKUX WJIH
KOMOMHUPOBAHHAS TPAHCIJIAHTAIMS CEpAIA/JIeTKUX OCTAaéTCs €IUHCTBEHHBIM W3

BO3MOJKHBIX IIIAHCOB HA BEI)KMBAHUE ITOU TSIKEIOU I'PYIIIbI TAIIMEHTOB.

* PexomenmoBano fetsim ¢ JII' BbicokOoro pucka, B OTCYTCTBHE HEOOPATUMBIX
OPOKOB U JPYTUX CTPYKTYPHBIX U3BMEHEHUI cepAlla paCCMOTPETh BO3MOXKHOCTh
npoBeleHuss OuilaTepaibHOM TpaHCIUIAHTAUUU JIETKUX TMpPU  COOJIIOIECHUU
ciaenyromux kputepues [8, 475, 476]:

1. OblcTpoE MpOrpeccCupoBaHUE CUMIITOMOB;

2. COXpaHEHHUe KPUTEPHUEB BHICOKOT'O pHCKa Ha (hOHE KOMOMHUPOBAHHOM TPOUHOMN
TapreTHOW Tepanuu ¢ NMPUMEHEHHEM HHTAIALUOHHBIX WM BHYTPUBEHHBIX

IIPOCTAHOMJOB B MAKCUMAJIBHO IIEPEHOCUMBIX J103aX;
3. ©KIII-1V;

4. ceplaedHbI HHACKC < 2 JT/MUH/M

5. naBneHue B IPABOM MpEACEPANH > 15 MM pT. CT.

Y43 YYPB

KommenTapmii: buramepanvnas mpancnianmayus J1ezkoeo npu JII' umeem

3HAYUMENbHO O0Jiee 8bLCOKYIO KPAMKOCPOUHYIO U 00120CPOUHYIO BbIHCUBAEMOCTb NO

cpasHenuro ¢ yHunramepanivHou. Pewenue o mpancnianmayuu - credyem
paccmampusams 00 Hacmynienus mepmuHaivior cmaouu XCH u nosenenus

NPUZHAKO8 OPY2Oll OP2aAHHOU HeOOCMamo4HOCMU.

e Jletam ¢ JII' BeicOKOTO puCKa, pedpakTepHOH K  MaKCUMaJbHOU
MEIUKAMEHTO3HON Tepanmuu MpU HAJIMYUM HEOOpPaTUMBIX IMOPOKOB W JPYTHUX
CTPYKTYPHBIX U3MEHEHUN CEpJlla peKOMEHI0BAaHO PACCMOTPETh BO3MOKHOCTH
KOMOWMHUPOBAHHOW  TpaHCIUIAaHTAllMM  KOMIUIEKCA  CepJla-jerkue  mpH
COOJIIOJICHUH CIIeayIONUX KpuTepues [8, 475, 478]:

1. ObicTpoe mpoTrpeccupoBaHUE CUMIITOMOB;

2. cOXpaHEHHUe KpUTEpHUEB BHICOKOI'O pUCKa Ha (hOHE KOMOMHUPOBAHHOM TPOWHON
TapreTHOW Tepanuu C NMPUMEHEHHUEM HWHTAISIUOHHBIX WM BHYTPUBEHHBIX

IMPpOCTAHONAOB B MAKCUMAJIbHO IICPCHOCHUMBIX N03aX,

3. OK III-1V;



4.

CepJICYHBbINA UHJIEKC <2 J/MUH/M;

5. JaBieHHE B IIPABOM MpEACEPANH >15 MM pT. CT.

YAA3YYPB
* He pexomenmgoBaHno netsiMm c¢ JII' mpoBeneHue mnpoueaypbl TpaHCIJIAHTALUU

JICTKUX MJIM KOMIIJICKCA CCPALC-JICTKHUC TP HAITMIHNHN CIICAYIOINX KPUTCPHUCB [8,

475, 478

1.

2.

8.

9.

3JIOKAQYCCTBCHHBIC HOBOO6pa3OBaHI/I}I 3a IMOCJICAHHUC 5 JCT,

HeoOpaTuMble  3a0ojeBaHus  JApyrux  opraHoB  (Hampumep, XIIH,
HYXXJAIOAasICsd B AWaln3e, TOKEIBIA KapAualbHBIM (PuOpo3 uiau IUppo3

MEUYCHH);

. UHKypaOeJbHbIE XPOHUYECKUE BHEJIErouHble MH(EKINH, BKIIOUAs] aKTUBHBIE

renatutel B, C u BUY;

. TyOepKymnés;

. 3HaYMMble eopManuy rpyITHON KJIETKU U MO3BOHOYHUKA;

OTCYTCTBHUC IIPUBCPKCHHOCTU IMAOUCHTA WU CCMbH CJICIOBATb MCIHNIHMHCKHUM

NpCANrCaHusAM,;

. HC nmoggarmecca  JICUCHUIO IICUXHNYCCKOC W/WIm IICUXOJOTHYCCKOC

paccTpoOiCTBa;
colajbHas Ae3ajanTalus;

KYPCHHUC, AJIKOTOJIbHAA U HAPKOTUYCCKAA 3aBUCUMOCTH.

Y43 YYPB
4. MeauuuHCKas peaduanuTanusa u

CAHATOPHO-KYPOPTHOE JICYCHHUE,
MEANLUUHCKNE NOKA3AHUA U
MPOTHUBONMOKA3AHUS K IPUMEHEHNIO METOI0B
MEAMIMHCKON peaduJuTanuu, B TOM YUCJIe
OCHOBAHHBbIX HA MCNOJIb30BAHUH
HPUPOAHBIX JIe4eOHbIX (PaKTOPOB



Peabunutanus — BakHas COCTaBHAas 4YacTh KOMILIEKCHOM MpOrpaMMbl Tepanuu
OOJIbHBIX C JITOYHOW THUNEPTEH3UEH W NPEACTaBIsIeT COOO0M KOMIIJIEKC MeD,
BKJIIOYAIONIUX HE TOJBKO (U3UUYECKUE TPEHUPOBKH, HO M KOPPEKUIHUIO WU
nojaJepxaHue  aJeKBaTHOM  0a30BOM  Tepamuu,  I[CHUXOJOTHYECKYI0 |
WHQOPMAIMOHHYIO TMOJAEPKKY MAalMeHTy U €ro CeMbe, HampaBJICHHbIE Ha
yiayulleHre PU3n4ecKoro ¥ SMOLMOHAIBLHOTO COCTOSIHUM peOEHKa U (opMuUpyromme
NOBeJeHYECKHE HM3MEHEHUs 71 GOpMHUPOBAHMS 30pOBOro obpasza xku3nu [479].
PeaOunurtanuoHHbie MEpOIPUATHS pa3pabaThIBalOTCs U IIPOBOJATCS
CIIEUAIIMCTAMU  JKCHEepTHOTO meHtpa JII' cTrporo B  HONOJNHEHUE K
MEOUKAMEHTO3HOM Tepanuu. lIpu mnpaBMiIbHOM TPOBEAECHUHM NPUBOIUT K

YIYUIICHUIO KIMHUYECKOTO COCTOSIHUS, TOJIEPAHTHOCTH K (PU3NUYECKUM HArpy3Kam.
Lemn peabunuranun y 60mpHBIX ¢ JII':

1. ynydmieHue TOJEPaHTHOCTH K (DU3MYCCKUM HATPy3KaM;

2. ONTUMHU3AIUS TICUXOJIOTUYECKOTO COCTOSTHUS,

3. yJIydlieHHe CUMIITOMOB;

4. ynydiieHue KauecTBa KU3HH;

5. CHMIKEHHE YaCTOTHI rocnnmnmaunﬁ BCJICACTBHC YXYAUICHUA COCTOAHUA, B T. Y.

¢ ucnoyb3oBanuem bUT;
6. CHWI)KEHHE CMEPTHOCTH.

MetaaHanu3 KIMHUYECKUX HCCICAOBAHUM, BKIIOYas PaHIOMU3UPOBAHHBIC,
W3Y4YaBIIUX BIUSHUE (PU3HMUYECKOU peaOUIIUTAIIMU U PECIUPATOPHOTO TPEHUHTA Y
oonpubIx ¢ JIAD, mokaszan yiaydiieHHE TEPEHOCUMOCTH (U3UUYECKUX Harpys3oK,
YBEIIMUCHHUE YPOBHS (PU3NUECKON aKTUBHOCTH, YMECHBIIICHHUE OJBIIIKHU, YBEIHUCHUE
nuctanuuu npu TOMX, KIIT, cHukeHrne BbIpaKEHHOCTH CUMITOMOB, YIIyUIIICHUE
kayectBa ku3HU [479]. MHccnemoBanusi TOKaszaidd, YTO HMHIWBUIYAJIbHO
pa3pabotanHas (U3UYECKOW peaOuIuTallMd B COYETAaHWMM C aJCKBATHOU
MEIMKaMEHTO3HOUW Tepanueit y manueHToB ¢ JIAIT cmocoOCTByeT ynydllIeHUIO U
MPEIOTBPALIAET BO3MOKHOE YXYJIIEHUE B KOHTEKCTE COCTOSHHUS 3J0pOBbS B
JOJITOCPOYHOM MEPCIIEKTUBE, HAPSIAY C YIYUIIEHUEM TOJIEPAHTHOCTH K pu3znueckoun
Harpy3ke W yBEJIMYCHHEM BPEMEHH, 3aTPAauyMBaeMOr0 Ha (PU3HMYECKYI0 aKTUBHOCTH

HU3KOW MM cpeaHelt nHTeHcuBHoctu [479, 480].



PeaOuinranuoHHbIe MEPONIPUATHSA AJA nauueHToB ¢ JII' Bkiayawr:

1. ompenesieHne UHAUBUAYAJIBHON MEPEHOCUMOCTH HArpy30K MalMeHTa,
2. KOMIUIEKC (pr3nuecKoi peaduIuTaIm,

3. TICUXOJOTUYECKYIO TIOJIIEPKKY, TTOBBIIIEHUE MOTHUBAIINH,

4. KOPPEKIUIO JUECTHI,

5. COLMANIbHYIO MOJIEPKKY.

OO0s3aTebHOE Tpe60BaHI/IH JJIs1 Hadajaa pea6I/IHI/ITaHI/IOHHBIX MGPOHpI/IHTI/Iﬁ JJIsL

00JsbHBIX ¢ JIAT BKIIIOYAIOT:
1. cTtaOuiabHOE COCTOSHHE IMAllMEHTa B TEUECHUE 3 MECSLIEB,
2. ONTUMAJbHYIO HHIWBUAYIbHO TI0g00pannHyo JIAL -crienupuueckyro Tepamnuto,

3. MyJIbTUIUCHUILUIMHAPHYIO KOMAHAY CIEIHAINCTOB, MPOMISANINX CHEIUATbHYIO
NOJATOTOBKY: Bpady-KapJuoJIOT, Bpau-MyJIbMOHOJIOT, Bpau-(puU3noTepaneBT, Bpad
no JiedeOHOM (PU3KYIbTYypE, CHEHUATUCT MO (HUIUUYECKON peaduIuTaluu

(KI/IHG?;I/IOCHGLII/IEUII/ICT) , Bpau-AuCTOJIOT.

* PexoMeHZ0BaHO NPOBEJACHUE KOMIUICKCA HWHAMBUAYAIbHO IMOJOOPAaHHBIX B
YCIOBUSIX OJKCHEpPTHOTO IleHTpa mno JII' peaOuUIUTaAallMOHHBIX MEPONPUATHI
maruenTaM ¢ JII', HaxoasmmMcest B cTaOMIBHOM COCTOSTHUM HE MEHEe 3 MECSIICB,
MOJIyYaroluX aJIcKBaTHYIO TskecTH Tepanuto [479, 480].

YAA2YYPB

S. IlpopmirakTHKA U TUCIIAHCEPHOE
HAO0JII0IeHU e, MEAUIIUHCKUE TIOKAZAHUS U
NMPOTHUBONMOKA3AHUSA K IPUMEHEHUIO METOI0B
NPOoPUIAKTUKH

Jlerounasi THUTNEPTEH3Us] MOXKET OBITh CAMOCTOSTEIBLHBIM 3a00JICBaHHEM WU
CUHAPOMOM, OCJOXHSIIOIIUM IENbld COEKTp cocTosiHMU. CrenuanbHbIX MEp s
npoUIAKTUKU MAUOTATUYECKOW M HACJIEACTBEHHOW (OpPMBI HE CYIIECTBYET.
CBOEBpEMEHHOE aJICKBAaTHOE JICUCHHE OCHOBHOTO 3a00JIeBaHUS SBJISIETCS OCHOBHBIM
METOJ0M MpoduiaakTuku accouuupoBanHsix ¢opm JII'. Perymsapusiit DXOKI

CKPHHHUHI' B NCJICBBIX TIPYIIIIax, BKJIIOYasd OOJIBHBIX C CHCTEMHO-JIETOUYHBIMHU



HIyHTaMU, 3a00JI€BaHUSIMU COCIMHUTEIBbHONW TKAaHU, MOPTAIbHOW TUMEPTEH3UEH,
reMOJINTUYEeCKUMHU  aHemMusiMu, BUY-undeknueit, 3a001eBaHUSIMU  JIETKHUX,
OTATOIIEHHBIM CEMEMHBIM aHaMHe30M 10 pa3BuTuio JIAI, reHeTHYecKUMU
MyTalusIMU, acCOUMUPOBaHHBIMU ¢ JIAT U T. 1., O3BOJISAIOT BBISIBUTH 3a00JI€BAHUS
Ha paHHEW CTaJuM M CBOEBPEMEHHO HAa3HA4YMTh JieueHue. OCHOBHBIM METOJIOM
npodunaktuku JIAI'-BIIC, kak naubonee uactoit popmel JIAI' y nereit siBnsercs

CBOCBpPEMCHHAA KOPPCKIHUA ITIOPOKa CEpalia.

PexoMenmoBaHHBII IUIAaH AWUHAMHAYECKOro HaOmromeHus 3a OoxmpHbIMH C JIT

npezacrtasieH B Tadnuie 20.

Tabauya 20. Pexomenoosannwlii nian OUHAMULECKO20 HADII0OEHUS 3d OONbHBIMU C
JII'[8, 481]

6. Opranusanus oKazaHusd MeIUIMHCKOU
IMOMOIIH

Bce mamumeHntsl ¢ mpenmosiaraeMoi uiu  yctaHoBieHHOW JIIT mODKHBI OBITH
o0OcienoBaHbl B CHENUANU3UPOBAHHBIX IIEHTpax, rae mnomouls geTsm ¢ JIAT
OKa3pIBa€TCI B TECHOM COTPYJHMYECTBE PETHOHAIBHBIX  CIELHHAIUCTOB,
HaOJII0IAONTUX JEeTeH MO0 MECTY JKHUTEIbCTBA, U IKCIEPTOB CIICIIUATU3UPOBAHHBIX
neHTpoB. Ctparterusi okazaHusi momomiy AetaMm ¢ JII' mobkHa CTpOUThCS MyTEM
CKOOPAMHUPOBAHHBIX  YCHJIMW  BpA4EHU-IAETCKUX  KapAUOJIOTOB, Bpayeu-
MMYJIbMOHOJIOTOB, Bpauye€M-pEBMATOJIOTOB,  BpPAa4E€M-HEOHATOJOIOB,  Bpadeu-
CEepJIEYHO-COCYAUCThIX XUPYPOB, Bpayel-TOpakadbHBIX XHUPYProB, Bpadeu-
XUPYpProB, Bpadyedl yIbTPa3BYKOBOW JHAarHOCTHKHW», Bpaded (QyHKIMOHATHHON

JTMaTHOCTHKW», Bpaueh-peHTrenosioros [8, 12, 13, 22, 45, 219, 481].

[TokazanueM s TJIAHOBOM TOCMHUTAIU3ALMU B MEAUIUHCKYIO OPraHU3aIUI0 IS
OKa3aHMs MEPBUYHON MEJUIIMHCKON TOMOIIY SIBISECTCS MOA03pEHUM Ha Hannuue JII

IpU MPOBEJACHUE MEPBUYHOIO (CKPUHUHTOBOI0) 00ClieIoBaHUS HA aMOyJIaTOPHOM
ypoBHe [219, 481-482].

[TokazaHUsIMH 1714 TJTAHOBOM TOCHUTAIM3AIMHA B MEAUIIMHCKY0 OPTaHU3ALIMIO 2 WIIH
3 ypoBHS mpu nojo3peHuu Ha Hanuuue JII' nis okazaHus creruaiu3upoBaHHOU

MEIUIMHCKON MOMOIIY IO TPOPUITIO «IeTCKasi Kapauosorus» [481, 482] apnstoTes:

1. Bepudukamus quarnosa JII;



8.

OIpeAeNIEHUs TeMOJnHaMuIeckoro knacca JII;
MPOBEJIEHNUE OCTPOrO TECTA HA Ba30PECAKTUBHOCTD;
omnpenereHue KinmHnueckoro kiuacca JII';

OIIpCACJICHUEC CTCIICHU TAXKCCTU JII' Ha OCHOBAaHUM aHajIu3a KOM6I/IHaHI/II/I
KIIMHUYCCKHX, q)YHKHI/IOHaHLHLIX, ﬂa60paT0pme, TCMOJUHAMHUYCCKUX AdAaHHBIX,

nokazarener 9 XOKT;

ONpeesieHNuEe NOKAa3aHU K XUPYPruuecKoMy JeUeHuIo B ciiydae Hanuuus BIIC,

XTOJII', mopoka pa3BUTHUSA JIETKHX;

OIIpEAECIICHUE ITOKa3aHUuU K Tepanuu JIAT -ciettupuaeckumu
AHTUTUNIEPTCH3UBHBIMU  TIpenaparamu, €€ cocTaBa U KOMOWHAINH,

HO,I[I[Cp)KHB&IOHICfI TCpaIlluu;

pa3paboTKa UHANBUIYATBLHON MporpaMmMbl MoHUTOpuHTa JII'.

ITokazanusmu JJIsA MJIaHOBOM rocrnuTaain3anu B MCIUIUHCKYIO OpTraHu3aluio 2 unm

3 ypOBHSA IIpU YCTaHOBJIECHHOM auarHose JII' s oka3zaHus CIielMaIu3UpPOBAHHOM

MEIUIIUHCKOUN MOMOIIIH MO NMPOQPUITIO «IEeTCKas KapAHOoJIOoTus» sABisitoTes [491, 492]:

1.

2.

HespdextuBHOCTh JIAT -crienmpuueckoit Tepanuu (OTCYTCTBUE YIyUIICHUS);

MOHUTOPUHT OCHOBHBIX KJIMHUYECKUX, (DYHKIMOHAIBHBIX, JabOOpPaTOPHBIX,
reMOJIMHAMHUYCSCKUX MaHHBIX, mokaszareneil DXOKI s agexkBaTHOM OIICHKH
crenienu Tskectu JII', cBoeBpeMenHoil ontumuzanuu JIAI-cnenuduyeckoit u

MOIIEPKUBAIOIIEN TEPAIIUU;
onpeesIeHre MOKa3aHui K MaJNIMATUBHOMY XUpypruyeckoMy JieueHuro JIAT

OonpeaAcCICHUC MOKa3aHUU K TpaHCINIAaHTAOWKW JICTKUX HWJIM KOMIIJICKCA CCPAIC-

JICTKHC.

ITokazaHnusIMHU K BBIITHCKE nmanueHTa H3 MGI[I/I].[I/IHCKOfI OpraHu3anuun SBJISACTCA

YJIydlICHUC WU CTa6I/IHI/IBaHI/IH KIIMHUYCCKUX U T'CMOAHMHAMHUYCCKHUX Mmokasareneu

[482, 483].

[Tokazanus s 3kcTpeHHou rocnuTanu3anuu aereu ¢ JIIN [8]:



4,

S.

. JICKOMIICHCAIIUSl TPABOXKEIYIOYKOBOW MW OWBEHTPUKYISPHOU CEPICUHOU

HEAOCTATOYHOCTH,

. JIETOYHBIN KPU3;

. CMHKOIIAJIbHOC COCTOSAHUC,

ocTpasi TpoM003MO0JIHsI JIETOYHOM apTepuu;

JICTOYHOC KPOBOTCUCHHC.

7. JonoanuTteabHast uHGopMauuda (B TOM
yucje (pakTopbl, BIUSIONIAE HA MCXO/T
3200J1eBAaHUSI UJIH COCTOSTHMA)

OcHoBHBIMH MOAMGHUIHUPYeMbIMH (PaKTOpPaMH, ONPEACISIOIIUMUA TEUYCHUE WU
MPOTHO3 3a00JeBanus, ABIA0TCA [5, 7, 8, 12, 114, 180-182, 244, 249, 257-260, 266,
274, 313-319]:

1.

PGSYJIBTaTBI CTpaTI/I(l)I/IKaI_II/II/I pHuCKa .HF, OTpaXXaromuMu CTCIICHb TAXKCCTHU U

MPOTHO3 3a00JIeBaHMUS.

CBOeBpeMeHHOCTB Ha3HA4YCHHUS 0a30BOM U HOI[I[CP)KI/IBaIOH_[eﬁ TCpalnu.

. CBOEBpPEMEHHOCTh 0OOOCHOBAaHHOW XUPYpruueckod Koppekuuu B ciydae JIAT -

BIIC, JII'-3a6oseBanus IeTKux (MMOPOKHU, aHOMAINH JIeTKHX ), X TOJIT.

PerynsipHblii MOHHTOPUHT ¥ ONTHMH3alMs 0a30BOM W MOJJEPIKUBAIOIICH
Tepanmuu Ui yJIYyYIIEHUs KIWHAYECKOM CUMNOTOMATHKH, CIEPKUBAHUA

IMpOrpeCCUupOBAHUA 3a00JICBaHUS U YIIydOICHU:A ITPOTrHO34a.

OcHOBHBIMH He MoaAupuuUpyemMbiMH (aKTOpaMu PUCKa HEOJIArONPUITHOTO
ucxonaa JII" seusirotes [114, 136, 151, 152, 158, 180, 189, 264, 431]:

|

Bo3spacr (<5 ner).

Otuonorus JII'.

. I'eHeTnueckue u XPOMOCOMHBIC aHOMAJINH.

Tsokénpie  KOMOPOUAHBIE COCTOSTHUS (IMICHXOHEBPOJIOTHS, HEPBHO-MBIIICYHBIC
3aboneBanus, aedopmanuu CKelleTa, HHAOKPUHHBIE paccTpoiicTBa, O0J€3HU

obMeHa u Jp.).



5. bonee, yem 1 conyrcTBylolee 3a00ieBaHueE.

6. Coueranue Heckonbkux rpymm JII' y ogaoro peGénka.

JIonoJHUTEIbHBIME He MoauduumupyembiMu ¢pakropamu pucka JII' sBistoTcs
[114, 136, 151, 152, 158, 180, 189]:
1. HeponomuieHHOCTh B aHaMHe3€ <36 HeJleNn recTaluu.

2. Huskwuiil Bec npu poxKIeHNUU, HECOOTBETCTBYIOIINN FeCTAlHOHHOMY BO3PAcCTYy.

3. Hanmuuue nepcuctupytomeii JII' HOBOpoKI€HHBIX B aHAMHE3E.

4. MexaHnuueckas pecnupatopHas noanepxkka/SPAP B nepuos HOBOPOXKIECHHOCTH.

5. UBJI ¢ uaTyOanueii B mepuo 1 HOBOPOKIESHHOCTH.

6. Cercuc, B T. 4. HEOHATAJIbHBIH.

Kpurepuu oileHKH Ka4yecTBa MeANLUHCKOMN
IMOMOIIH

Kputepun kauecrtBa

YpoBeHb
AOCTOBEpPHOCI
AoKa3aTesbCT

BoinonHeH onpoc pebéHka ¢ JIIT M 3aKOHHbIX
npeacrtaeutenen pebéHka O HaAUuMM Yy Hero
OA4bILLKM, YyTOMJISEMOCTMH, CHUXEeHUSA
NnepeHOCUMOCTU dunsnyeckmnx Harpysok,
FOJTIOBOKPYXEHUN, o6bMOpoKOB, Kaluns,
KpoBoXxapkaHbs, 6osen B TrpyaHOM KNeTKe,
nepeboeB B puTMe cepaua, cepauebueHns, o
HaIn4Ynmn y pebéHka 3abonesaHun,
accoummnpyrowmxca ¢ passutmem JII, ectb nn B
CceMbe poACTBEHHUKMN, cTpajatowme JII.

2

Mpu ¢dusmkanbHOM obcneaoBaHUM faHa OLEHKA
pun3mMyeckoro ”n  NCUXOMOTOPHOro  pas3BUTUA
pebeHKa, MOATBEPXAEHbI UM UCKJIKOYEHDI
M3MEHEHME UBEeTa KOXHbIX MOKPOBOB, Hanunyune
LMaHo3a, M3MeHeHue danaHr nasbues Mo Tuny




Kputepun kauecrtBa

YpoBeHb
AOCTOBEPHOC1
AOKa3aTesNnbCT

«bapabaHHbIX Manodyek» M HOITEBbIX MJACTUH B
BUAE «4aCOBbIX CTEKO/1»; Ha pacClUMpPEHHbIE BEHbI
lWen B KIIMHOMONOXEHUN N OPTOCTase; U3MEHEHNe
(GopMbl rpyaHON KIEeTKWU; YCW/IeHHbIW, pa3fnTomn
cepAeyHbli  TOJYOK, paclwimpeHne  rpaHu,
OTHOCUTENbHOW CcepAeYHOM TYNoCTU; YCUuJeHue,
akueHT II TOHa Hag neroyHowm apTepuen; LWyMbl B
cepaue, yBenmyeHme neyeHwu, acumT,
noxonofaHue KOHeYyHoCTen, nepudepunyeckmne
OTeKMW.

BoinonHeHbl  o06wmn  (KAMHWYECKUN)  aHanus
KpoBM, aHanus KpoBU bnoxmmmnyeckmnm
obLeTepaneBTUYECKNN, UCCeAoBaHUE KNCNOTHO-
OCHOBHOIO COCTOSAHUA n rasos KpoBMU,
KoarynorpaMmma (opneHTnpoBoO4YHOE
nccnenoBaHue CUCTEMbI
remMocrtasa), uccnefoBaHMe YpPOBHS  aHTUTEN
knaccoer M, G (IgM, 1IgG) «k Bupycy
nMMyHoZedununTa Yyenoseka BNY-1/2 n aHTUreHa
p24 (Human immunodeficiency virus HIV 1/2 +
Agp24) B KpoBu, onpeaeneHne aHtureHa (HbeAg)
Bupyca renatuta B (Hepatitis B virus) B kposwu.

BbinonHeHo nccnenoBaHus YPOBHS N-
TEPMUHANBLHOIro parMeHTa HaTPUNYpPETUYECKOro
nponentuaa mo3rosoro (NT-proBNP) B kKpoBu.

BblnoNHEHa nyfbCOKCMMETPUS C onpeaeneHneMm
caTypauuu Kmcnopoa otaesibHO Ha pyKax M Horax
B COCTOSIHUM NOKOA WM nocne @uanyeckomn
Harpy3Ku.

BbinonHeHa perncrpaums 3N1eKTpoKapaMorpamMmbi.

BbinonHeHa TpaHCTOpaKasibHad
aXokapauorpadus.




BbIMOJ/IHEH TECT HAa BaA30pPEAKTUBHOCTb.

N2 Kputepun kauecrtBa YpoBeHb
AOCTOBEpPHOCI
AOKa3aTesN1bCT

8. NMpn npoBeaneHnn 3sxokapauorpadum BbINMOSIHEH | 1
pPacyéT CUCTO/IMYECKOro AaB/eHUd B JIero4yHoOW
apTepumn.

0. Mpn npoBeaeHUM sxokapauorpadum BbIMNOSHEHO | 1
onpeneneHne CUCToamyeckon yHKUUMU MpaBoro
Xenyaouka.

10. BbinonHeHa npuuenbHas peHTreHorpacgus | 1
OpraHoB rpyaHON KJIETKMW.

11. [leTam cTtapwe 7 neT BbIMNOJHEH TeCT 6-MUHYTHOW | 2
X0/4b6bl.

12. BblnoNHEH KapauonynbMOHaNbHbIA Harpy3o4HbIn | 3
TecT (TpeaMun-TecTt UM BENO3ProMeTpus) AeTaM
CtTapwe 7 net, npoweawmnMm 6onee 300 M npwm
T6MX.

13. BbinonHeHa ype3BeHO3Ha4d KaTteTepmsauusa | 3
noJsiocTen cepaua.

14. Mpwn nposeaeHuu KaTeTepusauummu cepaua | 3
NnpoBeAeHO onpenesieHue cpefHero AaB/ieHUs B
Nero4yHou apTepuu.

15. Mpwn nposeaeHuu KaTeTepusauummu cepaua | 3
BbIMOJIHEH pacyeTr MHAEKCa NIeroYyHoro
COCYAMNCTOro COMpOTUBEHUS.

16. Mpwv nposeaeHuun KaTeTepusaummu cepaua | 3
BbINOJIHEH pacyéTr AaBNeHNA 3aKJIMHNBAHUS
Nero4yHou apTepuu.

17. Mpwv nposeaeHumn KaTeTepusauum cepaua | 2




Kputepun kauecrtBa

YpoBeHb
AOCTOBEPHOC1
AOKa3aTesNnbCT

18.

BbinonHeHa KOMMbloTEpHasi ToMorpadusi opraHoB
FPYAHOM TMOJIOCTU C BHYTPMBEHHbLIM 6G0OCHbBIM
KOHTPACTUPOBAHMEM.

3

19.

BbimoNHEHA MArHUTHO-pPE30HaHCHas ToMorpadus
cepAua C KOHTPacTMpOBaHMEM.

20.

BbinonHeHO nccnegoBaHne fierodHon yHKUMKU C
npoBeaeHneMm b6ogunneTnamMorpadpum M OULEHKOMU
ANPPY3MOHHON  CNOCOBHOCTM  Nerknx  AeTsaMm
ctapuwe 5 ner.

21.

BbiNONHEHO  yNbTpa3BYKOBOE  MUCCneaoBaHue
opraHoB 6pIOLLIHON MOMOCTW.

22.

BbinonHeHa oueHKa cteneHu Taxectun JII MeToaom
MHOro(aKTOpHOW cTpaTndmkKaumm pucka
HebnaronpuaTHbIX cobbITUn, BKJ1tOUaAA
NeTanbHOCTb.

23.

BbinoNHeHa oKcureHoTepanusa nNpu  CHUXEHUMU
HacCbIWEHUA KWUCIOpOoAOM apTepuasibHON KpPOBWU
MeHee 92% wAM  napumanbHOro AaB/IeHUS
Kncnopoga aprepuanbHOn KpoBn MeHee 60 MM pT.
CT.

24.

BoinonHeHa koppekuus aeduumta xenesa (Ko
ATX - BO3AC lNapeHTepanbHble npenapaTsbl
TpexBasiIeHTHOro xenesa).

25.

Bnokatop peuenTtopoB MWHEPANOKOPTUKOMAOB
Ha3HayeH 6onbHbIM C JIA KM AMACTONINYECKOM
cepaeyHoOn HeaoCTaTOYHOCTbIO, B T. Y. npu
COXpaHHOU (pakuuun Bblbpoca.

26.

Pebénky c JII N KIAWHNYECKUMUN NPOSABIEHNAMU
NpaBOXenyao4KoBOW HeAOoCTaTOYHOCTH
Ha3HayeHbl ANYPETUKMN.




Kputepun kauecrtBa

YpoBeHb
AOCTOBEPHOC1
AOKa3aTesNnbCT

27.

Ha3HaueHa MOHOTepanus cneunuyecKknmu
Ba3zoAunaTaTopaMn AeTaM C BepuduunmpoBaHHOM
JIAT  npu  MWHMUMANbHOM pUCKe, OTCYTCTBUMU
addekTa Ha Tepanuio 610KaTOpaMM KanbUUEBDLIX
KaHasoB UNn oTpuuaTeslbHOM TecTte Ha
BAa30peaKTUBHOCTb.

3

28.

Ha3HayeHa CTapToBas ABOMNHasA Tepanus
cneunduyecknmun Basogunatatopamm getam c JIAI
HU3KOro pucka W oTpuuaTeNlbHbIM TeCcTOM Ha
Ba30peaKTUBHOCTb.

29.

Ha3sHaueHa petam ¢ JIAl[, COOTBETCTBYHOLWUM
KPpUTEPUSAM NPOMEXYTOUYHOINO puUCKa, CTapToBas
WNn nocnegosaTtesibHass ABOWMHAs WM TpOMHas
Tepanumsa aHTaroHWCTOM peuenTopoB 3HAOTESINHA,
MHrMbuTopa docdoamnacrTepassl 5 TMMa m
aroHMUCTOM peLenTopoB MPOCTaLUMKIIMHA.

32.

Ha3HaudeHa aetsam c JIAl BbICOKOro pucka TpomnHas
JIA[-Tepanna Cc NpuUMEeHeHWMEeEM npoCcTaHOMOOB B
coyeTaHuun C aHTAroHUCToM peuenTopos
aHAOTENMHA U nHrnbutopa dochoamnacrepasbl 5
TMna.

33.

BoinonHeHO HanpasneHne pebéHka ¢ JIAT
BbICOKOIO pucka, pedpaKkTepHOM K
KOMOWMHMPOBAHHOMN TPOMHOW TapreTHOu Tepanumn c
NPpUMEHEHUEM MHIANALNOHHbIX nnu
BHYTPUBEHHbIX MNPOCTAaHOMAOB, B OTCYTCTBME
3HA4YMMOro CUCTEMHO-N1ero4HOro LUYHTa,
Ha NaaanaTUBHOE XUPYpPruyeckoe fieyeHus.
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483. Ilpuka3z Munuctepctsa 3apaBooxpanerusi PO ot 25 oktsa6pst 2012 r. Ne 440u
"O6 ytBepxkaeHuum [lopsiaka okazaHWsS METUIIMHCKOW ITOMOIIM MO TPOQUITIO

"nerckas Kapauonorus"

IIpuaoxenue Al. Cocras padouyeil rpynmnbl
o pa3padorke v MepPecMOTPy KIAMHUYECKUX
peKOMEeH A

1. MuknameBuy Upuna MuxaiijloBHa — nipejaceaaTens padboueid rpymmsl, K.M.H.,
3aBeAylOWMUi  geTckuM  Kapauosnorudeckum — otaeneHuem  OCII  «Hayuno-
UCCIIEIOBATENbCKUN KIMHUYECKUNA HMHCTUTYT MEAHAaTPUU U JETCKOW XUPYpPruu
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UCCIIE0OBATENBCKAN KIMHUYECKUNA HMHCTUTYT NEAUATPUM U JETCKOW XUPYpPIruu
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10. Tpynuna MHMuHa MropeBHa — J.M.H., TJaBHBIM BHEIITATHBIA JIETCKUUN
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npodeccop kadeapsl rocnutanbHoN neauatpun Nel meauatpuyeckoro GakyibTeTa



OI'AOY BO PHUMY wum. H.M. IluporoBa MunsznpaBa Pocuu, uwien BOO
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xupypruu ®I'bOY JIT10 «PMAHIIO» M3 P®.

12. Yepuorpusos HUrops EBrenbeBuy — J.M.H., 3aBEyOLINAN
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xupypruu um. A.H.bakynea» Munsapasa Poccun.

13. SixoBaeBa JliogmMuiaa BukropoBHa — 1.M.H.,, Tpodeccop, 3aBeayHOIINi
kapeapoil MOJMKIMHUYECKOM U  HeoTioxkHoW nexuatpuu PI'BOY BO
«bamkupckui rocy 1apCTBEHHBIM MEAUIIMHCKUN yHUBEpcUTET» Mun3npasa Poccun,
ynied BOO «Accouuanuu a1eTckux kapanosoros Poccum.

14. SiayneBuu Oabra CepreeBHa — K.M.H., Bpau-J€TCKUUA  KapauOJIOT
KOHCYJIbTaTUBHO-MOJMKIMHNYECKOro oTaeiieHuss DI'BY «DenepanbHblii LEHTP
BBICOKUX MEIUIIMHCKUX TeXHoJorui» Munsapaa Poccun (1. Kanuaunarpan).
Kon(aukT uaTepecon

KoudaukT nuaTEpecOoB cpeau uaeHoB Paboyell rpyImbl, y9acTBYIOIMNUX B pa3padoTKe

JaHHBIX KIIMHUYCCKUX peKOMeHHaHHﬁ, OTCYTCTBYCT.

IIpuaoxenue A2. MeronoJsiorusi pa3padorku
KJIMHHYECKUX PeKOMEeHIal Ml

I_Ie.neBaﬂ AyAuTOopus JaHHBIX KIMHUICCKUX peKOMeHHaHHﬁi

1. Bpauu-nenuartpsr;

2. Bpaum — neTckue KapauoiorH;

3. Bpaunm — myiapMOHOJIOTH;

4. Bpauu — cepieuHO—COCYIUCTbIE XUPYPTH;
5. Bpauu aHecTe3moN0ru-peaHuMaTooTH;
6. Bpauu yapTpa3ByKOBOW JMArHOCTUKH;

/. Bpauu-peHTreHOJOTH.



Tabauuya I11. lllxana oyenxu ypogHeil docmogeprocmu ookazamenvcma (VI[/) ons

Memo008 OUACHOCMUKU (OUACHOCMUYECKUX BMeUlamenbCma)

yaAd | PacuumdppoBka

1 Cuctematmyeckmne o0630pbl  MCCNegoBaHMM C  KOHTPONeM  ped
cucrtemaTmyeckmm o0630p paHAOMU3UPOBAHHbLIX KIIMHUYECKUX WCC)
MeTa-aHanmnsa

2 OTaenbHble  MCCNeaoBaHMs C  KOHTposieM  pedepeHCHbIM M
paHAOMU3NPOBaAHHbIE KIMHUYECKNE UCCe[0BaHuUsa U cucTeMaTnye
noboro amsanHa, 3a WCKIKYEHMEM pPaHAOMU3UPOBAHHLIX KU
NpUMEeHEeHMeM MeTa-aHanm3sa

3 NccnepoBaHus 6e3 nocnenoBaTenbHOro KOHTPONs pedepPEHCHbIM M
pedepeHCHbIM METOAO0M, He SBASIWMMCA He3aBUCUMbIM OT I
HEepaHAOMU3UPOBAHHbIE CPaBHUTE/IbHbIE NCCNIEA0BAHUS, B TOM UYUCS

4 HeCpaBHMTEJ'IbeIe nccnegosaHuns, onmMcaHmne KMHN4YeCKoro ciy4yas

5 NmeeTca nuwb 060CHOBaHME MeXaHU3Ma AENCTBUS NN MHEHUE 3KC

Tabauua I12. [llxana oyenxu yposretl docmoseprocmu ooxkaszamenvcems (VI[/) ons
Memo008 npo@uiaKkmuKuy, JedyeHus u peadburumayuu (npo@uiaKmuiecKux,

J1e4eOHbIX, peabuIUmayuOHHbIX 8MeameibCcma)

yaAAd | PacuuumdppoBka

1 CucremaTtmnyecknim o63op PKN ¢ npuMeHeHneM MeTa-aHanusa

2 OTaenbHble PKU n cnctematnueckme o063o0pbl nccnenoBaHmnim nobort
PKW, c npyumeHeHneM MeTa-aHanusa

3 HepaH,D,OMMBMpOBaHHbIe CpaBHUTEJIbHbIE NCCNENOBAHNA, B T. Y. KOT

4 HecpaBHUTENbHbIE WCCNedOoBaHUs, OMUWCAHUE KIIMHUYECKOro C
nccnenoBaHUSA «Cy4am-KOHTPOb>»

5 NMmeetca nuvwb 060CHOBAHME MexaHuM3Ma [OEeWNCTBUA BMella
nccnenoBaHUs) UM MHEHME SKCNepToB

Taonuua I13. lllkana oyenxu yposueii yoeoumenvHocmu pexomenoayuti (YVP) ona
Memooos  npopuiakmuku, — OUACHOCMUKU,  JedeHus U  peadurumayuu
(npoghunakmuueckux, OUAzHOCMUYeCcKux,  Je4eOHblX,  peabunumayuoHHbX

eMeuamenbcmae)



YVP

PacwudposBka

CunbHasa pekoMeHaaums (Bce paccMaTpuBaeMble KpUTepum apekT!
BaXXHbIMW, BCE WUCCMeAO0BaHUS WMEKT BbICOKOE WU YyAOBNETBOPU
KayeCcTBO, UX BbIBOAbI MO MHTEPECYOLWMM NCXo4aM SABAAKTCS corna

YcnoBHaa pekoMeHaauusa (He BCe paccMaTpuBaeMble KpUTepuu
ABNAIOTCSH BaXXHbIMW, He BCe WCCNefOoBaHUS WMEKT BbICOKOEe
MeToA0/I0MM4YecKkoe KayectBo W/UAM UX BbIBOAbI MO WHTeEpecyou
COorslacoBaHHbIMN)

Cnabas pekoMeHAauus, OTCYTCTBME  [OKa3aTeNnbCTB  HaAJ€
paccMaTpmBaeMble  Kputepun 3(PEPeKTUBHOCTU  (UCXodbl) SBJ
nccneaoBaHUa MMEKT HU3KO0Ee MEeTOoAO0JI0rMYyeckoe KayecTtBO U UX

McxoaaM He 4BNAHTCA COFﬂaCOBaHHbIMM)

IMopsok 00HOBIEHHS KIUHUYECKUX PEKOMEH AN,

MexaHu3M OOHOBJICHUS KJIMHWUYECCKUX PEKOMEHIAIUN TMpeAyCMaTpUBAET UX
CHCTEeMAaTHUYECKYIO aKTyaIM3aI[iI0 — HE PEXKE YeM OJIMH pa3 B TPH rojia, a TAKKe IpH
TIOSIBJICHMHM HOBBIX JIaHHBIX C IMO3UIUU JIOKA3aTEIbHOW MEIUIMHBI 10 BOIPOCAM
JTUATHOCTHKHU,  JICYCHUS, MNPOPUIAKTUKH W  peadWINTAllMi  KOHKPETHBIX
3a0oNieBaHUN, HaIM4YuM OOOCHOBAHHBIX JOMOJIHCHUI/3aMEUaHUN K paHee

yTtBepxkAEHHBIM KP, HO He yvame 1 pa3a B 6 mecsies.

IIpuaoxenue A3. CnpaBoyHbIe MaTEePUAJIbI,
BKJIIOYAas COOTBETCTBHME NMOKA3AHUM K
NMPUMEHEHUI0 M IPOTUBONMOKA3ZAHUM,
CIIOCO00B NPUMEHEHUS U 103
JIEKAPCTBEHHBIX NMPENnapaToB, HHCTPYKIIUHU
10 NIPMMEHEHH IO JIEKAPCTBEHHOIO
npenapara

Tabauua 10. Ilonnas knaccuguxkayus neouampuqeckou  unepmeH3UOHHOU

cocyoucmoti boneznu neexkux (Panama, 2011) [102]
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neroyHas runeprteHsusa | 2.2.3. BpoXaeHHbIM MOPOKOM ce
HOBOPOXAEHHbIX) 2.2.4. BpoxaeHHoW amnadparmar
2.2.5. Tpucomuen 13 (cuHAp
3aBapaca) nim 21 (cuHgpom [a
2.2.6. JlekapCTBEHHbIMU Npenap
3 [MeanaTtpunyeckume 3.1 CUCTEeMHO-/IeroYHble LWYHTHI
cepaeyHo-cocyaucTble 3.1.1. JIAl, cBd3aHHaa C CUCT
3aboneBaHus nosbiweHnem PVRI 6e3 wyHTa cc

3.1.1.1. OnepabenbHas

3.1.1.2. HeonepabenbHas

3.1.2 Knaccnyecknim cuHApOM DI
3.1.2.1. 2u3eHMeHrep - Tnpo
MexXxnpeacepaHon neperopoaku,
neperopoaku, OTKPbITbIN apTepu
3.1.2.2. 2n3eHMeHrep - CNno
TMA/OMXI1, eAMHCTBEHHbIN Xe
3.1.3. Hebonbwon pedekt c
nerodyHon aptepuun/PVRI, Heco
nedekTa

- B couyeTtaHunun c nero4yHon rmnor
- B coyeTaHuMn C Hacnencrtsel
negnaTpuyeckom runepTeH3uBI
nerkux

3.2 lNocneonepaynoHHasa fieroyH
3.2.1. 3aKpbITUA WYyHTa C
3.2.1.1 nepcmcTmpyrowmM NoBbiL
3.2.1.2 peunameupyroLwmM NoBbl
3.2.2. Onepauun apTepwuanb
nepekayYeHns no noBoAay
MeX>XeNyao04KoBOW neperopoakc
3.2.3. Onepaumm no nosoay O

cepaua




KaTteropus

OnucaHue

NMpumMepsbl

3.2.4. Onepauunmn no rnoBoAYy TeT|
3.2.5. Onepauuun no nosoay art
AMXTT n MAPCA (6onblune aopT
3.2.6. AOpTO-MNy/IbMOHA/IbHOIO L
3.3. Cocyauctaa nerodyHasa 6
nevyeHunsa rno nosoay eamHCTBEHH
3.3.1. lMocne cragmn 1 (nepe
MoamnduuMpoBaHHasa  onepauu
BMeLlaTebCTBA, aOPTONYJ/IbMOHA
NYNbMOHANbHbIN LWWYHT, CTEHTUPC
3.3.2. lNocne HanoxeHusa aHacT
NeHHa)

3.3.3. locne ToTanbHOro Kasarn
(onepaumna ®oHTeHa)

3.4. lNeagnatpuyeckas rmnepTeHs
Nerkux, CBsi3aHHas C BPOXAEHt
apTepui/BeH

3.4.1. MICBJI, cBs3aHHasa C
NeroYyHbIX apTepumn

3.4.1.1. OTxXoXAeHne neroyHom
3.4.1.2. OpHOCTOpOHHEe pacr
NpOTOKa/«OTCYTCTBME» NETOYHOI
3.4.2. TI'CBJ1, cBs3aHHas C
NeroYyHbIX BeH

3.4.2.1. CMHOPOM «TypeLKou cal
3.4.2.2. CTeHO03 NnerovHbiX BeH
3.4.2.3. CuHapoM KaHTy

3.5. BeHO3Hasa nero4yHas runepT
3.5.1. BeHo3Hasa nerovHas rwui
BPOXAEHHOW 06CTpyKUMEn nyTer
oTAEeNoB cepaua:

3.5.1.1. cTeHO03 aopTanbHOIro KJi:

3.5.1.2. HepoCTaTo4YHOCTL aopTa
3.5.1.3. MUTpanbHbIN CTEHO3,

3.5.1.4. MuTpanbHasa perypruTtaL
3.5.1.5. HagknanaHHoOe KO/bLO |
3.5.1.6. OKKIIO3US NErovHbIX Be
3.5.1.7. TpexnpeacepaHoe cepal
3.5.1.8. dmnbposnactos aHaOKap,
3.5.1.9. rmnonnasnga neBoro xers
3.5.1.10. BpoXxXaeHHas Kapamomi




KaTteropus

OnucaHue

NMpumMepsbl

3.5.1.11. PECTPUKTUBHbIN |
neperopogkn npum cuHApome
cepaua

3.5.2. BeHO3Hada nero4dHas rwui
npnobpeTeHHbIM 3ab01eBaAHUEM .
3.5.2.1. 3aboneBaHue Kfa
SHAOKapauTa/npu peBMaTonaHoOl
3.5.2.2. PecTpukTmnBHas
rmnepTpoduyeckas KapamoMmmnon
3.5.2.3. KOHCTPUKTUBHbIN NEPUK

BpoHXxo-nerovHas
ancnnasus

4.1. C rmnonnasmnen nerovHbiX c
4.2. CO CTEHO30M NNero4HbIX BeH
4.3. C gnacronnyeckom agncdyHk
4.4. C CUCTEMHO-/IErOYHbIMU LUYI
4.4.1. aopToneroyvHblie KosiaTep
4.4.1. pedeKkT mexnpeacepaHowm
4.4.1. OTKpPbITbIN apTepuanbHbIN
4.4.1. pedeKT Mexxkenyao4ykoBo
4.5. Co 3HaunTenbHOM runepkan

N3onupoBaHHaga
negmnaTpuyeckas
rmnepTeH3noHHas
cocyaucTtas 6one3Hb
nerknx NN
N30/1MpOBaHHas
negnatpudeckaa (J1AIN)
nero4yHas rurnepreHsmns

5.1. UanonaTtunueckasa PPHVD/ P!
5.2. HacneactBeHHas PPHVD/PA
5.2.1. FeH BMPRZ2 (peuen
MopdoreHeTnyeckoro 6enka)
5.2.2. TeH Alk 1 (akTuBuH-peLe
3HAOMNNH

5.2.3. HeycTtaHoBNneHHas reHeTun
5.3. JlekapCTBeHHble CpeacTBa U
.1. KOHKpeTHada cBA3b:

.1.1. CMHAPOM TOKCMYECKOro
.2. BeposaTHada cBsA3b:

.2.1. AMdeTaMuHbl

4. Bo3MOXHasa CBA3b:

4.1. KokauH

4.1. MetundeHnaart

4.1. Anaszokcug

4.1. UnknocnopuH

4.1. ®eHnnnponaHoiaMuH
5.4. JleroyHasa BEHO-OKK/1H03MOH
NEeroYyHbIM KanuanspHbIM reMaHr

A AR A I A I B A I A I
wwwwwwwwww




KaTteropma | OnucaHue NMpumMepsbl
5.4.1 NanonaTtunyeckaqa JIBOb
5.4.2 HacnencrteeHHasa JIBOb
6 MHorodakTopHas 6.1. CUHAPOMBbI C BPOXAEHHbLIMU
negmaTpuyeckas 6.2. CnHapombl 6€3 BpOXAEHHbI)
rmnepTeH3nBHaga MyHKTbl 6.1 1 6.2 MOryT BKJIIOL
cocyauncras 6onesHb | cmapom CHARGE, cuHapom [l
nerkux B codyeTaHum c | OnueBepa, CUHOPOM «TYpPeLKOU C
BPOXAEHHbIMW MOopokamu | [in [>Kopaxwu, CUHAPOM
pa3BUTUA PeknunHrayseHa, cuHapom Dursul
7 [MeanaTtpunyeckume 7.1. MykoBucumnaos
3aboneBaHus nerknx 7.2. NHTepcTnymnanbHble
cypdakTaHTHasa 6enkoBasi HeAO0C
7.3. HapyweHune abixaHus BO CH
7.4. Jecdopmaumu rpyaHoOn Knet
7.5. PectpnkTtmneHaga 60ne3Hb el
7.6. XpoHunyeckme o6CTpYKTUBHE
8 [NegnaTtpunyeckume 8.1. XpoHunyeckme  TpoM6O:
TpoMbo-aMbonnyeckme LLeHTpaSibHbIMU BEHO3HbIMU KaTe
3abonesaHus, 8.2. XpoHuyeckme  TpoMb6O:
BbI3blBatoLLme 3/1eKTpoaaMu 3HAOKapAMaibHbIM
neavaTpuyeckyto 8.3. Xenyano4ykoBo-npeacepaHhll
rMNepTeH3NBHYIO 8.4. CepnoBUAHOK/IETOYHAsA aHe
COCYyAMUCTYIO 6onesHb | 8.5. NepBUYHbLIN SHAOKAapAManbt
nerkmx 8.6. AHTUKApANONUMMNHOBbLIN/aHT
8.7. MeTunManoHoBasa aumnaemMms
8.8. 3nokauecTBeHHble HOBOOb
onyxonb BunbMmca
8.9. CocTosiHME noc/e CnIeH3KT
9 Mmnobapunyeckas 9.1. OTék nerkmx Ha 60nbLION B
r’MMNOKCUA 9.2. leTckaga noaoctpasi ropHas
9.3. bone3Hb MoHxe (ropHas 60
9.4. T'mnobapunyeckas rMNoKcus,
9.4.1. NJIMH
9.4.2. BIC
9.4.3. N30 IMpOBAHHOM "
HacneaCTBEHHOM neamaTpu.

COCyancTom 6onesHblo nerkmx




KaTteropma | OnucaHue NMpumMepsbl

10 Neavatpuyeckad 10.1. NepgnaTtpunyeckasa nopTanbt
rmnepTeH3nBHas 10.1.1. BpoXaeHHbI BHenede
cocyaucras 60/1€e3Hb | NOPTO-CUCTEMHbLIN WYHT (Hanp
Nerknx, CcBs3aHHas C | ieBO-NpeAcepAHblii  U30MEPU3M
HapyLeHnem TpoM603 BOPOTHOW BEHbI)
AeATeNbHOCTU apyrmx | 10.1.2. Lnppo3 neyvyeHun
cucrem 10.2. [leTckmne reMaTosiorm4yecku

10.2.1. l'eMonnTnyeckKkme aHeMuy
10.2.1.1. B-Tanaccemus
10.2.1.2. cepnoBUAHOKIETOYHAH
10.2.2. lNocne crnieH3KToOMUmn
10.3. MNegmnaTtpuuyeckme OHKOMIOr}
10.3.1. legnatpuyeckasa runep
CBsi3aHHAsA CO 3/10Ka4YeCTBEHHbIM

10.3.2. JleroyHas BEHO-OKKI/t
TpaHCMJIAHTaLMMU KOCTHOIO MO3re¢
10.4. NeavaTpunyeckne - MeT
3aboneBaHus

10.4.1. bone3Hb [owe

10.4.2. 'NnKoreHo3bl

10.4.3. HekeToHOBas rmneprnmy

10.4.4. CnHapOM MUTOXOHApPWan
10.4.5. Mykononncaxapugossbl
10.4.6. T'MnoTupeos/rnnepTmpeo
10.5. Neanatpunyeckune
ayToBocnanuTenbHble 3abonesat
10.5.1. POEMS-cuHgpom

10.5.2. CMewaHHble 3aboneBaHy
10.5.3. Cknepoagepmus (orpaHu-
10.5.4. lepMaTOMNO3UT

10.5.5. CucreMHasa kpacHasa o
10.5.6. AHTMKapANOAUNNUH
CUHAPOM

10.5.7. KOBEHUNbHbIN apTPUT C C
10.5.8 JlerouHas BEHO-OKKJ/THO3 MW
10.6. MNegmnatpunyeckme nHoekuy
10.6.1. WncTtocomaTo3

10.6.2. BUY-uHpekuyms

10.6.3. Tybepkynes nerkmx
10.7. NMepnaTtpunyeckas
HeAOCTaTOYHOCTb




KaTteropma | OnucaHue NMpumMepsbl

10.7.1 JleroyHas rmnepTeH3usa 4
B Xo4e remoanannsa uamn nepuTc
10.7.2 JleroyHast BEHO-OKKIJIK
TPaHCM/IaHTALUMM MOYKHN

Taoauua 11. @Pyuxkyuonanvuas xiaccuguxayus aecounou eunepmensuu (BO3)

[181]
OnucaHue

Knacc

I oK HeT orpaHudyeHuin 06bIYHOM (PU3NYECKON aKTUBHOCTU, OHa +
oAbIWKN, ycTanoctu, 6onen B rpyam nnm rnpencmHKonasbHbIX COC

IT ®K | Jlerkoe orpaHunyeHue @U3NYECKONW akKTUBHOCTU. [unckomdopTt
06blyHasaA @Gu3nyeckas aKTUBHOCTb BbI3blBA€T TMOBbIWEHHYK O
rpyAHOWM KNeTKe WUaun npecuHKonasabHble COCTOSIHUS.

ITI ®K | 3HauuTenbHOEe orpaHnyeHne pusnyeckonm akTMBHOCTU. B cocTosH
HO (pu3nyeckasd aKTUBHOCTb MeHblle OObl4YHOW Bbl3biBAET MOBbILL
60nb B rpyan man npecuHKonasbHble COCTOSIHUS.

IV OK | Oablluka wW/mMnn  ycTtanoCTb B COCTOSSHUM MOKOSl, YCWUIMBAK
MUHUMaNbHON GU3NYECKOM aKTUBHOCTU. MoryT O6biTb npu3
HeAOCTaTOYHOCTM!.

Tabnuua 12. Ileouampuueckas ¢yHkyuonanvHas kKiaccuguxkayus Oas oemeli 8
so3pacme 0,5-1 200a [182]

Knacc | ety ¢ nero4yHoum runepreH3snen

I OTcyTCTBME CMMMNTOMOB, POCT COM1acHO COH6CTBEHHbLIM NPOLEHTUII.
He orpaHunyeHa. [MoABMXXHOCTb, CUAEHMEe, XBaTaTeNbHbIM peq
nonsaHuve, urpa.

II He3HaunTenbHOEe orpaHuyeHne @U3NYecKkom aKTUBHOCTMH,
yToMnsemMoctb npu urpe. OTcTaBaHue B (HU3NYECKOM pas3BUT
MpoaomkeHne pocta CornacHo CO6CTBEHHbBIM MPOLEHTUNAM.

ITIa BblpaxeHHOe orpaHudeHme @u3nyeckon akTUBHOCTU. Perpe

MpekpaweHne nonsaHumsa. Tuxoe noBeaeHne U Heobx
HepewwnTtenbHoOCTb. B nokoe - komdopT. Harpyska Huxe 06bly




Knacc

AeTtn c Nnero4yHom rmneprTeH3ven

yTOM/SieHne wunn obMopok u/mnmn npenobMopoyYHOE COCTOSIHUE.
CHUXeH. TpebyeTcs TwaTenbHOE MeaAuLMHCKOEe HabnaeHume.

ITIb

BbipaxeHHOe 3ameasieHne pocTta. ANNeTuT CHuXKeH. JononHUT
HMXXe 06blYHOM BbI3blBAET 4Ype3MepHoe YTOMeHue WUIn obMopc
knacca Illa.

IV

HeBO3MOXHOCTb NEPEeHOCUTb Kakne-nmbo Harpyskm 6e3 upesmepi
mnn  obmopoka. OtcytctBue obuweHms C  4neHamm C
NpaBoXenyao4ykoBas HEAOCTATOUYHOCTb. [MN0C — XapaKTepUCTUKN

Tabauua 13. I[leouampuuecxkas @yHKyuonanrvHas riaccuguxayus 0ns Oemeil 8

eozpacme 1-2 nem [182]

Knacc

AeTtn Cc Nnero4yHom rmneprTeH3ven

OTcyTCcTBME CMMMTOMOB, POCT COMJIaCHO COBCTBEHHbLIM MPOLLEHTU:
He orpaHunyeHa. CTosaHue, cTpeMneHne K xoabbe/xoabba, nasaHun

II

HesHaunTenbHOe orpaHudyeHne @U3INYEeCKOn aKTUBHOCTMH,
yTOMASeMOCTb npu wurpe. OTcTaBaHne B (PU3NYECKOM pPa3BUT
MpoaosmkeHmne pocTa CorylacHO COOCTBEHHLIM MPOUEHTUSAM.

ITla

BoipaxkxeHHoe orpaHunyeHne GU3NYECKOM aKTUBHOCTU. Perpe
HexenaHne urpatb. Tuxoe noseaeHne U He0bXoAMMOCTb YacCTor
nokoe — KoM@opT. Harpy3ska Huxe 0bblYHOM BbI3blBAET Ype3MepH
n/mnn npeaobMopoyHoe coctossHMe. PocT 3amenneH. AnNNeTuT CHY

ITIb

BbipaxxeHHOoe 3ameaneHue pocta. ANNeTUT CHWMXEeH. LOononHUT
HUXXe O6bIYHOM BbI3bIBAET 4Ype3MepHOoe yTOoMeHue unm obmope
knacca Illa.

IV

HeBO3MOXHOCTb NEPEHOCUTb Kakmne-nmbo Harpysku 6e3 ypesmepl
mnn  obmopoka. OtcytctBMe obweHnsas C  4dneHamm C
NpaBoOXenyao4koBasi HEAOCTAaTOUYHOCTb. [MN0C — XapaKTeEPUCTUKN

Taonuua 14. Ileouampuueckas ¢ynkyuonanvHas kKiaccugurkayus oas oemeli 8

eo3pacme 2-5 nem [182]



Knacc

AeTtn c neroyHoM rmnepreH3ven

OTcyTCcTBME CMMNTOMOB, pPOCT HOPManbHbIW, perynspHoe
(acnen)/wkonbl, du3anyeckas aKTUBHOCTb He  OrpaHuyeH
OAHOKIACCHMKAMM.

II

He3HauuTenbHoe orpaHumyeHme @U3NYEeCcKOM aKTUBHOCTH,

YTOMJISEMOCTb MPU Urpax ¢ o4HOKIACCHUKaMK. MNocewaeMocTsb e
- 75%. OtcTtaBaHne B (PU3MYECKOM pa3BuUTMN. B nokoe — KOM
cornacHo cobCTBeHHbIM NpoueHTUNsaM. bonn B rpyaHon KneTke o1

ITla

BbipaxkeHHoOe orpaHudeHue @uU3nMyeckonm akKTUBHOCTU. Perpe
HexxenaHue nogHMMaTbCs MO NecCTHULE N UrpaTtb C ApY3bsMU. He
KoM@opT. Harpy3ka Huxe obblyHOM (0AeBaHUE) Bbl3bIBAET YpeE3M
obMoOpoK u/mnu npepobmopoyHoe cocTossHue wmnu 6onm B rpyal
aetckoro caga (sacnen)/wkonbl — 50%.

ITIb

HeBO3MOXHOCTb MocewaTb ACAU/WKOAY, HO Xopowas MOABMXKHO
Ons nepeasmxXeHnn BHe AoMa TpebyeTca Kpecno-Kondcka. 3:
CHMXeH. [ononHutenbHoe nuTaHume. Harpyska Huxe 06bIyH
yTOMJieHne, 0bMopoK unun 6onu B rpyaHon knetke. MNac —xapaki

IV

HeBO3MOXXHOCTb NMepeHoCUTb Kakme-nmbo Harpysku 6e3 upesmepr
obMopoka nnun 6onen B rpyaHon knetke. HEBO3MOXXHOCTb nocely
Kpecna-KonsiCkn, oTcyTcTtBue obueHuns ¢ apysbsimu. O6MOpokU
HeAOCTaTOYHOCTb. [NoC — XapakTepuctmku knacca III.

Taénuuya 15. Ileouampuueckas ¢ynkyuonanvHas kKiaccuguxkayus Oas oemeli 8
eozpacme 5-16 nem [182]

Knacc | ety ¢ nero4yHoum runepreH3snen

I OTcyTCTBME CMMMNTOMOB, POCT COrflaCHO COB6CTBEHHbIM MPOUEHTUN
LUKOJIbl, (pU3nYyeckasds akTUBHOCTb He OrpaHnyeHa, 3aHATUSA CropT

I1 He3HauuTenbHoe orpaHunyeHme @GU3NYECKOM aKTUBHOCTH,
YTOMISEMOCTb MPU Urpax ¢ ogHokKnaccHmkamu. llocewaeMocCTb LW
dunsnyeckom passutun. B nokoe - kKoMpopT. lNpoaomKkeHne pc
npoueHTunen. bonn B rpyaHON KfeTke OTCYTCTBYHOT.

ITIa BblpaxxeHHoe orpaHuyeHne @Guandeckom akKTUBHOCTU. HexenaH

nokoe - kKoM@opT. Harpyska Huxe 06blYHHOW BbI3bIBAET UYpPE3ME
obMopok nnu 6onun B rpyaHon knetke. lNocewaemMocTb WKOAbl — 5




Knacc

AeTtn c Nnero4yHom rmneprTeH3ven

ITIb

HeBO3MOXXHOCTb MocewaTb LWKOJY, HO XOopoLlas NMoABUXHOCTbL B
obweHnn c gpy3bamun. [ns nepeaBuxxeHUn BHe goMa TpebyeTcs K|
pocTa. ANNeTuT CHWXeH. [lonosiHuTenbHoe nutaHue. Harpyska
BbI3bIBAET Upe3MepHoe yToMsieHne, obMopok n/mnun npegobmMopo
rpyaHon knetke. MNnwc — xapaktepuctmku knacca Illa.

IV

HeBO3MOXXHOCTb NepeHOCUTb Kakmne-nmbo Harpysku 6e3 upesmepr
obMopoka nnu 6onen B rpyaHon knetke. HeEBO3MOXHOCTb Mnocely
Kpecna-KoNnsiCkn, oTcyTcTBue obueHuns ¢ apysbsimu. O6MOpoku

HeAOoCTaTOYHOCTb. [ntoCc — XxapakTepuctmku knacca III.

IIpuiaoxenue b. AaropurmMmsl 1edcTBHI
Bpaua

Puc.1. /luacnocmuueckuti areopumm 0as oemetl U NOOPOCMKO8 C NOOO3peHuem Ha
JIr
Puc. 2. Ancopumm mepanuu JIAI' y demeii

Ipuiaoxenue B. Unpopmanus nias
NAalMEeHTA

JlerouHasi THNepPTeH3HMsI — YIrPOXKAIOIIee MAaTOJOTHYECKOE COCTOSTHHE, KOTa
B JIETKUX YXYIIIAETCS LHUPKYJAIUS KPOBU U CEPJIy CTAaHOBUTCSA KpailHE TPYIHO
paborath. IMEHHO Tak MPOUCXOAMUT Y JAETEH, CTPAAAIOMIMX ITUM IMOTEHIHAIBLHO
CMEpTENbHBIM 3a00JIEBAHUEM, JJOJITOE BPEMS CUUTABIIUMCS HEU3JICUUMBIM.

Oppimika, cepArneOneHne U MOBBIMICHHAS YTOMIISIEMOCTh 3aCTaBIAIOT JIyMaTh, YTO
y pe6énka 0ose3Hb cepjna win actMa. Ho B psijie ciydaeB 9TH CUMITOMBI MOTYT
OBITh BBI3BAHBI MATOJOTMYECKUMHU H3MEHEHUSMHU KPOBEHOCHBIX COCYJ/OB JIETKHUX.
Cocynsl craHoBATCS Bce Ooiiee u O6oisiee y3kuMu. B pesynbTaTe Bce MEHBIIE KPOBU
JOXOJIUT J0 BO3AYIIHBIX MEIIOYKOB (albBEOJ) JETKUX, 3aTPYIHAS TOJTyUYCHHE
opranu3sMoM peO&Hka  kuciopoaa. OmulymieHuss CTpaJarolIuX  JIETOYHOU
rUnepTeH3uel moJoOHbl MPEObIBAHUIO HA BBICOTE HECKOJBKUX THICAY METPOB.
Cepauie BemeT Bce 0oJiee  OXKECTOUCHHYIO  OOphOy € JOMOTHUTEIBLHBIM
COTIPOTHUBIICHUEM, CO37aBAEMBbIM CYXCHHBIMH KpPOBEHOCHBIMH COCYyJaMH, TIO0Ka

B KOHII€ KOHIOOB HC OTKa3bIBACT.

Y HEKOTOpBIX JAETEW MOBBILIEH PUCK PA3BUTHUS JIETOYHOW TMIIEPTEH3UU, HAIPUMED,

IIpU TOPOKE Cepalla, ayTOMMMYHHBIX 3a00JICBaHUSAX, OPOHXOJIETOUYHON THUCTIIa3UH



unu BUY-undexnuu. IlpaBuiibHBIN OHArHO3 4YacTO YCTAaHABIMBAIOT CIHUIIKOM
nmo3aHo. IlockoybKy neroyHass TUNEpPTEH3Us Pa3BUBACTCA INOCTEIIEHHO M Ha
Ha4YaJIbHOM JTalle€ CHUMIITOMBI OTCYTCTBYIOT, €€ 4acTO JUAarHOCTUPYIOT YK€ B
Tsokénoit cranuu. Kak mpaBuio, TpeOyeTcst KOHCYJbTallMsl HECKOJbKUX Bpaudeid,
MpEXAE 4YeM YIAeTCs IIOCTAaBUTh JMAarHo3 JIETOYHOM THUIIEpPTEH3UU. BaxHyro
UHQOpMAIMI0O MOXHO TMOJYYUTh MPU DXOKAPAUOTPAPUUECKOM HCCIEIOBAHUMU.
[TonyyeHnnsie naHHbIE HEOOXOAMMO, €CIM TO3BOJSET COCTOSHHE IMalMeHTa,
IIOATBEPAUTD, HAIIPSAMYIO U3MEPSIsL JaBIEHUE B CEPALIE U COCYax IIPU YPE3BEHO3HON

KaTeTepHU3aluu cep/a.

Ecnu ynaércs BbIsBUTH 3a00JeBaHME HA paHHEW CTaJUM, MOXKHO CTAaOMIMU3UPOBATH
COCTOSIHUE MAIlMEHTa U MOJJEpPKUBATh 00Jiee BRICOKOE KauecTBO *U3HU. HenaBHo
€IUHCTBEHHONW HANEXKIOW [Js MAalUEHTOB C JErOYHOW TuUIlepTeH3ueil Oblia
nepecajka jierkux. OJIHaKO y)Ke ceiyac MMeeTcsl BO3MOXKHOCTh () PEKTUBHO JICUUT b

JICTOYHYIO THIICPTCH3UIO CIICHUAJIbHBIMU JICKAPCTBCHHBIMU IIPCIIapaTaMU.

Kaxaplii opraHu3M pearupyetr Ha METOJbI JICUCHHS M JIEKApCTBEHHBIC MpenapaThl
no-pazHomy. [ToaTomMy ckazaTh, Kakue U3 HUX OKKYTCS HamOoJiee NelCTBEHHBIMU
MMeHHO sl Bamrero pebenka, 0e3 crenuaibHOro 00CaeI0BaHus U TOCISIYIOIIEro
MOCTOSTHHOTO HAOJII0ICHUS HE MPEICTABIACTCS BO3MOYKHBIM.

[IpoKOHCYIBTUPYHTECH Y CBOETO JICUAIlEro Bpaya.

Ipuiaoxkenue I'1-I'N. IlIkaabl oneHKH,
BOIIPOCHUKH U APYrve OlleHOYHbIE
HHCTPYMEHTHI COCTOSIHUSA MAllUEeHTA,
NpUBEAEHHbIE B KIMHAYECKUX
peKOMEeHIAIUSX

He npumensirores.



