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CIIMCOK COKPAIIIEHUN

AKT — anruokapauorpadus

BIIC — BpoXxeHHBIE TOPOKHU Cep/ilia

NMJIJIA — nHBa3UBHBIM MOHUTOPHUHT JIaBJICHUS B JIETOYHOUW apTepuun
JIAT'-BIIC — nerouynas aprepuanbHas runeprensus, accounnposannas ¢ BIIC
JII' — meroyHas runepTeH3us

MHO — mexxnyHapogHOE HOPMAJIU30BAHHOE OTHOIIIEHUE

T6MX — tecT 6-MUHYTHOU XOABOBI

OUII ITK — ppakimoHHOE U3MEHEHHH TOIIaIA IMPABOTO KEITyI09Ka
OK — pyHKIMOHAIBHBIN KI1ACC

OKT — sanexkrpokapauorpadus

Ox0KI" — sxokapauorpadus

PSV — nukoBas cucTomyeckasi CKOpoCTh KPOBOTOKA

TAPSE — tricuspid annular systolic excursion



BBEJEHHUE

Jlerounasi apTepuajiibHas TMUIIEPTEH3UsI, aCCOLIMMPOBAHHAS C BPOKICHHBIMU
MOPOKAMHM CEp/Illa — CI0XKHOE MpOoTrpeccupyroliee 3a00jieBaHUe Cep/ilia, COCYA0B U
JIETKUX, KOTOPO€ 3HAYUTEIBHO YXY/IIAeT KaueCTBO JKU3HHU OOJIbHBIX M CHUXKAET
POJIOJDKUTEIBHOCTD KU3HU. JlaHHas mpoliema SBISIETCS MEXKIUCITUTUTMHAPHOMH,
o0beauHsAEeT paboOTy MEAUaTPOB, JETCKUX KapAHUOJIOrOB M KapAUOXHUPYProB IO
HaoOmoaenuto aerer ¢ JIAI-BIIC [2].

OcHoBoll peMoaenupoBaHusi cocyauctoil creHku npu BIIC sBusgercs
HapylieHue QYHKIUNA DSHIOTENHs] BCIEACTBUE TUIEPBOJIEMHUU MAaJIOTO Kpyra
KpOBOOOpAIIICHUsS] W/WUIU apTEepHAIbHOW TUIMOKceMuH. JlaHHBIE MeEXaHU3MBbI
ONPENEISAIOT MPOrPECCUPOBAHUE MOPAKEHUS pycla MaJIOTO Kpyra W Pa3BHUTHE
JeKoMIleHcauu 3abosieBanusi — JierouHbix Kpu3oB [10]. TloaTomy BakHewIiei
3alauedl JAMCHAHCEPHOro HAOMIOACHHS JeTed ¢ JaHHOW MAaTOJIOTHEH SBIsIeTCS
paHHee OmpelesicHue MPU3HAKOB YXYAIICHUS (PYHKIMOHAIBHOTO COCTOSHUS
SHOTEIHNSI, PA3BUTHUS MPABOXKEITYIOYKOBOM HEJOCTATOYHOCTU U JIETOYHBIX KPU30B
KaK JIEKOMIICHCALIMH MOPAKEHUS MAJOro Kpyra. 9To HeOOXOAUMO /Il KOPPEKIIUH
J€YEeHMsI, 3aMEJUICHHs WIM Jlaxke oOOpaTHOTrO pAa3BUTHUSA MPOTrPECCUPOBAHUS
3a0oJeBaHMs, MpeaoTBpaieHus jaekommneHcauu [1]. OneHka KIMHHYECKUX
CUMIITOMOB 3a4acTyl0 CyOBEKTHBHA, OCOOEHHO Ha amOyJaTOpHOM JTare
HAOJTFOICHMSI, TIOATOMY JJISl YCTICTITHON PO(DUIAKTHKN HEOIAarONMPUSITHBIX MCXOJOB
JIAT-BIIC  HeoOXomuMoO  HCHOJIB30BaHME  OOBEKTUBHBIX  IOKa3aresnei
IIPOTrPECCUPOBAHMS TTOPAXKEHUS COCYAUCTON CTEHKM U TMPAaBBIX OTAEIOB CepAla,
KOTOPBIC MPEIIICCTBYIOT OYEBUIHOMY KIMHHUECKOMY yXyAueHuo [1,2].

JlaHHbIE METOAUYECKHE pEeKOMeHAAUN NPEACTABISIOT
MOIU(PUITUPOBAHHBIA CIOCO0 MHUCITAHCEPHOTO HAOIIONCHUSI NIeTed C JIETOYHOM
apTEpUAIBHOW THUINEPTEH3UENW, ACCOLUMUPOBAHHOM C BPOXKACHHBIMU IOPOKAMH
cepAla, BKIKOYAKOMAA  MOHUTOPHUHI  [OKa3aTelield,  XapaKTepU3yHOLIUX
MOBPEXKIAECHUE, MEKKIIETOYHOE B3aUMO/JICHCTBUE U PENApalfIo S3HAOTEIUOLIUTOB, a
TaKXK€ KOHTPOJb Hambosiee WHGPOPMATUBHBIX COHOTpAQHUECKUX MapaMeTpOB

IPaBOKEITyJ0YKOBON HEAOCTATOYHOCTH.



MEPBUYHASA JUATHOCTUKA JIETOUHOM APTEPUAJILHOI
TMNEPTEH3UU, ACCOIIMMPOBAHHOM C BIIC, Y JIETEHA

BpoxneHnnbie OPOKHU cepaua, KOTOPBIE CONIPOBOXKIAKOTCSA
apTepUOBEHO3HBIM  IIYHTUPOBAHWEM W/WIM TUIOKCHEHM U  apTepuaIbHOM
TUTIOKCEMUEH, BBI3BIBAIOT (PYHKIIMOHAIBHBIE H  CTPYKTYPHBIE HW3MCHECHHS
COCYIUCTOM CTEHKU B PyClie Majoro Kpyra kpoBooOpaiieHusi. CBOeBpeMeHHas
nuarnoctuka JIAT-BIIC sBasercs 3amoroM 3¢G(EKTUBHOTO Je4YeHUs JeTeH.
[lepuunas muarnoctuka JIAIY, mo mamaeiM HIICCX um. A.H. Bakynera [3]

BKJTIFOYAET HECKOJIBKO 3TarnoB (Tabdi.1).

Taomumna 1.
AJITOpUTM NEPBUYHOM AUATHOCTUKH IEIUATPUIECKON TUIIEPTEH3NOHHOU

COCYJIUCTOM 00JIE3HHU JIETKHX, accoriuupoBanHou ¢ BITC

Knunauka JIAT-BIIC :> Knuanueckoe odcnenoBanue, DK,
peHTresorpadus, myibcokcumerpus, IxoKI ﬂ,
Hanpagnenue B kapauoXupypruaeckiii CTaloHap BIIC nonreepxkaex
KT i MPT nerkux, <:| JIAT-BIIC noaTBep:kaeH METOJIOM
onoxumudeckue mapkepst JII, OxoKT
reMocTa3, PyHKIIUS SHIAOTETus,
AKT ¥ ¥
Bo3spact 10 6 mec. Bo3spacT crapie 6 mec
Karerepuzanus cepaua He JII" <70% 1o JIT" >70% 1o
MOKa3aHa OxoKT | OxoKT
Karerepuzanus cepana. &
Pacuet remogunamuku no Ouky
JII" <70% 1o maHHBIM JIT" >70% 1o naHHBIM KaTeTepU3alun =
katerepuzanuu = UMJIJIA He NMJIJIA niokazan
MOKa3aH

NM/IJTA — nHBa3WBHBIN MOHUTOPUHT JIABJICHUS B JIETOYHON apTepUu

Dtan KJIMHUYECKOTO 00CiIeI0BaHUs PEIoiaraeT KOHCYJIbTalU0 AETCKOTO
KapauoJiora ¢ o0s3aTeNIbHbIM MPOBEJCHUEM TecTa 6 MHUHYTHOM XOABOBI ISt
OIICHKH TOJICPAHTHOCTH K (PU3WYECKOW HArpy3Ke MO KIWHUYECKOMY COCTOSHHUIO
pebeHKa, CTEeTIeHH OJBIIIKU IO mKajie bopra u mo ompenensieMoil TpaHCKYyTaHHO

carypauuu O2.




Karerepuzamus cepama (anruokapauorpadusi) TPOBOJUTCS € IENBIO
BU3yaJIM3allul CTPYKTYp CeEpJlla, MNpsIMOMl OIIEHKH JAaBJICHUS B TMOJOCTSIX U
KPYIHBIX COCyAaxX CEp/la, BBISBICHUS TPYJHO BHU3YAIM3UPYEMBIX C MOMOIIBIO
yJIbTpa3ByKa MOPOKOB Pa3BUTHS cep/ilia (a0pTO-JIETOYHBIE, JIETOYHO-KOPOHAPHBIE,
apTepUOBEHO3HbIE KOpoHapHble (GUCTyNnbl). B  Xome mpoBemeHus HTaHHOTO
WCCICJIOBAHUS BBITIOJHSIETCS. OCTPBIA TECT HAa BA30PEAKTUBHOCTH C MOMOUIBIO
BBEJCHUS Ba3oAwiIaTaTopa M OIEHKH CTENEHU CHIDKCHHUS apTepHabHOTO
JaBJICHUS B JIETOYHOM apTepuu. OCTphIN TECT Ha Ba30PEAKTHUBHOCTH Yy MAI[UEHTOB
0e3 3HAYUMOro CHCTEeMHO—JerouyHoro IyHta kpoBu (Qp/Qs=1) cuuTaercs
MOJIOKUTEIIbHBIM, €CJIM B OTBET Ha BBEJCHUE Ba30IWIIATATOPOB CPEIHEE JABICHUE
B JICTOYHOM apTepuUu U COOTHOIIEHHWE HHACKCOB JIETOYHOIO M CHUCTEMHOTO
COCYJUCTOTO COINMpPOTUBIICHUS CHUXaroTcs Oosiee yem Ha 20% npu OTCYTCTBHU
CHIDKEHHS CepeYHOro BeiOpoca [7, 3].

OcTpblii TecT Ha BazopeakTuBHOCTh y marueHToB ¢ BIIC u cuctemMHo—
JeroYHbIM 1IyHTOM KpoBH (Qp/Qs > 1,5:1) takke cUWTaeTCs IMOJIOKHTCIHHBIM,
€cIi B OTBET Ha BBEJIEHUE Ba30AWIATATOPOB JOCTUTAETCS pa3HHIA IO
CUCTOJIMYECKOMY, AMACTOJIUYECKOMY U CpEAHEMY J[JaBJICHHUIO B JIETOYHOU H

cucTeMHoM aprepusx 6onee 10 mwm pt. cr. [3, 7, 11].



COBPEMEHHASA KJTACCU®UKAIIUSA JJETOUYHOM APTEPUAJIBHOM
TUNEPTEH3UU, ACCOIIMMPOBAHHOM C BPOXKJIEHHBIMUA
HOPOKAMMU CEPILIA

PaccmarpuBast npobieMy JIeroyHON apTepuanibHOM THIEPTEH3UU B IEJIOM,
Bcemupnast opranmzarusi 31paBOOXpaHEHUS Tpenoxuia (yHKIHOHATHHYIO
kiaccudukanuio JIAL, He oTIMYaKONIYIOCA OT TaKOBOM y B3pociibix. OHa Onu3Ka K
KJ1accu(UKaAIMU XPOHUYECKON CepAeYHON HEJOCTATOUYHOCTH U OMUPACTCS Ha TPH
OCHOBHBIX KPUTEPHS — MEPEHOCUMOCTh (DPU3UUECKON HArpy3KH, HalIu4yusi 0oJyiel B

00J1acTH cep/illa ¥ CHHKOMAJIbHBIX COCTOSIHUH [2].

DyHKIMOHAIbHAS KiIaccHpUKAIMs JIerouHoii runeprensun (BO3)

I knacc. IlamumenTtsl ¢ JII' 6e3 orpanudyeHuss GU3HMUECKOW aKTUBHOCTH. OObIUHAS
(du3nyueckas Harpy3Ka He BbI3BIBACT BBIPAKEHHOM OJBIIIKU, YTOMIIIEMOCTH, OOJel
B 00JIaCTH Cep/illa U CUHKOIAJIBHBIX COCTOSIHUIA.

IT xmacc. Ilanuentsl ¢ JII' 1 ymMepeHHBIM orpaHudYeHueM (U3UYEeCKOM aKTUBHOCTH.
B mokoe xano0 He mpembsBisitoT. OObuHAas (u3myeckas Harpy3ka MOXKET
BBI3bIBATh OJBILIIKY, YPE3MEPHYIO YTOMIISIEMOCTb, OONM B 0OJAcTH cepiaua Hu
COMPOBOXKAATHCSI CAHKOTAIbHBIMUA COCTOSIHUSIMHU.

III xnmacc. ITlamuentsr ¢ JII' u cymiecTBEHHbIM OTrpaHUYCHHUEM (U3HUUECKOU
aKTUBHOCTU. B mokoe kano0 MOryT He MpeabsaBisaTh. Maneimas Qusnyeckas
Harpy3ka BbI3BIBAET OJBIIIKY, YPE3MEPHYI0 YTOMISIEMOCTb, 0OOJIM B 00JacTH
CepJilia U MOKET COMPOBOKIATHCS CUHKOMAIbHBIMU COCTOSIHUSMH.

IV knacc. Ilanuentsr ¢ JII', He UMeErOMIME BO3MOKHOCTH OCYIIECTBIISTh KAKYHO—
1160 (HU3UYECKYI0 aKTUBHOCTH 0€3 MPOSBICHUS CUMITOMOB. MIMeroTcs mpu3Haku
MIPaBOKEITYI0YKOBOW HEAOCTATOUHOCTU. OABIIIKA U YTOMIIIEMOCTh OTMEYAIOTCS B
nokoe. JluckompopT pe3ko ycuiauBaeTrcss TpU  (PU3NYECKONW aKTUBHOCTH.
CHHKOMAJIbHBIE COCTOSIHUSA BECbMa BEPOSATHBI.

B nerckoil kapauonoruyeckoil MpakTHKE PEKOMEHJI0BAHO NMPUMEHEHHUE s
onpenenenus JIAI, accoumupoBannoit ¢ BIIC, Ttepmun «nenuarpuydeckas
TMIIEPTEH3UBHAsA COCyaUcTast O0Jie3Hb JIETKUX». JIaHHBIA TEPMHUH NOKA HE BOIIEN B
NpPaKTUKy, HO TPEACTaBICHHAas KilacCHpUKaius o0JagaeT LenbIM  PsIoM
npeumyniectB. Ilenuatpuueckas QyHkipoHanbHas kiaccupukammsa JIADT Obuia
CO3/IaHa CMEHUABLHO /ISl KATErOprH OOJIBHBIX C BPOXKICHHBIMUA aHOMAJIMSIMUA CEep/ILia

U KPYITHBIX COCY/IOB JKCIIEPTaMH IO JETCKOW KapAHOJIOTHH U KapAauoxupypruu [4].



[penmytiecTBaMy JaHHOW KIIACCHU(PHMKAIMK SIBIISIETCS] BO3PACTHOM MOAXOM B OLICHKE
COCTOSIHMSI JIETeH, BKIIIOYas BO3MOXKHOCTH (DPU3MYECKOM aKTUBHOCTH, (PU3UUECKOrO

Pa3BUTHA U ITIOCCIHICHMA JCTCKOI'O KOJUICKTHBA.

Tabauma 2.
[TenquaTpudeckas GyHKIMOHATBHAS KIAaCcCU(DUKAIUS JIETOYHON TUTIEPTCH3UU
(Panama, 2011)

®K | 0-6 mec. 6 mec.-1 ronx | 1-2 roma 2-5 ner 5-16 ner

BGCCHMHTOMHBIﬁ, paCTYHII/Iﬁ 110 COOCTBEHHBIM OCHTUIIAM, pa3BHBamMHﬁCH

HOpMaJIbHO, 0€3 OrpaHuyYeHUst PU3NIECKON aKTUBHOCTU

[Tpu6asku B | [logBuxkuseiii, | Crowur, Perymsapuo [IOCEIAI0T
Macce CUJIUT, HA4YWHAET JNETCKAE  YUPEXKACHUS U
| | amexBaTHBIC, | XBaTaer, XOJIUTH/XOIUT | IIKOMTY, UTPAOT B
CUIIUAT C | HAUMHAET : CIIOPTHUBHBIE UTPBI C
MOAJEPKKOU | CTOAT, NOAHUMAETCS | OJJHOKJIACCHUKAMMU
IIOJI3A€ET, o
UrpaeT CTyIIE€HbKaM

HesnauutenbHoe orpaHndeHue GU3NYECKOd aKTUBHOCTH, U3JIUIIIHE TUCITHOD
u yromsieHue. OTcTaBaHWE OT OCHOBHBIX AITamoB (PU3MUECKOTO Pa3BUTHS /
3ameieHHoe (pusnueckoe paszButue. KomdoptHo B moxoe. IIpomoimkaer
Il | pacTi B COOTBETCTBHM C COOCTBEHHBIMU IICHTHIIIMHU

IlocemiaemocTh NETCKUX
camoB/mkon - [(5%. Her
0011 B Tpyau

3ameTHOE OrpaHWYeHHE (HU3MYECKON AKTHBHOCTH, YPE3MEpPHAsl yCTAIOCTh.
" Perpecc u3ydennsix ¢puzndecknx HaBbIKOB. KoMdopTHO B mokoe. MeHbIias,

a
yeM OOBbIYHAs, JEATEIHbHOCTh BBI3BIBAET UYPE3MEPHBIC YCTaJIOCTh WU

CUHKOIIEC W/UJIN IPeCUHKoIe (Ui 00Jib B TPY/IN)

Tuxwi, 4acTo 3aCHIIacT. Poct | lerckuii cang/mkoma < 50%
CKOMIIPOMETHpPOBaH.  I[IOX0i  ammeTuT. | HOpMaJbHOM MOCEIaeMOCTH
TpeOyet ITOCTOSTHHOT'O MEIMIITHCKOTO
BHUMAaHHMSI M CTICIIMAIM3UPOBAHHON TTOMOIITN

Hepemmnrensn | Heoxotno | He He
Bl U POOKHUIA. Urpaet IOJTHUMAETCS | 3aHUMAaeTCs
IIepecraer 10 JIECTHULE, | CHOPTOM
10J13aTh HE WUIpaeT cC

Ipy3bsIMU




®K | 0-6 mec. 6 mec.-1 rox 1-2 rona 2-5 ner 5-16 net

PocT cepre3no HapymieH. [lnoxol anmerut. HeoOX0oauMO JTONMOJHUATEIBLHOE
nuTanvde.  Menbinasg, 4eM  OObIYHAs,  JE€ITEJbHOCTh  BBI3BIBACT
HECBOCBPEMEHHBIC YCTAJIOCTh WJIM CHHKONE (Wiau Ooyib B rpynu). I[lmroc
ocoOeHHocTH kinacca Illa

[11b He B cocrostHMM moOcelaTh
JNEeTCKUM caa / WIIKOJIy, HO
MOOMIBHBIN JoMa. Kpecio-
KOJIsICKa HeoOXoauMa BHE

oMa

HecnocoOHOCTB K 110001 pU3NYECKON aKTUBHOCTH 0€3 Ype3MepHO
OJIBITITKH, YCTAJIOCTH MM 0OMOpOKa (MIu OOJIM B TPYAH), HE
B3aUMOJIEUCTBYET ¢ ceMbeil. OOMOPOKH W/UITK TIPABOKETY I0UKOBAs

cepaedHas HegocTaTouHocTh. [Imoc ocobennoctr kinacca 111

He B cocTossanu mmocemars
JMETCKUH caj / KOy, HO
MOOMIBHBIN noMa. Kpeco-
KOJISICKa HEOOXOIMMa BHE
JloMa

MoauduiupoBano ot Lammers et al.

Knaccudukanus mMeer BBICOKYIO KOPPENSIUIO C TSHKECTbIO COCTOSHUSA,
MPOJIOJDKUTEIPHOCTRIO JKM3HH M PUCKOM CMEPTH, M TIO3TOMY TIpH3HAHA
OPHUEHTHUPOM B ompejeseHnn (GyHKIIMOHATHHOTO Kilacca 3a00JeBaHus, a TaKKe B
Ha3HAYCHUH U PACHIMPCHUU Tepanuu OOIbHBIX [6,7].

Onnako mis 3¢dextuBHOrO MeHeHKMeHTa 60apHbIX ¢ JIAT-BIIC momumo
JeTanbHONW Kiaccuukanuu 3a0ojeBaHus TpeOyeTcsi COBPEMEHHas CTpaTerus
HaOMOIeHNs,  oOecrmeumBaroas  JETCKOMY  KapauoJIOTy  BO3MOXHOCTH
OTCIICKUBATH JTOKJIMHUYECKAE CHMIITOMBI TIPOTPECCHPOBAHUS W TPOBOIUTH
KOPPEKITUIO JICUCHUS JETCH, C IETbI0 TOPMOKCHHUS PEMOCIUPOBAHUS COCYOB

JICTKUX U IIPCAYIPCIKACHUA PA3BUTHUA JCKOMIICHCAITUU (HCFO‘IHBIX KpI/ISOB).
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AJITOPUTM JUCHAHCEPHOT' O HABJIFOJAEHUS JETEHN C
JJETOYHOMW APTEPUAJIbBHOMN T'NNTEPTEH3UEMN,
ACCOIIMUPOBAHHOM C BIIC

Habmronenne nereit ¢ JIAI-BIIC (memmatpuyueckoil TUIEpTEH3MOHHON
COCYIMCTOM OO0JIE3HBIO) OCYIICCTBIISACTCS TPYIIIONW CICIUATUCTOB. YYAaCTKOBBIM
NeUaTpoOM — C YaCTOTOM HE PEKe OJHOTO pas3a B MECAIl WU MO 00paliaeMocTH B
Cllyyae pa3BUTHS MHTEPKYPPEHTHBIX 3a00JIeBaHUM, NETCKUM KapAHOJIOTOM — HE
peke OJIHOrO pasza B 3 mecdlla Jyisl STalHON OLIEHKU COCTOSIHHS IO pe3yJibTaTam
TecTa 6-MUHYTHOM XOJbOBI, TPAHCKyTAaHHOW caTypalu KHUCJIOPOJa, YPOBHS
CHUCTEMHOrO U JierouyHoro AJl, kaxpie 3-6 MecCs1eB — COCTOSIHUS MIPaBbIX OT/EJIOB
cepAila ¥ Majoro Kpyra KpoBooOpallleHHsI IO IaHHBIM 3X0Kapuorpaduu.

Jns peanuzanuu 3TOM 1EIM HEOOXOAMMO HCIIOIb30BaHUE CIEIHAIBHOTO
MPOTOKOJIAa  HMCCIICOBAHUS, KOTOPBIA, MOMHUMO TPaAUIMOHHBIX IOKa3aTeeH,
BKJIIOYACT MEepPEUYCHb XapaKTePUCTHK IPaBhIX OTAEI0B cepama [2, 7].

AHalIM3 JaHHBIX I1ApaMETPOB IMPOBEICH ¢ MO3MIUK (YHKIIMOHAIHHOTO
Kiacca OoJse3Hu. Pe3ynbTaThl, OTpakalIIUMe pa3BUTHE MPABOXKEITYTOUKOBON
HEJIOCTATOYHOCTH Ha (OHE KIMHUYECKH 3HAYMMOW JIETOYHOM THUIEPTEH3UU Y
nereii ¢ BIIC npencrapnens! B Tabiuie 3. B uccinenoBanue ObIIN BKIIOUCHBI JIETH
c 11, IIIA, TIIb-IV ¢yHKIMOHATBHBIMU KJaccaMu. BN UCKITIOUEHBI OOJIbHBIE C
BCHO3HOW  apTepuaabHOW  rumepTeH3uei  (CyOaopTalbHBIM  CTEHO30M W
Koapktaruend aopthl). [lokaszarenu mNalMEHTOB CPaBHUBAIUCH C MPEAbIIyIICH

rpynmnoi, y nered II @K — ¢ mokazarenssMu KOHTpOJbHOM rpynmbl. CpenHee

JaBJICHWE B JIETOYHOM AapTepUM SBJISAETCS OCHOBHBIM JIMarHOCTUYECKUM
KPUTEPUECM.
Tabmua 3.
CocTostHIE MaJIOTO Kpyra KpOBOOOpAIeHUS U TIPABBIX OT/EIIOB CEp/Illa y AeTen
¢ JIAT-BIIC
I OKJIAI | Illa DK JIAT" | IV ®KJIAT | KonTposs - 5.
[Toxazarenn n=23 n=13 n=14 n=20 p2 p 3
(1 rpymia) (2rpymma) | (3rpymma) | (4 rpymma)
1 2 3 4
CIJIA, mMm 32 71 93,5 20 0,00 | 0,00
pT. CT. [29,5; 35] [57,5; 83,75] [58; 98,5] [17,25;22] |1 1
(OXOKT") (p1-4=0,01)
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I OKJIAT

[ITa ®K JIAT

IV ©K JIAT

KonTposs

TMokasatenn n=23 n=13 n=14 n=20 p21- p32'
(1rpynma) | (2rpyrma) | (3rpymma) | (4 rpymia)
1 2 3 4
TIIL, Mi/M2 19,63 23,65 25,64 18,15
[16,15:23,08] | [19,49;32,14] | [21,78:35,7] | [13.4: 0,00 | 0,13
(p1-4=0,61) 20,2] 1
DK mw/m2 | 128 20,95 19,04 9,51
(M-pexum) | [10,6:17,78] | [17,92;26,22] | [16,7;30,9] | [8,45;11,85] | 0,03 | 0,05
(p1-4=0,004)
Tluamerp 15,3 23,5 26,73 16,35 | 0,00 | 0,01
creoma JIA | [12,3;20,3] | [18,74:25,76] | [21,79:37,7] | [14,55;19.4] | 1
MM/M2 (p1-4=0,39)
E/A 1,32 1,27 19 178
[1,2:1,64] [1,08:152] | [L75:2,1] | [1,67:1,84] | 0,00 | 0,00
(p 1-4=0,03) 1 |1
TIICIDK, | 4,6[3,1:6,36] | 7,49 10,89 5,51
MM/M2 (p 1-4=0,39) |[5,9;10,7] [8,19:14,1] | [4,63;6,58] | 0,01 | 0,3
TMXKIIz, 6,0 73 |1148 5,93 0,06 | 0,00
MM/M2 [4,95:7,93] [5,9:9,4] 8,6:13,89] | [5,1;7,45]
(p 1-4= 0,45)
OUIT DK, 60 53,5 54,68 63,3 0,01 | 0,4
% [56,9:62,6] | [49,8;55,87] [45;57] [60;65]
(p 1-4 = 0,05)
TAPSE, Mm 20 16 145 21
[18:21,5] | [12,75:18] [12,25:17,6] | [16,5:24] | 0,02 | 0,06
(p 1-4=0,6)

[IpoBeaeHHOE McclienOBaHUE MPaBBIX OTAEIOB cepaua y aereit ¢ JIAT-BIIC

B 3aBUCHUMOCTH OT q)YHKHHOHaHBHOFO KJlacCa IIOKa3ajJo, 4YTO HanOoJIbIIIEE

JMArHOCTUYECKOE 3HaUeHHUE (XapaKTepu3yroTcsi 0ojiee paHHUE CABUTAMH) UMEIOT:

pasMEp IIPaBOro KCIyao4dkKa, a TaKIKC (bYHKL[I/IOHaJ'IBHBIe IMOKa3aTCJiIkn IIPaBOro

JKEIIyaA04YKa — COOTHOIOCHUC PAHHCIO W IO3AHCTO TPAaHCTPUKYCIIMAAJIbHBIX

IIOTOKOB,

XapakTepusyroliee

YBCINYCHUC

KCCTKOCTH

CTCHOK

KaMepbI

(IMacTOMMYECKYIO TUCPYHKIIHIO), U CTENEeHb (PPAKIIMOHHOTO WU3MEHEHHMS TIIOIIAIH

npasoro xenyaouka (OUII ITK), koTopoe oTpaxaeT HapyluI€HUE COKPATUTEIbHOMN

CIIOCOOHOCTH MHOKap/a.

Haunnas ot ypoBHsS mapameTpoB

BTOPOM TIPYyHNIIBl y JETEeH OTMEYaercs

IPOrPECCUBHOE pPaCIIMPEHUE MPAaBhIX KaMep cep/lia U CTBOJIA JIETOYHOM apTepuH,

a Takxke cokparurenbHoil ¢pynkiuu muokapaa (TAPSE).
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TeM He MeHee, IMarHOCTUYECKUE BO3MOXKHOCTU JTUHAMUKHU YIbTPA3BYKOBBIX
nokazarenen cocrtosiuus cepaua y nereit ¢ JIAI'-BIIC orpannyuensl KOHCTaTaluen
dakTa MpOrpecCUpoBaHMsI WM BO3MOXHOTO perpecca IeMOJMHAMHYECKUX
U3MEHEHHUI B MajoM Kpyre KpoBOOOpalleHus (KOTOPBIM Mbl JOKYMEHTUPOBAIU Y
nereid ¢ [IOK u wyactu 6onpubix ¢ [ITA ®K). OnnHako, ompeaeseHUs] MEPBBIX
CIBUTOB T'€MOJIMHAMUKH HE JJOCTATOYHO JIJIi CBOEBPEMEHHOU KOPPEKIIUU TEPAMHH,
MOCKOJIBKY JaHHbIE HW3MEHEHHUs HEHAJIOIT0 OIEePeKaroT, dYalle PaKTUUYeCKU
COMPOBOXKIAIOT PA3BUTUE KIMHUYECKOTO YXYAIICHUS 3a00JI€BaHMUS.

D10 omnpeaenser HEOOXOJUMOCTh OLEHKH JIMArHOCTHYECKOTO 3HAYEHUs
0ojiee paHHMX MapKEpPOB Pa3BHUTH/IPOTPECCUPOBAHUS JIETOYHON THUIIEPTEH3HH.
KitoueBbiMu (pakTopaMu MU3MEHEHUSI COCYAUCTON CTEHKHU SIBJISIIOTCSI TTOKa3aTeln
SHIOTEINATBHON auchyHKImHA [4].

bbut m3ydeHbl MOKa3aTeau Ha4yaJbHOIO JTama amnomnro3a — Oie00uHra
(«y3pIpeHus») OuomemOpaH JIUMGOIUTOB TNEpUPEPUUECKON KpPOBHU, IOCIE
pa3pylIeHHs] KOTOPBIX 00pa3yIOTCsI MUKPOUYACTHUIII, TTOBPEKIAIONINE YHIOTEIHHA C
pa3BUTHEM MECTHOTO BOCHAJEHUS M HapylIeHUEM aTpOMOOTE€HHONW U JPyTrHX
GYHKIUH; KOJMMYECTBO PACTBOPUMBIX MOJIEKYJ aAre3ud TpPOMOOIIUTOB K
srgporenuio (SPECAM-1), xapakTepu3yoNuil CTereHb MOBPEKICHUS SHAOTEIHUS C
PUCKOM TpomMOO3a MEJKHMX BETBEH JIETOYHOrO pycia M OOJUTEepaluud COCYy/IOB
MUKPOIUPKYJISIINHN; YPOBEHb COCYIUCTOTO DJHIAOTEIHAIBHOTO (hakTopa pocTa
(CODP), oToOpaxkarmiero penapaTuBHbIE CBOMCTBA SHIOTEIUS, CHHTE3 KOTOPOTO
CTUMYJIUPYIOT TOBpeXJaIe (akToppl — THUIOKCHUS TPU TOpOKax ¢
apTepUAIbHON TUIIOKCEMHUEN WIM THUIIEPBOJIEMHSI MAJIOTO Kpyra, Wil COYETaHHE
00oux 3TUX (HaKTOPOB.

Onpenenenue JTAArHOCTUYECKON 3HAYUMOCTH roKazaresen
(GYHKIIMOHAIBHOTO ~ COCTOSIHMSL ~ DHJIOTEIUST  YCTAaHOBUJIO  MPUEMIIEMYIO
JIUAarHOCTUYECKYIO 3(h()EKTUBHOCTh KOMIUIEKCA IMapaMeTPOB JIJIi MOHUTOPHHTA

COCTOSIHUSI OOJIBHBIX C JIETOYHOW apTepHabHOW TUIEPTEH3UEH, aCCOIIMUPOBAHHOMN
¢ BIIC (tabm. 4).
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Jlnarnoctuyeckoe 3HaUEHUE MoKa3arenen TuCHYHKIUU SHI0TETus

npu pazsutun JIAT-BIIC

Taomuna 4.

[ ®K IT ®K
[Toka3zarenb Me [25:75] Me [25:75] Se Sp PPV | NPV
TepmuHanbHBIN 8 14
651e00mHT [7;12,5] [10; 23,5] 82,6 | 67 86,4 60
JUM(OLIUTOB
(%)
SPECAM-1 79,2 101,2 75 | 84,3 73 82
[65,1; 98,2] | [89,4; 113,5]
CODP 56,4 1145 73,3 | 84,2 | 785 80
[37,8; 96] [89,9; 254,6]
IT ®K IITA ®K Se Sp PPV | NPV
Me[25;75] Me[25;75]
TepMUHATBHBIN 14 44 786 | 826 | 73,3 86,4
01e00uHT [10; 23,5] [42,5; 54]
auMQOIHTOB
(%)
SPECAM-1 101,2 102,1 84,6 | 73,9 | 64,7 89,5
[89,4; 113,5] | [95,8; 149,2]
CODP 114,5 968 73 91 90 88
[89,9; 254,6] | [640; 1000]
[ITA ®K IIB-1V ®K Se Sp PPV | NPV
Me [25; 75] Me [25; 75]
TepMuHATEHBIT 44 50 785 | 69,2 | 73,3 75
651e001HT [42,5; 54] [45,25; 58,5]
JUM(OLIUTOB
(%)
SPECAM-1 102,1 102,1 83 | 714 77 83
[95,8; 149,2] | [95,8; 149,2]
CODP 968 668,8 77 83 83 78,8
[640; 1000] [588,5; 929]

[IpoBeneHHBIN aHaIM3 IWArHOCTUYECKOW 3HAYMMOCTH PACCMaTpPUBAEMBIX

nokazarejaen

JIIsL OLICHKHA

POrpecCUpPOBAHUS

3a00J1€BaHUsA

YCTaHOBUII

IIPUEMJIEMYIO UYYBCTBUTEIBHOCTb, KOTOpas coctaBuina ot 73 po 84,6%, u
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cnenupuyHocTh — OT 69,2 10 91%. To ecTh, KOMIJIEKC JAaHHBIX [MaPaMETPOB
MOKET MCMOJb30BATHCS JJII MOHUTOPUHIA COCTOSIHUSI OOJIbHBIX M OIpPEICIICHHUS
JOKJIMHUYECKUX H3MEHEHUN COCTOSIHHUS COCYZOB MAajoro Kpyra BCIEICTBUE
JIETOYHOM apTepuanbHol runepteH3un Ha ¢poue BIIC.

C yd4eToM MOJy4YEeHHBIX JAaHHBIX, I1eJIeCOO0Opa3HOM SIBIISIETCA JaHHAs cXxema

nucrancepHoro Haomoaenus nereut ¢ JIAT-BIIC (puc. 1).

ANTOPUTM HABNOAEHUA AETEN C NAT-BNC

Kaxable 6 mecaues

OcmoTp
Il ©K Kapamnosora
4 HAYA/IO
HeratusHas TEPAMUMU
A K T6MX ANHAaMUKa MHITMBUTOPOM
axoKTI (o6bem MK, KAMHUYECKUX PELLENTOPOB
M, oun nx,, e/A) n/mnm HOOTE/IMHA-1
nB6-1v Koarynorpadus remoamMHamu
yeckux u/man
OueHKa 61e66uHra | MaPkepos 3/
MmembpaH
nmmoounTos
SPECAM-1 ExkerogHpin ocmoTp
CIDP. IL-1 Kapauoxupypra

AHrnorpadus c peweHmem
BOMPOCa O BO3MOXKHOCTHU
Koppekummn BINC

Pucynok 1. Anroputm nucnancepHoro Hadmonenus aeteit ¢ JIAI'-BIIC
(menuaTpuIecKoi TUIIEPTEH3MOHHON OOJIE3HBIO JIETKHX ).

IIpencraBieHHBIM aNrOPUTM BHEC YTOYHEHHME B CIEKTp IIOKa3areseu
MOHUTOPUHTAa B BHJI€ KOHKPETHBIX YJIbTPa3BYKOBBIX MapaMETpPOB IMPABOro
KEITyJI0uKa, XapaKTEePU3YIOUIUX MPOTrPECCUPOBAHUE MOPAXKEHUs MaJoro Kpyra, a
TaK)Ke€ aKTUBHOCTH 0J1e00MHTa MOHOHYKJIEapOB MepuEepUIECKO KPOBH, YPOBHEH
SPECAM-1, skcripeccuun CODP, IL-1, onpeaensrommx TOKIMHAYECKUE TTPU3HAKH
yxyamenus.  CBOoeBpeMEHHass  JAMArHOCTUKa  OMOXMMHUYECKHX  MapKepoB
YXYALICHHUS SIBISIETCS OOOCHOBaHMEM Il Ha3HaueHus wiu ycuieHus JIAT-

crienupuIecKkoi (To ecTh, 00JIe3Hb-MOIUPUITUPYIOIIEH ) TEpaIUH.

15



BBIEOP TEPAITEBTUYECKOM TAKTUKH B 3ABUCUMOCTH OT
OYHKINOHAJIBHOT'O KJIACCA JIAT-BIIC

B coorBercTBuN ¢ KkimHu4Yeckumu pekomenpanusmu ESC/ERS Boimessior
TpPH dTalla B allrTOpUTMeE JieueHus manueHToB ¢ JIAT [11]:

1. Jleuenne OonpHbIX ¢ JIAI' HauMHaeTcs C OpraHU3AlMHM OTPAHUYCHUS
(bU3UYECKUX HArPy30K (JIOKa3aHO HETaTUBHOE BIUSHUE KOJEOaHUs apTepUAIbHOTO
JaBJICHUS B MajoOM Kpyre KpoBOOOpalieHuss Ha TedeHue 3aboseBaHus),
MPOBEICHUE T[ICUXOJIOTMUECKOM TMOAJEPK KU pEOCHKAa U  YJICHOB CEMbH,
NpopUIAKTUKA HHTEPKYPPEHTHBIX 3a00JIEBAaHUM MOCPEACTBOM  HMMMYHHU3AIUU
NPOTUB TpHMMa, MO BO3MOXHOCTH — PCB-undpexunn, mTHEBMOKOKKOBOM
uH(peKUU. Y MOAPOCTKOB M MOJOJBIX MAalMEHTOK 00s3aTENbHO MPEeIOXpaHEHHE
oT OepemeHHocTU. C 1€NIbIO MPENOTBPAICHUS JbIXAaTEIbHBIX PACCTPONCTB U
yCyryOJieHusT ~ JIETOYHOM  TUIEPTEH3UH TpU  MPOBEACHUU  ONEPATHUBHBIX
BMEIIATEILCTB PEKOMEHJIOBAHO MPUMEHEHHUE SMUIYPATIBHOM  aHECTE3UHU.
[TognepxuBaroiiasi MEIMKaMEHTO3HAsl Te€parvs MEepBOil CTYNEHU HalpaBiieHa Ha
KYIIUPOBAHUE apTEPUATBHON TMIIOKCEMUH, CEPACYHON HEAOCTATOUYHOCTHU, IOATOMY
Tepamnusi  BKJIOYAEeT MPUMEHEHUE KHUCIOpOoJAa, JUYPETHKOB, JUTOKCHHA,
NEePOPATIbHBIX AHTUKOATYJISIHTOB.

2. Ha BTOopoM »sTame (mocie TpoOBEJCHUS aHTHOKapauorpaduu), mocie
BBISIBJICHUS JIET€H C MO3UTUBHBIM OTBETOM Ha OCTPBIN TECT Ba30PEaKTUBHOCTH (TO
€CTh, aJICKBATHOM PEAKIMEW JIETOYHOM COCYJUMCTOM CHCTEMBI, KOTOpas
XapakTepu3yeT JaOUIBHOCTh ), KOTOPHIM Ha3HA4YaeTCs Tepamnus TPaaulMOHHBIMU
Ba30/IMJIATATOPAMHU — TMpENapaTaMyu U3 rPynibl OJI0KATOPOB KabI[MEBBIX KAHAJIOB.
[TanieHTaM ¢ OTpUIIATEILHBIM TECTOM Ha Ba30PEaKTUBHOCTh Ha3HAYAETCS Tepamnus
JIAT -cnenuduyeckumMu mpenapaTaMu ¢ UHAUBUYATbHBIM PEIICHUEM IO BBIOOPY
JIEKApCTBEHHOI'O CPEJICTBA.

3. Tpamunmonno npu HeabdextuBHOoCcTH JIAT-cieruduueckoit Tepanuu
pemaeTcss Bompoc O KoMOuHHpoBaHHOW Tepanun JIAI-cneunduueckumu
npernaparaMu  W/WIU  TPOBEJCHUU NaJUIMaTUBHOW  KOPPEKIUHU  JIETOYHOM

TUIIEPTEH3UM C LEJBI0 CO3/IaHUS Pa3rpy304HbIX KOMMYHUKAUMW Ui IPaBbIX
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oTAenoB cepaua (arpuocentoctomusi, Hajoxkenue 1ryHta Ilorrca). Ilpum
OTCYTCTBUU CTaOMJIBHOTO COCTOSIHUS PACCMATPUBAETCSI BOIIPOC O TIEpecaiKe 10ei
JIETKOTO W/WJIM KOMILICKca cepte-ierkue [6, 7, 11].

Tepanust opanbHBIMM aHTHKOATYJISIHTAMU (TIpermapaToM BbIOOpa SBISETCS
BapapuH) pexomeHayercs manueHtaMm ¢ JIAT-BIIC  npu  coderanuu
TUIEPKOAryysiquu  (Kak IpaBwilo, Ha (hOHE MOJMIMUTEMHH) U Ha (POHE CHMOXKCHHS
CKOPOCTH MEpUPEPUYECKOr0 KPOBOTOKA BCJIEACTBUE YMEHBIIEHHUS CEPACUYHOrO
BBIOpOCA MPU COMYTCTBYIOIIEH CepACYHOM HEAOCTaTOYHOCTH. B Xxome Tepamuu
o0s3aTeNieH  KOHTPOJb  MEXIyHapoJHOTO HOPMAaJIM30BAaHHOTO  OTHOIICHHUS.
Ilenesoit ypoenb 3Hauenns MHO Haxoautcs B npeaenax 1,5-2,5 en. [10].

[Ipumenenue kuciaopoaoTepanuu (Kak NpaBWIO, Yepe3 MacKy WIH B
kadectBe Bapuanta — CPAP-Tepanuu, KUCIOPOAHBIX KOHIEHTPATOPOB) MOKA3aHO
IIPU CHUKEHUH CaTypaluH Kuciaopoja Menee 92%.

[IpumeHenne HYpETUKOB MPOAUKTOBAHO BO3HUKAIOUIEHM  3aIEPKKOU
XKUJAKOCTH  BCIIEICTBHE  IPaBOXKEIyJAOYKOBOM  HemoctatoyHocTH.  Cpenun
PEKOMEHJIOBAaHHBIX TPENapaTOB — AHTATOHUCTHI alIbJIOCTEPOHA — AJIbJIAKTOH,
CHnupoHONAKTOH, MPUMEHEHHE KOTOPBIX OMpPEACNISieT HEOOXOAMMOCTh KOHTPOJIS
Kallusi B CBHIBOPOTKE KPOBH JUIsl MPEAOTBpAIEHUS TUIEpKaIMeMuu W OanaHca
AKUIKOCTH C LIEJIbIO MPEIOTBPAILECHUS MPEPEHATBHON MTOYEYHON HEOCTATOUHOCTH.

[Tpuenenue nurokcuHa n/minm uHTHOUTOpoB AlID sBnsieTcs 000CHOBaAaHHBIM
y JeTred ¢ BPOXIEHHBIMU TMOPOKAMHU CEPAlld, KOTOPbIE COMPOBOXKIAIOTCS
TUIEPBOJIEMUEN MaJIOro Kpyra KpOBOOOpalleHHs, TO €CTh, y HAaIMEHTOB C
CONYTCTBYIOIIUM CHHJIPOMOM CEpPAEYHON HEIOCTATOYHOCTH. JIUTOKCUH TaKxke
UCIIOB3YETCSl B IESAX KYMUPOBAHHUS COMYTCTBYIOIIMX CYMPaBEHTPUKYIISIPHBIX
Taxuaputmuii [5; 11].

[Ipumenenre GJIOKATOPOB KaJbIIMEBBIX KAHAIOB Y JETEH MPOTUBOMOKA3aHO
B TeX Clydasx, KOIjJa NaluuMeHTy He TMPOBOAMIICA HWHBA3UBHBIA TECT Ha
Ba30pEaKTHUBHOCTb, IPY OTPHULIATEILHOM TECTE HA Ba30PEAKTUBHOCTbD, a TAKKE MPU
HaJU4YUU [PABOKEIYyAOYKOBOM CEpPACYHOM HEAOCTATOYHOCTH B CBSI3U C

OMACHOCTBIO OTPULIATEILHOTO MHOTPOIHOIO JEUCTBUS Ipenapara, KOTOPBIi
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IPUBOJUT K MPOTPECCUPYIONIEMY CHIKEHUIO CEpACUHOTO BBIOpOCa B pe3yJbTaTe
YXYJIIEHUS COKPATUTMOCTU MHOKapaa [5].

Cpemn JIAT'-cnenuduyeckux npenaparoB OQUUUAIBLHO pa3peuieH K
OPUMEHEHUIO B JETCKOM BO3pAacT€ AHTAarOHHUCT PELENTOPOB K 3HIOTENHMHY-1
Bo3eHTaH, NOCKOJBKY JaHHBIM IpemapaT anpoOMpoBaH B IEIUATPUUYECKOU
IpakTUKe U uMeeT AeTckyro ¢popmy — Tpakmup AT (aucneprupyembie TaONeTKH,
32 mr).

OddexkTuBHOCTh TNPUMEHEHMsI MpenapaTa ONpeeseTcss TOKa3aHHBIM
BAa30AWIATHPYIOIIMM BIUSHHEM IpH cBAsbiBaHMM ¢ OTA m OTB-peunenropamu
IJIAJJKOMBIIIEYHBIX KJIETOK, a TAKXKE ONOCPEIOBAHHBIM MPOTHUBOBOCIAINTEIbHBIM
neucteueM. [lonoxurenbHble pe3ynbTaTbl IPUMEHEHUs bo3eHTaHa y JeTen ¢
BbKMBaeMOCThI0 80-90% B TedeHWe TrojJla IMOKa3aHbl B HEKOHTPOJIUPYEMBIX
uccienoBanusx [8]. OHUM TpencTaBiICHBI MO3UTHBHBIMU T'€MOIUHAMUYCCKUMH
apdexTamu (CHIKEHUEM JABJICHHS B CUCTEME Majoro Kpyra KpoBOOOpalleHHs,
COKpallleHMEM  pa3MepoB  MpPaBbIX  KaMep  cepaua M YIy4lIEeHHEM
(GyHKIHOHATBHOTO COCTOSIHUS IIPaBOro KEITyJJ0UKa), yIIy4LIEHUEM
(GYHKIIMOHANBHOTO Kilacca 3a00JieBaHHMA M TOBBIIICHHEM TOJIEPAHTHOCTH K
¢usnyeckoil Harpyske, W, IJIaBHOE — YBEJIMYEHHEM BBDKHBAEMOCTH OOJbHBIX,
BKJIIOYAsi HAMOoJee TSHKEMYH0 KaTeropuio MalueHTOB.

Henocrarounass »ad¢dextuBHocTs MOHOTepanuu JIAI'-cnemuduyeckum
npenapaTroM sBISIETCS MMOKa3aHUEM JIJIsl Ha3HAYeHHs KOMOMHUPOBAHHOM Tepamnuu
nepopaibHbIMH TpernapataMu (OOBIYHO COYeTaeTcss Ha3HaueHue bo3eHTaHa wu
Cunnenapuna). B Tex caywasx, korma y jered (OpMHUPYIOTCS TNPU3HAKU
nporpeccupoBanus OOJE€3HW — CHUMITOM «yCKOJib3aHus 3(dekra» Ha ¢oHe
npuMeHeHus: bo3eHTaHa, pPEKOMEHJIOBAaHO 1O JKU3HEHHBIM  IOKa3aHUAM
HazHaueHue mnpenapara Manurentad. [Ipu  mporpeccupoBaHuu 3aboseBaHUs
PEKOMEHAOBAHO COYETAHUE JBYX MEPOPAIBHBIX W HMHTASLMOHHOIO Iperapara
(nompocT).

VYenexu Ttepanuu ¢ npumeHeHueM JIAI'-cneunduueckux mnpenapartos

OIIPCACIIAIOTCA TEM, qTo BCAYIIM MCXaHHU3MOM MMOBPCKACHUS u

18



pPEMOJEIUPOBAHUS  COCYOB  MAajoro Kpyra KpOBOOOpAaIlEHUS  SIBISETCS
JTUCHYHKIUS SHI0TETUOLUTOB [6].

OcobOeHHOCTBIO TOpakeHHust cocyaoB Manoro kpyra npu JIAT-BIIC wu
IPOrpecCUpOBaHus O0JIE3HU SABISETCA TO, YTO UHAYKTOPAMU IIPOLIECCA CTAHOBSATCS
“mapa3uTUYECKUil” MOTOK KPOBH (THUIIEPBOJIEMHS JETOYHOTO pycia) BCIEACTBHE
CTPYKTYpPHBIX aHOMajluil cepAuna, JuO0 THUIOKCUA, KoTopas (opmupyercs
BCJIE/ICTBUE CMEIIMBAaHUS apTEpPUaJbHOW M BEHO3HON KpOBH, JHOO cCOueTaHHUE
o0oux 3TuX (aKTOpOB, CIOCOOHBIX AKTUBUPOBATH JTUM(OUUTHI NepupepruIecKoil
KpOBU

CBOEBpEMEHHOE HA3HAYECHHE KOMILIEKCHOM MEIUKAMEHTO3HOW Tepanuu B
COUETAHUU C XUPYPIrHUECKUMHU U HHTEPBEHUMOHHBIMH METOJIMKAMHU MO3BOJSET
OTCPOYUTH, @ B psAfe CIy4yaeB M COBCEM M30€KaTh TpaHCIUIAHTAIMHM cepiala U
JETKUX Yy OOJBHBIX C TSDKEIOH JIETOYHOM apTepUallbHOM THUIepTEeH3UEH,

SHAYUTCIIbHO YyJIy4dllas Ka4u€CTBO JKHW3HU W IIPOTHO3 Ha6J'IIOI[a€MBIX MHanucHTOB

[10].
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TECTOBBIE 3ATIAHUA

1. JUIA OLIEHKM TOJIEPAHTHOCTU K HAI'PY3KE VYV PEBEHKA
CTAPILIE 5 JIET PEKOMEHIAOBAHA CTAHJAAPTHAS ITPOBA
1) IllankoBa
2) PWCL170 na Bemospromerpe
3) PWC170 na tpenmuiie

4) TecT MECTHMUHYTHOM XObObI

2. IIOKA3ATEJIN, XAPAKTEPU3YIOIIUE COKPATUTEJIbHVYIO
OYHKIUIO [TPABOI'O XEJIYAOUYKA
1) pa3mepsl IpaBOTO MpeacepIus
2) CKOPOCTh YKOPOUYCHHS IUPKYJISIPHOTO MBIIICYHOTO
BOJIOKHA
3) dpakmus Beropoca IDK
4) KOHEYHBIN CUCTOJIMYECKUI 00beM
5) cucronmueckas SKCKypCHs INIOCKOCTH TPUKYCIAJATEHOTO

KJ1aliaHa

3. METObI UCCIIEAOBAHUA, IIOATBEPXJAIOIINWE INATHO3 U
OITPEAEJIAIOIIWE TEPAIINIO ITPU HﬂHOHATHqECKOPI JIAT
1) anruokapauorpadus
2) Owuoricus JIETKOro
3) sxokapauorpadus
4) XONTEPOBCKOE MOHHTOPUPOBAHUE PUTMA

5) MyJbTUCTIHpaJIbHAS KOMITBIOTEPHAS TOMOTpadUs JTETKUX

4. KJIMHUYECKUE KPUTEPUU BTOPUYHOMH JIAT HA ®OHE BIIC
BKITFOYAIOT
1) mpucTymooOpa3HbIiA Kallelb
2) HapylIeHHE TOJIEPAHTHOCTH K (PH3UYECKOI HArpy3Ke
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3) apTepHaTbHYIO THITOKCEMUIO
4) nuxopaaxy

5) HOIMLIUTEMHUIO

5. HABJIFOJIEHUE JJETEHN U ITOJIPOCTKOB C JIAT BKJIIOUAET BCE,
KPOME
1) BaKIMHAIWIO MPOTHB I'PHIIIA U THEBMOKOKKOBOM
uHpeKuun
2) TPECHUPYIOUIHIA PEKUM
3) MCUXOJIOTUYECKYIO TOICPIKKY
4) mnpenoxpaHeHUE OT OEPEMEHHOCTH
5) 3amenHy oOIel aHeCcTe3WH Ha UAYPATLHYIO PU

XUPYPIrudCcCKUX BMCIIATCIIBCTBAX

6. IOPOKM, OBEJIHAIOIINE MAJIBI KPYT KPOBOOBPAIIIEHU S
1) runoriasus CTBOJIA JISTOYHON apTepPHH
2) MUTpaNbHAsS HEJOCTATOYHOCTD
3) anomanus DOriTeliHa
4) THIIOIUTAa3Ms JIEBOTO JKEIyI0UKa

5) rterpama dPamio

7. CHHJIPOM DU3EHMEHTEPA — 3TO
1) mnoBsiieHue AaBacHus B aopTe mpu BIIC
2) WM3MCHEHHE JIEBOTO XKEITyI0UKa U CePICYHOr0 BBIOpOCa MpH
CTEHO3€ a0PThI
3) cleACTBUE JISTOYHOM THIIEPTCH3UH
4) xkoMIuIeKc u3MeHeHui B erkux mnpu BIIC ¢

TUIIEPBOJIEMUEN MAJIOTO Kpyra
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BOJIBHBIX

8. HAUAJILHBIE ITPOSIBJIEHUS JIETOYHOM T'MITEPTEH3UU
BKIIIOYAIOT

1) ycuieHue WU akIeHT 2 TOHA Ha JICTOYHOU apTepuu
2) OABIIIKY MPU HArpy3Ke WK B TIOKOE

3) TSOKENYH0 apTePUANBHYIO THIIOKCEMUIO

4) A]l B nerouHoii aprepun 60iee 35 MM pT. CT.

5) KHCIIOPOI03aBUCHUMOCTH

9. OBMOPOKU ITPU ®U3NYECKON HATPY3KE XAPAKTEPHBI JIJ15

1) nerodHo¥ apTepHaIbHON THIICPTEH3UCH
2) TOCTIyKTaJIBHON KOApKTalUeH aOpThI

3) cympaBeHTPUKYISPHOW IKCTPACUCTONUCH
4) CcUCTeMHOU apTepuanbHOI TUNepTCH3NEH

5) C OTKPBITBIM apTEePHATHLHBIM TPOTOKOM

10. [TIPEIIAPAT JJI8 JIAT-CHIELIUOUYECKOM TEPAIINN,
PA3PELIEHHBIN B JETCKOU [TIPAKTUKE

1) wnonpoct
2) Tananadui
3) cunaeHadw
4) 06o3eHTaH

5) manuTeHTaH

DTAJIOHBI OTBETOB
1 2 3 4 5 6 7 |8 9 |10
4) 5) [1).2),5) 2) 2| .Y 4| .24 1 4)
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KIIMHUYECKUE ITPUMEPBI

C uenpl0 AEMOHCTpAIlMU MPOTPECCUPOBAHUS 3a00JICBaHUS MPUBOJUM TUITUYHBIN
kmuHudeckuin ciydait tedenusi JIAI' y peGenka (¢ ucxomno IIDK JIAT) c
HECBOEBPEMEHHON KOPPEKUMEN BPOKIECHHOIO MOPOKa CEepAla B CBA3U C OTKa30M
pPOAUTETIEH.

Knunuueckuti npumep 1. Ilaument Poman A., 2004 roma poxJIeHUS.
[IpoxxuBaer B H-ckom paitone KpacHosipckoro kpas. PeGeHox ot Monomoit
3I0POBOM XKEHIIUHBI, | —i1 OEpeMEHHOCTH, MPOTEKABIIEH C reCTO30M B MEPBOM
TPUMECTPE, OTEKAMH BO BTOPOW IMOJOBUHE, YACTHIMHU YIpO3aMU IpPEPHIBAHUA, HA
3TUX OJTanax OepeMEHHOCTH MaTh IoJydyaja COXPaHSIOUIYI0 TEeparnuio,
IpeHaTaIbHAsl YJIbTPAa3BYKOBasl MAarHOCTHKA, TEM HE MEHEE, HE IMPOBOAMIIOCH.
PebGenok poauics NOHOIIEHHBIM, ¢ Maccoi 3 kr. C poxkIeHHs BbIABICHA 00JIe3Hb
Hayna, 3amogo3pen BIIC. Ha nepBoM roay >KU3HM BBISIBIEHO YMEpPEHHAas
3a/iepKKa GU3NIECKOTO U HEPBHO-TICUXUYECKOTO PA3BUTHUS.

Huarnos: BIIC. ATpuoBeHTpUKYJsipHAs KOMMYHHUKAIUs, HEMOJIHAs GopMma.
OTtkpbiToe oBanbHOE OKHO. Jlerounas runeprensusi. XCH 2A, ®K IIIA. bone3nb
ayHa.

Ha nepBom roay >kM3HU MPEAJIOKEHO ONEPATUBHOE JIECUEHUE BPOXKJIEHHOIO
NOpOKa CEpJLa, OT KOTOPOTrO MaTh KaTerOpHMYecKH OTKa3anach. [loBbIIEHHAS
yTOMJIIEMOCTh peOeHKa,  MOTJIMBOCTb, OTCTaBaHME B Macce, OTEKHU CTajlH
TPEBOXKHUTh POJUTENEH, KOorna peOeHOK IOCTUI 3 JIeT, B CBSI3U C YE€M OHH
oOpaTwiMCh 3a KOHCYJbTAallMeW B KpaeByw JETCKylo OomipHuUIly. [lpu
oOcneoBaHuM y OOJBHOTO BBISIBIICHA aHEMUsS JIETKOW CTENEHU, MOrPaHUYHOE
NOBBIIICHUE JABJIEHUS B JIETOYHOM apTEpUM, NMPOBEIAEHA KOPPEKLHS TEpaIHUH
CEpJIEYHON HEIOCTATOYHOCTH U OGOPMIIEHO HAIMpaBIEHHWE K KapIUOXUPYPry, HO
Ha koHcyabTanuio B @IICCX He saBunuck. B ciemyromuii pa3 peOEHOK okazalics
Ha KOHcyJabTauuu kapauosora B 2011 rogy, B Bo3pacrte 6 JieT, Korja MOSBUIINCH
pelUUIUBUPYIONIME OpOHXUTHI, OOpaTWia BHUMAaHHE Tpydas 3aJepikKKa ICHUXO-

OMOIMOHAJIBHOI'O 1 (1)H3H‘-ICCKOFO pas3BUTHA: HC XOAUT, TOBOPHUT OTACIILHBIC CJIOBA,
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OJIBIIIKA NPU AaKTUBHBIX MWIpax, I[OJ3aHuu, OecnokoiictBe, poct 109 cm
(cootBeTcTBYeT 4.5 romam), macca Tena — 15,8 Kr.

Hampasnen ana o6cnenoBanus B GLICCX r. KpacHospcka — 1o gaHHBIM
OXOKI' BbISBICHO MOBBIINICHHWE JABJACHUS B JIETOYHOU apTepuu 10 36 MM PT.CT.,
HavyaJIbHbIE TPU3HAKU TMEPETrPy3KH MPaBbIX OTACNIOB cepjlia. AHTHOrpapuiecKoe
UCCJIEIOBAaHUE CepJilla MNPOBECTH HE YyAAIoCh W3-3a pa3BUTHUSI  OCTPOTO
pecniupatopHoro 3aboneBanus. I[lpu ocmoTpe pebenka uepes 1 rom (B 2012r.)
OTMEUYEHO yBEJIMYECHHE MPABbIX OT/IEJIOB CEP/LA C YXyAIIEHUEM (PYHKIIMOHATBbHBIX
xapakrepuctuk, CJIJIA yBenuuunoce 70 45 MM.PT.CT, HampaBJICHbl BHOBb B
OILCCX nns mpoBeieHHs aHTHOKapauorpaduu, oIHAKO B OYEpPETHOM pa3 Ha
TOCTIMTANIM3ALMIO HE IBWIKCh. B nanbpHelemM ceMbsi MEeHsIa MeCTa AKUTEIbCTBA U
Ha koHcyabTanuio B KKK I[IOMJ] o6patuinuck Toiasko B 2017 romy.

3a 5 nmer HaOMIOJIEHUA MO MECTY J>KUTEIbCTBA OTMEYAETCS 3HAUUTEIbHOE
YXYALICHHE MoKa3zaTeneld (PU3NYecKOro pa3BUTHS peOEHKAa — OTCTaBaHUE B POCTE
yBenmuuuioch ¢ 11% nmo 17,5% 100 OTHOHIEHHMIO K CPEHEBO3PACTHBIM
nokasaressiM, chopmupoBaics BeipakeHHbIN qedunut maccol Tena (MMT na 33%
HWKE CpPEIHEBO3PACTHOro Mokaszatess). OTmedaeTcss yToOMIIIEMOCTb, OJIbIIIKA B
MOKOE, KOTOpasi YCWJIMBAETCS MpPU OOBIYHOM JNEeATEeTHhHOCTH (IepeoieBaHuE,
x0abp0a, mpueM nuim). OyHKIMOHANBHBIN Kiacc 3abosieBanus Bbipoc oT II no
IITA. TlosBunrCch TPU3HAKU BBIPAKEHHOM apTEPUAIIBHOM TMIIOKCEMHM: CATypalus
KHCJIOpOJa B MOKoe cHu3miuach ¢ 92 no 85%. IlporpeccupoBanue mnopaxeHus
IpaBbIX  OTIEJIOB

MaJIoro

cepana n JaHHOTI'O manvucHra,

Kpyra y
COTPOBOXK/IAIOIICECS] MPU3HAKAMU BBIPAKCHHOW JHIOTEIHAIBHON IHUC)YHKIUH,

IIPE/ICTABIICHBI B TAOJIHIIE 5.
Tabmuia 5.

Junamuka Mopho-QpyHKIMOHAIBHBIX MOKa3aTeIel MpaBbIX OTIEIOB cepaua
U MapKepoB NUCHYHKUUU 3HI0TeNnus y nanueHTa Pomana A.

2011 rox 2012 rox 2017 ron
Nunexc oovema ITIT ( Ma/M2) 18,4 19,7 26,6
WNunexc nuamerpa JIA ( Mmm/m2) 18,4 28,9 29,8
CIJIA 36 45 85
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PSV ( cm/cex) 10,6 10 7

TAPSE ( Mmm) 18 22 26
OUIT ITX (%) 57 59,4 57
TepmuHaIbHBIN 051€00MHT 53 59 69

auM(pOIUTOB NepUPepHUIEeCKOn
KpoBH,%

JlaHHBIA  TIpUMEpP TAaKXKE  OTUETJIIMBO  IOKa3aldl  IMPOTrPECCUPOBAHUE
SHAOTEIHATBHON TUCHYHKIIMH C TOCIEAYIOMNUM YXYAIICHUEM FeMOANHAMUYECKUX

rokasarejei IIpaBbIX OTACJIOB U MAJIOT'O Kpyra KpOBOO6paHI€HI/IH.

B kadectBe mo3uTuBHOrO TmpuUMepa dPdexkTuBHOrO HAOTIOAEHUS U
npoenenus JIAI-cnenuduueckoit Tepanuu, OOECHEUYUBIICH O0OPAaTUMOCTh
knmuHukn JIAI, npencraBiasieM wuctoputro Oone3sHu nauumeHTkn Ceinntoexk H.,
22.01.2004 r.p.

Knunuueckuti npumep 2. JleBouka, 2003 roga pokaeHus, NpuOBIBIIAS B
Kpacnosipck u3 Keipreizctana. Poawiace OT MOJIOABIX, 3A0POBBIX POAUTENEH,
OepeMEHHOCTh MPOTKala yAOBIECTBOPUTENIBHO, POJIbI B CPOK, cCaMOCTOsATENbHBIE. O
MOPOKE Cepla, CO CIOB MaTE€PH, CEMbE OBLTIO U3BECTHO C MEPBBIX JTHEW KU3HU, HO
KapJUOJIOTOM JIEBOYKA HE KOHCYyJbTHpoBajack. C Bo3pacta 3-x JeT y peOeHKa
NOSIBUJIACh YTOMJISIEMOCTh TNpU (U3HOJOTUYECKUX HArpy3kax M OTCTaBaHHUE B
¢usznueckom pazsutur. C 2011 roma cembss smurpuposana B Poccuto, rne
BIIEPBBIE ObUI YCTAHOBJIEH JUArHO3.

Huarno3 (aBryct 2011): BIIC. JledbekT MexKKeITyA0YKOBOM MEPETOPOIKH.
OTkppITOE OBaJIbHOE OKHO. HelocTaTOYHOCTh TPUKYCHHIAIBHOIO KiamaHa 2 CT.
Jlerounast aprepuanbHas runeptrensus, l1A.

IIpu oOcnenoBanuu pebenka B PLCCX r. KpacHosipcka  BbIsBIIEHA
BbICOKast JeroyHas rtunepremsuss — Qp=Qs (CIJIA paBHO cHCTEMHOMY
apTepuajibHOMY JaBJICHHUIO),  aHTHoKapauorpadus moAaTBEepAWSia JAHArHo3 —
JIETOYHOE COCYAMCTOE compoTuBieHue cocraBwio 11 ex. Byma, TO ecThb
pajuKalibHas KOPPEKIHs MOpOKa cepilla Ha JaHHOM d3Tane Obljla HEBO3MOXKHA.
PebGenky ObUTO MPOBENEHO MAJIMATUBHOE BMEILATEIBCTBO — CYKMBAHHME CTBOJIA
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JIETOYHOW apTepuH, 3aTeM Hadajach KOMOMHHMpOBaHHas Tepalus I[pernapaTamu
bozentan (62,5mMr x 2 p B cyt.) u Cungenadun. Ilepen Havasiom Oa3ucHOMN
Tepanuu B asrycre 2011 roma y JA€BOYKHM ONpeAcieHa BbIPAKEHHAS
YTOMJIIEMOCTb, OJIBIIIKA MPU HEOONBINX (PU3NUECKUX HArpy3Kax (mepeojeBaHue,
pUeM IHUIIHY, TobeM Ha 1-2 3Taxka 1o JIeCTHHUIIE), OECTIOKOUIIN YacThle HOCOBBIE
kpoBoTeueHus. Pesynprar TO6MX coctaBmit 411 m (Tpy HOpMaTEHOM 3HAYCHUH —
600 m). ®uznyeckoe pa3BUTUE JCBOYKU B BO3pacTe 7,5 JIET XapaKTepU30BalIOCh
CYIIECTBEHHBIM OTCTaBaHUEM B pocte — pocT 107 cM cooTBeTcTBOBAI 4,5 TOAaM;
Macca tena 14 kr - gedurut 11%.

Yepes 1 rom or Havanma Oa3MCHOM Tepamuy OTMEUEHO 3HAYUTEIHHOE
ylydlleHne  (U3MUECKOro pa3BUTUA — Jeduuutr pocrta cokparwica 1o 8%,
MOSIBUJIACh TEHJICHIIUS K YBEIMYCHHUIO COKPATUTEIHHOM CIIOCOOHOCTH TIPABOTO
xenynouka — yBenuuenue OUIL no 50%, camxenue ypousa COOP ot 934 nr/mn
o 212 or/mn. B teuenue 30 mecsaueB (k 2014 romy) OTMEUEHO CTOMKOE
VIYUYIIEHUE COCTOSIHUSI peOeHKa CO CHUXKEHUEeM (YHKIMOHAIBHOTO KJjacca
3aboneBanus 1o II, cokpamienue pa3mMepoB MpaBbIX OTAEIOB Cepila MO JaHHBIM
OXOKI' (cumxkenue wmuaekca oobema [III ¢ 34 mo 21 mu/mM2), mo AaHHBIM
aHruokapauorpaduu — CHWXKEHHE WHAekca Byga mo 5 ef., 4To MO3BOJIWIIO
MIPOBECTH PAJUKAIBbHYIO ONEPATUBHYIO KOPPEKIMIO mopoka — miactuky JMOXKII
3aruiaToi u3 ayronepukapaa. basucHas tepanus bozeHTaHOM ObLIa MPOJOJIKEHA.

KontponbHoe obGcnenoBanuu pedbenka B 2016 romy (tabn. 6) BBISIBUIO
CYILIECTBEHHOE YJYUYIIEHUE COCTOSHUS M CaMOYYBCTBHS: OTCYTCTBHUE OJIBIIIKH B
MOKOE M TPU OOBIYHBIX IMOBCETHEBHBIX (PU3MUYECKHX HArpy3Kax, OTCTAaBaHHUE B
pocte He Oosiee 4% or ypoBHs 50 mepueHTHIS TO BO3pACTy, ONTHUMU3AIUS
(GYHKIIMOHANBHBIX ~ XAaPAKTEPUCTUK  DHIOTENHWS, JOCTIKEHHWE HOPMAaIbHBIX
pa3MepoB U (PYHKIIMI TpaBbIX OTACIOB cepima. JleBouka mocemaer MIKOIy,

o0yyJasich o OCHOBHOM nporpamme. [IpexkpaTuinnch HOCOBbIE KPOBOTEUEHHUS.
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Taomumna 6.

Junamuka Mopho-QpyHKIMOHAIBHBIX MOKa3aTeIel MpaBbIX OTIEIOB cepaua

¥ MapKepoB NUCPYHKIUHU IHAOTENHS Ha PoHE 0A3MCHON Tepanuu y 00JIbHON

Ceniuroexk H.

2011 rox | 2012 rox 2016 ron
Nunexc oobema IIT ( Ma/M2) 34 33 28
Nunexc KJP IDK (Mmm/M2) 21 26 16
Wnnexc nuamerpa TK ( Mmm/m2) 32 29 26
Nunekc nuamerpa JIA ( Mmm/M2) 35,7 34,7 27
CHJIA 85 65 34
WNunexc Byna, en. 11 5(2014r.)
TAPSE ( mm) 13 17 20
OUIT ITX (%) 57,9 50 56
TepMmuHaIbHBIN 0J1€00MHT 44 41 14
auMGOUTOB NepudepruuecKon
KpoBH,%
sPECAM, ur/mr 74 129 49
CODP, nr/mn 987 212 102

B nanHOM KIMHUYECKOM cClly4ae OYEBHUICH Mapajuiesiu3M HM3MEHEHUN
(GYHKIIMOHAIBHBIX TTAPAMETPOB COCTOSHHUS HIAOTEIUS U TMPaBBIX OTIEIOB Cepala,
a TaKXe TIOKa3aHbl BO3MOXXHOCTH OOpaTHOTO pPa3BUTHS  BBISBICHHBIX
MaTOJIOTUYECKNX CABUTOB Ha ¢GoHe KomOmHUpoBaHHOW JIAT-cienmduueckoit
Tepanmuy B TaKOW CTEMEHH, KOTOpas TIO3BOJIMJIA TPOBECTH PATUKATHHYIO
KOPPEKIMIO TIOPOKA CEepJIia U JOCTUYh MPAKTHYECKH IMOJHOTO BOCCTAHOBIICHUS

byHKIUi cepana.
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