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HA ®OPMIPOBAHIA CTPATEITM OKA3AHUA
KAPOVOJIOTMYECKOI IIOMOIIN
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QUALITY OF LIFE IN ADULTS WITH CHD, AS AN ADDITIONAL FACTOR INFLUENCING
THE FORMATION OF STRATEGIES FOR CARDIOLOGY CARE

I.G. Lebid

SUMMARY

The article reviews the current literature, which shows the increasing role of evaluation of quality of life
(QL) in medicine and cardiology of adult population. The important and ever-increasing groups of the cardiology
patients are patients with congenital heart diseases (CHD). The development of cardiac surgery in the world
and in Ukraine has improved the survival rate of children with CHD. The formation of the patient’s care with the
CHD first was built for young children, then babies. As cardiac surgery and cardiology improved, the accents for
patient care with the CHD have moved from pediatric system to formation of a coherent structure of cardiac
services for adults with this disease.

The standardization of protocols in care of patients with CHD has led to survival rates over 90% of all children
with CHD. The success of this approach, together with improving both surgical techniques and medical equipment
influenced on the increasing role of iatrogenic factors. During adolescence and the transition to adulthood are
processes that fundamentally change the objectives and approaches to those defects. Tool removal of residual
pathologic changes in heart patients are highly risky (repeatable surgery, post operational complications). Such
features will eventually form the basic purpose of assisting adults with CHD, which aims to increase life expectancy
with saved or improved QL (if it was reduced to an operation). Standardization and active introduction of QL
assessment in patients with CHD will improve results for both teenagers and adults with this pathology.

AKICTb XUTTA Y AOPOCNNX 3 BINC, AK OOATKOBUN ®AKTOP, AAKIA BMNIIUBAE
HA ®OPMYBAHHSA CTPATET HAOAHHS KAPAIONOr4YHOI JOMOMOrn

I.I. Nle6Gigb

PE3IOME

Y cTaTTi NpoBeAeHo ornag CyyacHoi litepaTypu, WO NOKa3sye 3pocTatoyy posib OLHKMN AKOCTI X1TTA (AXK) B
Kapgionorii fopocnoro HaceneHHs, i 6es3nocepeHbO y AOPOCINX 3 BPOAKeHUMM Bagamu cepud (BBC). Po3smtok
Kapaioxipyprii B cBiTi i B YKpaiHi 403BONMN0 NONINWUTY BUXMBaHHA fiTen 3 BBC (4o 90%), a Tak caMo NocTaBUno
Linuin pag nuTaHb nepea AopoCInNMY Kapgionioramu, Wo BMMaraloTb 6araToCTOPOHHbOrO BUBYEHHS. [liarHo3
Ho3onoriyHoi oguHKLi BMC y fopocnvx He € NepliopagHNM, Tak AK AaHWUI NOPOK Bxe ycyHyTo. MopdonoriyHi
cy6CTpaTV NPOONEepPOBaHOro cepusA He TiNbKU HacNiAoK HenpaBubHOIO MPUPOAHOTO GOPMYBaHHA CTPYKTYPHU,
a I HaCNiJoK BXe ATPOreHii.

Mepexig B NigniTkoBMi nNepiof i B 4OPOCe XUTTA NPUHLMUMNOBO 3MIHIOE 3aBAaHHA i Nigxoan [o AaHKX
aHOManin. YCyHeHHsA 3anMLWKOBKMX NaTOIONYHMX 3MiH B CepLii y NpoonepoBaHyX NaLi€HTiB MOB'A3aHe 3 BUCOKNM
pu3nKom (NOBTOPHI onepaLlii, HAABHICTb YCKNaAHeHb). BiaMiHHICTb nigxodiB B nefiaTpuuHini Kapaionorii, Ae B
nepioa HOBOHAPOAYKEHOCTI Ta PaHHbOrO AUTUHCTBA Nepes Nikapem CTOITb 3aBAaHHA 36eperTu XUTTA AUTUHI,
3MiLLy€e KOHLenLilo HagaHHA gonomoru gopocnum 3 BBC, 3 BuaineHHAM ABOX MPUHLMUNOBUX HAaNPAMKIB, TaKUX
AK 36epexeHHA AX i 36inblweHHA TpuBanocTi XuTTa. CTaHAapTV3aLUif | akTYBHE BNPOBaAMXeHH:A OUiHKM AX y
nauienTis 3 BBC noninwmntb pesynbtati BefjeHHA, AK NiANITKIB, TaK i AOPOCANX 3 JAHOIO NATONOTIEL.

KnroueBble croBa: cepgue, NOPOKU, KA4eCTBO XKU3HMU.

PasBuTue kapaMoxupyprum B Mupe u B YKpanHe
HO3BO/INJIO YIYYIINTDh BDKMBAEMOCTD JIETEN C BPOXK-
mennbiMy nopokamu cepaia (BIIC) [1,3,4,5,9]. Eciu
eme 30-40 et Hasaj B Pa3BUTHIX CTPAHAX MMPA OCTPO
CTOsIT BOIPOC 00 OpraHM3amny OKa3aHWs XUPYPriu-
YecKOJl IOMOIIM CHavyasla JAeTsAM PaHHero BO3pacTa,
IIOTOM HOBOPOXJIEHHBIM. 10O IOCTENeHHO aKIeHTDI
COBeplIeHCTBOBaHMA nomouy nanuerTam c¢ BIIC
Hepeliy OT MefAMaTPUIecKol CUCTeMbl OKa3aHMUs
oMoy, K GopMUPOBaHUIO CTPOIHON CTPYKTYPbI
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KapAMOJIOTMIECKOI CTY>KObI /151 B3POCIIBIX C 9TOIL Ia-
tonorueii [9,14,16,]. B YkpanHe akTBHOe pasButne
I€TCKOI KapAMOXUPYPIuy HOBOPOXK/JEHHBIX C HavasIa
90-X rofi0B IIPOLIIOTO CTONIETHA IIPUBENIO K TOMY, 4TO
B HacTosillee Bpems GopMupyeTcs MOMy/LALMs TTalu-
€HTOB, He TOJIbKO MEpEeHEeCHINX OIlepaTNBHOE TeYeHNe
U BBDKMUBILVX IIOCJIE ONlepaliui, a ¥ He Tpebyole
OIIE€PATUBHOIO JIEYEHM Ha JaHHBIII MOMEHT. MoXXHO
JIYI TOBOPUTD O TaKMX MAlMeHTaX KaK O II0JIHOCTbIO
3[JOPOBBIX NMOAsAX¢ YTO UCIONb30BATh KAK KPUTEPUI
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TABPUYECKVI MEIVIKO-BMOJIOTMYECKNI BECTHUK

30pOBbA y ManyenTa, Kotopomy 20-30 meT Hasap
yCTpaHeHa BpOXKJeHHasA aHOMa/Ms Cepplla, KOTOPbIi
HO/[Beprcs TIOCTIe MPOBefIeHHOI olepaliuy He OTHOMY
TOIOMHNUTETbHOMY BMeIIAaTe/TbCTBY WM MMEIOLINIA
pas/IuyYHble OCTAaTOYHbIE IPOOIeMBI, He Tpebyole
Ha JaHHBII MOMEHT UX XMPYPTUYECKOi KOPPEKIUM?
be3 coMHeHnA Takye NOPOKM KaK KOAPKTalMs A0PThI,
teTpaga Dasno, gedeKThl MeperoposoK, OTKPHITHIN
apTepuanbHbBII MPOTOK, MMeBIINE TYYLIYI0 BBDKM-
BaeMOCTb Ha 3ape KapAMOXUPYPruy, Kak B YKpanHe,
TaK U B MUpe, IIOCTYXIUIU MOJIeIbI0 POPMUPOBAHNS
Kappamonorudeckoi nomouy 3pocnapim ¢ BIIC u o
pasHbIM nyomukanyam [2,3,5,14,19,37,45] orpaxaror
TPUJLAT-COPOKANeTHMIT KaTaMHe3. Takoil komoc-
Ca/IbHbIN, OCHOBaHHBII Ha OTPOMHOM IPAaKTU4ECKOM
Marepuare, OIbIT, H.COMHEHHO, Ba)KeH BO B3POCTION
KapJMO/IOTNIECKON IPAKTHUKE.

Kak ormeuator MHOrHME aBTOpHI [20,23,29,35,42],
HOJTyYeHHbIE JONTOCPOYHbIE Pe3y/IbTaThl GOPMUPYIOT
Ba)KHBII BOIIPOC — a TaK /I BayKeH caM IMarHo3 KOH-
KpeTHol Ho3osornyeckol efyanibl BIIC y B3pocnbix?
Bo-nepBbIx, JaHHbIT TOPOK y>ke ycrpaHeH! [lomyden-
Hble MOpQoIOrnyecKme CydCTpaThl HPOONEpPHPOBAH-
HOTO CepAlia — 3TO BO3MOXKHO He TO/NbKO CTIefCTBIE
HeIPaBIIbHOTO IPUPOZHOTO GOPMUPOBAHUA CTPYK-
TYPBIL, HO U CIefICTBUE YKe ATporeHnu (popmuposa-
HIe U3r1O0B, IIEPETsDKEK, CIaek, OCTATOYHbIX Tedek-
TOB, PeCTE€HO3bI, [M/IATAllUY, PECTEHO3bI, AVIaTalul,
JUICIIOTIb30BAHME UCKYCCTBEHHBIX TKaHell u ap.). Bo-
BTOPBIX, MCXOJHbIe AaHATOMMYECKNe IIPU3HAKY, KaK
Kkputepun ganHoro BIIC, He ABMAIOTCA OIpeNeNnoNnm-
MU 71 TAKTUKI BefileHNs B3pocsoro nanyenTa ¢ BIIC,
0Co6€eHHO OCTIe OIepaTuBHOI Koppekuuu. CreneHb
reMOJTHAMIYeCKOl1 3HAYMMOCTH, YTO B CBOIO O4epefib
IPMBOAUT K HapyLIEHNIO QYHKIMM, GOPMUPOBAHNIO
ceppeyno HepoctatouHoctu (CH) - 4ro ABnAercs
KIMHUYeCKUM cuHgpomoM [40,47].

B TpeTbux, ecnm B meproy HOBOPOXKAEHHOCTU U
PpaHHETo [eTCTBa Iepef] BpauoM CTOUT 3ajjada coXpa-
HITD )XU3HDb pebeHky. Tak 50% pereit ¢ BIIC He goxu-
BaloT J1o 1 roza, a 25% Bcex meTeit 3TOJ IPYIIIbl YMU-
patoT oT kputndeckux BIIC B mepBbIil MecAll XXU3HN
[1,4,10,16,25,46], TO y>Ke y B3pOC/IBIX 3a/jauyl OKa3aHMA
MEIVMIMHCKOI TTOMOIIY CMEMAITCA B IPYTYIO IIIO0-
ckocth. Kak orpakeHo B mybnmkanusx [25,30,34,36]
KOHI[eNILMA 0OKa3aHyA nomoru B3pocbiM ¢ BIIC Tpe-
OyeT BbIfie/IeH) A IBYX NPUHIMINAIbHBIX HaIpaBe-
HMIA, TAaKVIX KaK coxpaHeHne kadectsa xxusuu (KXK) u
yBe/MMUeHNe IPORODKUTETbHOCTH X 13HN. OCHOBHOI
Bpa4yeOHBIl 3aKOH — He HaBpe[ly, B JAaHHOM Cily4ae
MaKCMMAa/IbHO OTPa’KaeT CyThb JAHHOTO IOAXOJA.

CoBpeMeHHas KapAUOXUPYPIUs MOCTEHUX Je-
CATUIETNIT BBIBOAUT Ha MepBblIii I/IaH IOPOKM, paHee
CYMTaBIIMeCs HeollepabelbHbIMY, WM Te aHOMaJINIL,
MMeBIIIe PaHee [IOXO0Jl IPOTrHO3 B OyayiieM. [laHHbIe
BIIC, nocrne psAfA Na/uiMaTUBHBIX U FeMOAMHAMMYE-
CKMX TIOJIXOJIOB K KOPPEKI[UI, TIPUBEIN K GopmMmpo-
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BaHUIO 0c000i1 IrpyIsl 60/MbHBIX [17,22,26,32,39,44].
9TO MaIMeHTH], KaK JIeTH, TaK U B3POCIIble, C TeMOJIM-
HaMIYeCKOll KOppeKIjuell IIOpoKa, XapaKTepusyeTcs
60/1bp1I0IT Pa3HOOOPA3HOCTHIO HO30/IOTMYECKIX eI~
HILY, UCXOZIs 13 MOP(OIOTMYeCKOro cybcrpara, OfHa-
KO 00'beIMHEHHOTO OffHMM MTPUHIUITNATbHBIM LS XN~
pypra 1 KapAauonora KputepueM — HeBO3MOXXHOCTHIO
CO3/1aTh aHATOMIYECKY 3[I0POBOeE Cepylle.

Koppexk1ijus mopoka — NpyHINMIINATBHO BaKHBII
BoIpoc i Kaxxgoro B3pocnoro ¢ BIIC. Ho kax no-
Ka3bIBAIOT JJAHHBIE TUTEPATypHI [2,5,15,18,24,33,41],
B CHICTeMe OKa3aHM:A IIOMOIIY B3POCTIOMY HaCe/IeHII0
OH He ABJIAETCA eIMHCTBEHHBIM, a B OIpe/le/IeHHBIX
CUTYALNIX, 0COOEHHO IPM CIIOPHbIX MM IIPOTUBOPE-
YMBBIX OKa3aHMAX K OBTOPHBIM KOPPUTUPYIOLIMM
IIpoLeAypaM BO3PacTaeT PONb HOMOTHUTEIbHBIX KPI-
TepUEB, TO3BOJISIONINX CKIIOHUTHCS MU B TIO/IB3Y Olle-
PaTMBHOTO JIEYeHIsI, MU, HA060POT, BO3JIEPXKATCS OT
IpeIonaraeMoro BMellaTe/IbCTBa.

CoBpeMeHHbIe METO/bI BU3ya/IM3aLUM, TAKIe KaK
MarHUTHO-Pe30HaHCHas ToMorpadus, KOMIIbIOTep-
Hast ToMorpadusi, aHIMOIOTMYeCKIe UCCIeOBaAHNMA,
axoKappuorpadus u [p. MO3BOMSIT BBIBUTD JaXke
He3HauUTeIbHble OTK/IOHEHMs, 0COOEHHOCTI aHATO-
My 1 QYHKLIMY cepALa U cocyoB. OHU M03BOJIAIOT
cpopMyIMpoBaTh IPaBUIbHBII MOPQONIOrMYecKuit
JMarHO3, KOTOPBIT B 00sA3areIbHOM HOpsijKe dop-
MUPYeT OCHOBY HOC/IEAYIOIell TAKTUKN BeTEeHWUS U
JledeHNns ManyeHTa. Takoe 60/MbIIoe KOMMIeCTBO UC-
CTIeOBaHMII /11 OHOTO MAIVeHTa, 2 TaK JKe PeKOMeH-
Jaluy KapfyoyIora 1 KapAMOXUpypra, Kak MofuepKi-
BAIOT JIUTepaTypHble fanHble [5,17,31,39,44] Tpebytor
¢dbopmmpoBaHye MYIbTUVCLUIIMHAPHOTO OAX0AA
K [IOCTaHOBKE JMarHosa 1 BbIpaboTKe CTpaTernu 1o
Kaxgomy B3pocnomy ¢ BIIC. KakoBa ponb omeHKu
KJK B KOMaHJIHOM IOfXOfie K PeIIeHNIO O TaKTUKe
BeJleHN: U OIIpefieNieH s TI0Ka3aHMsA K OLePATUBHOMY
nedenuio B3pocybix ¢ BIIC? Yro 651 roBOPUTD O TOM,
coxpannm /1 Mbl KXK marmenra nocie MHBa3MBHBIX
WV XUPYPIUUECKUX BMEIIATeNbCTB, OTPOMHOE 3HA-
YeHue NprobpeTaeT UCXORHbIE 0ObEKTUBHbIE TTOKA-
3arenu JlaHHOrO Kputepus. bes comunenns, KK - sto
VHTErpaibHbli MoKasaTens! Yxypmenne KK moxer
OBITH CBSI3aHO KaK HEIOCPEACTBEHHO ¢ 3a00/IeBaHMEM
CepALa VI IPOBEfIeHHON ollepanyelt, IPorpeccupo-
BaHneMm CH, paBHO Kak 11 abCOMIOTHO He 3aBMCETH OT
KapAMoXMpyprudeckux BmemarenscTs. Onenka KK,
KaK OTMeYeHO B PasHBIX IMTePaTypPHBIX MICTOUHMKAX
[6,7,13,17,21,35,47,48] Bce-TaKu HOCUT CYOBEKTUBHBII
xapakrep. HecMOTps Ha OrpOMHOE KOTNIECTBO METO-
nuk ouenky KK, kaxxgas us HUX CTaBUT 3afjaqy 00D-
eKTUBU3MPOBATD CTOND CYOBEKTUBHBLI (HaKTOP, fATh
€My KOHKPETHYIO0 11(POBYIO WJIV CMBIC/IOBYIO OLIEHKY,
a caMoe IVIaBHOE B Jla/IbHeIIIIeM OLeHUTb pe3y/IbTaT
JledeHNs1, KaK MeJUKaMeHTO3HBII, TaK U XMpyprude-
CKMII B BUJI€ Y/IYYIIEHVsI T€X MIU MHBIX TI0Ka3aTeIelt,
OTPaXKAIOIIVX PasHbIe €T0 CTOPOHBI



Onenka KJK, kak npaBuio, npoBouTCs 1myTeM
aQaHKEeTMPOBAHMS C JICIIONTb30BAHVEM OIPOCHUKOB
[5,6,7,8,19,31,38]. [lanmenTam mpepmaraeTcsi OTBETUTD
Ha Psiji BOIPOCOB B KOMBOPTHOIT 06CTaHOBKe. Yun-
TBIBasl IYHBIN KOHTAKT Bpaya ¥ IAI[IeHTa, a TaK e
crieruKy manueHToB ¢ BPOXAEHHO Kap/ioBacKy-
JIIPHOIA IIATOJIOT Vel BO3PACTAeT POJIb CIIeLMATN3UPO-
BaHHBIX ONPOCHMKOB, HAIIPABJIEHHBIX Ha BBISB/ICHMUS
HapylIeHNIt, CBA3aHHBIX C ONIpe/ie/IeHHON TPYIIIIOoii 3a-
6oneBanuit. Tak »ke BaKHBI ONIPOCHMKM, HAIIPABJIEH-
Hble Ha OLIEHKY OOIIIer0 COCTOSIHIS, He IPUBS3bIBAs K
KOHKPETHOI! ITaTOJIOTUY, BBISIB/ICHVIE YPOBHS TPEBOIN
u genpeccuu u fip. lIMpoKyro NOIy/IApHOCTD B COBpe-
MEeHHbIX MccnenoBanusx mo ounenke KK mpuobpenn
TecT SF-36, TecT Ha BbIAB/IEHME TOCIUTANIbHOI Tpe-
BOTU U JIeTIPECCUL.

Tect SF-36, N0 MHEHUIO Pa3NMYHBIX aBTOPOB
[6,7,19,36], Kak cTaHAAPTI30BAHHBILIT OIIPOCHNUK, PEKO-
MeHJj0BaHHbI BO3, oTpakaeT He TONMbKO INCUXMIECKoe
(xak o61IenpuHsTOE), HO GU3UIECKOE COCTABIISIONIE
uccnepyemoro napamerpa. Onenka KJK ¢ nmomompio
[aHHOTO OIIPOCHUKA [6], BK/IIOYaeT CAaMOCTOATENbHOE
3aII0/IHEHNIE, TTie IPEMIaraeTCs OTBETUTD Ha 36 BOIIPO-
COB, KOTOpbIe OBUTM 0ObeIHEe bl B 8 1IKaa. AHaIu3
IIKaJI XapaKTepusyeT: Gpuandeckoe QyHKIMOHUPOBA-
uue (PF), ponesoe dynkiuonuposanue (RP), 605b
(P), o61ee 3mopoBbe (GH), sxnsuecnocobuocts(VT),
counanbHoe ¢pyHkumonyposanue (SF), amonnoHans-
Hoe ¢ynkumonnuposanue (RE), mcuxonornyeckoe
3goposbe (MH). ITpu onenke KK yunroiBaercs, 4to
MIOKa3aTeay KXol MIKaabl BapbUPyI0T MexXay 0 un
100, rme 100 mpeacTaBisgeT MONMHOE 30poBbe. YeM
BbIIlIe II0Ka3aTe/lb 110 KaXKAoi IKare, TeM aydiie KoK
10 5TOMYy IapameTpy. [lepen nopcyeTom nmokasaremnen
8 1IKa! IPOBOUTCS IEPEKOANPOBKA OTBETOB (Iepe-
cyeT HeOOPabOTaHHBIX HATIOB OMPOCHMKA B Oa/IIbI
KUK), 3aTeM 1 monyueHys 3HaYeHMIT KaXK/[0N LIKa-
JIBI — CYMMMPOBaHUe MePeKOJUPOBAHHBIX OTBETOB
[178-xeka]. Pacuer 6amnoB KJK mo kaxkmoit wmkase
uposoguics 1o ¢popmyne [E-Min]/[Max-Min]*100,
rzie: E — cyMMapHblit cueT mkasbl, Min -MyMHMManIbHO-
BO3MO>KHO€ 3HaueHMe IIKajbl, Max — MaKCMMaIbHO-
BO3MO)KHOE 3HaYeHMe IIKaIbL. /I KaKJOoro pecroH-
IeHTa 10 BCEeM IIIKaIaM PaCcCYMTBIBAJICA Z-CYeT IO OT-
HOIIEHNIO PAa3HUIIBI 3HAUEHU KaXXIOV MIKAJIBI C €TO
CPeIHUM 3HaYeHNeM B IIONMYIALUN K CTAaHAAPTHOMY
OTK/IOHEHMI0. PexoMeHyeTcs MmoficueT 2 CyMMapHBIX
usMepeHnit: GusnuecKuit KOMIoHeHT — Phsum, BKio-
qaroumii B cebs pusndeckoe GyHKIMOHMPOBAHIE, PO-
neBoe GyHKIMOHMPOBaHMe, 60b, 001Iee 3[0POBbeE, I
ICUXMYECKNIT KOMIIOHEHT — Mhsum, BK/II0Yarommii
XM3HECIIOCOOHOCTD, COLMaIbHOE QYHKIVIOHNPOBa-
HI1e, 9MOLYIOHA/IbHOE (PYHKLIMOHVMPOBaHUe, IICHXOJIO-
rYecKoe 300poBbe. I cTaHgapTU3anyy 3HAYeHUI
KaXXTI0J1 IIKajIbl peKOMeH0BaH 50% ypoBeHb OT upie-
a/IbHOTO 3[JOPOBbs U OMIHAKOBOE CTaHIapTHOE OT-
K70HeHue, paBHoe 10. CTaHAapTU3anusa CyMMupye-
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MBIX TI0Ka3aTesIell BLIIOMIHACTCA C UCIIO/NIb30BAHNEM
cTaHAapTH30BaHHBIX popmyr: PH=(Phsum*10)+50 u
Mh=(Mhsum*10)+50 [6,7,13].

Kak ormeuarot muHoOrHMe aBTOpHI [14,15,17,24,37,43],
B OIlpefe/ieHN) NOKa3aHMIl /ISl KapAMOXUpYyprude-
CKUX OIlepaluil Y B3pOC/IbIX BaXKHBIM MOMEHTOM fIB-
JsIeTCS IpaBMUIbHAS TPAKTOBKA XKamob MmaiyeHTa ¢
y4eToM 00BeKTUBHBIX Kputepues. Hamndne xano6
BereTaTMBHOIO XapaKTepa, Ha ()OHe YMepEeHHBIX UIN
BBIP)XEHHBIX M3MEHEHMII 110 TaHHBIX 00'bEeKTUBHOTO
00C/IefoBaHMsI, MOXKET HPUBECTH K JIOKHOMY HOpMy-
NMPOBAHMIO IIOKA3aHMII K OIlepaTUBHON KOPPEKLNN.
CoxpaHneH1e xano0, Tak Kak OHU Te ObUIN IPaBUIIb-
HO paclieHeHbl [0 olepanym, Husknit yposens KOK B
MIOC/IeOTIePAIIIOHHOM HepHofie, CO3ARYT OMOTHI-
Te/IbHble CJIOKHOCTY B BeJeHUM TaKMUX MAlMEeHTOB,
OKa3aHUY UM KapAMOJIOTMYeCKOll IIOMOIY, a TaK e
BOCIIPUATHUIO Pe3yabTaTa IPOBEJEHHOI KOPPeKINK
HOpOKa CaMMM TaiyeHToM [2,31,41,47,48].

OrpomHoe pasHoobpasue OPOKOB, H0JIbILIOE KO-
JIMYIECTBO TPENIOKEeHHBIX OIepaluil I MeTONUK, UH-
AMBUAYAIbHOCTD IIOC/IEONEPALIVIOHHOTO IIep1Oofa 3Ha-
YYTE/IbHO YCIOXKHACT CTAaH/JAPTU3ALNIO IOXO0B i1
B3pocibix nanyuenToBs ¢ BIIC. YunurtbiBas 310, OfHUM U3
CUCTEMOOOPA3YIOIVIX KOMIIOHEHTOB B 00CIeTOBAHNI
TaKMX JJONbHBIX IOJDKHO cTaTh oljeHKa KUK, kak mep-
BOCTeIIeHHas 3ajjavya Ha IIlepBoM ara1le. [Ipexe Bcero,
3TO IpaBUIbHAS TPAKTOBKA XKaI00, ¢ KOTOPBIMHU 00-
paljaeTcs ManyieHT, COOTBETCTBYE MX TOJ CUMIITOMa-
THKe, TUIIMYHON JJI JaHHOTO HOpoKa (KakK IpaBuio,
3TO XapaKTepHO WIN CUHAPOMY TMIOKCUN UK CUH-
npomy CH). B o6s13atenbHOM HOpsifiKe HEOOXOAMMO [0
Hayasia [YarHOCTUYECKUX 1 JIeYeOHbIX MEPOIIPUATII
ouennts KX [3,5,6,35,38,48]. Ha ocHOBaHMU CpaBHM-
Te/IbHBIX JAHHBIX MOXKHO CYIUTh 00 3 eKTUBHOCTI
CaMOIl CTpaTeruy eYeHnA: KOHCePBAaTUBHAS MU X1-
pyprudeckas, a ey BblopaHa XMpyprudeckas TakTy-
Ka BefleHIsI, TO BO3MOYKHbIE ITOJXO/bl K peann3alnm —
MHBAa3MBHAA MY ONlePallIOHHBIM ITyTeM.

Bspocnpie ¢ BIIC, 1o MHEHIIO MHOTUX aBTOPOB
(4,8,9,24,32,], HOMKHBI paccCMaTpUBATbCS Yepes Ipu-
3My Iepefjaul TaKMX MAI[MeHTOB OT MefuaTpa K B3poc-
nomy kappauonory. Cuyokenne K)K HaumHaoT octpo
3By4YaTb y>Xe B IOJAPOCTKOBOM nepuope! Cam nog-
POCTKOBBIIT BO3PACT, EPHUOf [TybepTara, 9MOL[IOHATIb-
HOJI HATIPSDKEHHOCTH, JKeIaHWsI peann30Barh cebs B
KM3HM, BBIOOP CIeLMaTbHOCTH, IPOQeCCHOHaIbHAS
HOJTOTOBKA CTABAT IIepefl BpauyoM, paboTaIoLVIM C Ta-
KuMy 60/1bHBIMYU OOTIbLINE 3a/ja4l, 2 IOMHOXXEHHOE
Ha nmanueHnTtos ¢ BIIC, kotopble uMeny u/uny nMeroT
olpefie/ieHHble OTPAHNYEHN s, TO IPaBUIbHAA TPaK-
ToBKa 11 orieHKa KJK ouenb BaxxHa. HemanoBaxkso pe-
IINTD, KOIIa HeOOXOAMMO IlepeiaBaTh TAKIUX JleTell.

B Ykpanne cucremMa oKa3aHuUsA IOMOLIY JETCKOMY
HaCe/IEHNUIO OCYLeCTBAETCA fo 18 y1eT. B cBAsM ¢ uem
HOAPOCTKM 16-18 J1eT, COCTOSAT elie Oy HabIoeHN -
€M IefuaTpa, B TO BpeMs Kak crapiue 18 jet, okasa-
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Hyie IIOMOIIIY B3POC/IBIM OYeT IPOBOJYUTD Kap/VIOIOL.
[Ipouecc mepemaun TakMX MalMeHTOB CONPSDKEH C
MHOYXECTBOM IIPO6/IEM, 11 OFHA U3 IIePBOCTEIICHHbIX —
arto noteps nauyeHTos ¢ BIIC. C 3TuM cTanKmuBawTCca
U B CTPaHaX C BBICOKMM YPOBHEM KapAVOXUPYPTUI,
rjie IPOLEHT IIOTEPU MOXET COCTaBAATH 0 30 %
[27,32,35,45, 49]. B aTux ycmoBusix nprobperaer 3Ha-
JyeH1e GOpMMpPOBaHIe OTHEIbHOI CIEIaTbHOCTH
kapauonora 1o BIIC (GUCH specialist, congenitologist
u 1p.). Bo MHOIMX COBpeMeHHBIX K/IMHUKAX, 3aHNMAI0-
muxcs B3pocneivu ¢ BIIC, paspaborana mporpamMma
HOATOTOBKM TAKMX CIENMaICTOB, BKIIYAONTasA KaK
HOATOTOBKY II0 TIeAMATPUYeCKO KapAMOIOT I, KaK I
1o B3pocnoit kappuonorun. Ilepexon oT megmarTpa K
Kap/IMO/IOTy BK/TIOUAaeT He TONIbKO Mepefiady MeINI[H-
CKOJT IOKyMEHTALINM, a U TECHBIN KOHTAKT Bpaya, KaK
C TIAIIMIEHTOM, TaK U C POAWTENAMI, €T0 CEMbell, POJIb
06pa3oBaTe/IbHBIX IIPOrPaMM, 00 beIVHEHNI Al JIeH-
TOB C CepfievHO COCYAUCTBIMM 3a00/IEBAHISIMI BPOXK-
IeHHOI 3TMONIOTUY, TaK M UX ceMell, OKa3bIBalolue
MH(OPMALMOHHYIO, 00pa30BaTeNbHYIO, ICUXONTOIN-
JeCKyIo IOMOITb. borplioe 3HaueHne MeeT BHepe-
HIe TaK HasbiBaeMoro «Ilacnopra nanuenra c BIIC».
Takue mopxopsl, 6e3 comHenus coxpanar KX aroii
TPYIIIBI OO/MBHBIX, IPELOTBPATAT €T0 CHIDKEHIE.
Ba)kHO MOIYepKHYTD, YTO BCE MOPOKM Y B3pOC-
JIBIX BBIfIEJIEHBI He IT0 aHATOMIYECKOMY IIPU3HAKY, a
10 TsDKecTi. Kak oTMe4eHo B COBpeMeHHBIX Iy6mu-
Kanuax [5,20,35,44,48], Takoil MOAXO[, IIO3BOAAET
IIPOTHO3MPOBATh OTCYTCTBIE BHIPAXKEHHBIX IIPOOIEM
VY BBI3IOPOBJIEHME Y MallMeHTOB ¢ mpocTeiMu BIIC
(neocnoxxHeHHbIE leheKThI IIEPeropooK, HebOobIIne
CTEHO3bI Ha K/IAIIAHaX MATYCTPAIbHBIX COCY/OB 1 JIp.),
¥l BOIIPOC VX TIepefiadyl BO B3POCIIYIO KIMHUKY He Oy-
IIeT TaKUM OCTPbIM. be3 coMHeHN s, MalyieHThl, OTHO-
csimpecst K rpyrite spkensix BITC (Hanpumep ¢ 061mym
XKETyJOYKOM, IIOPOKM C UCHONb30BaHNEM KOHIYUTOB
u Jp.) OyAyT HAXOAUTHCA Ha HOCTOSTHHOM KOHTpOJIe
KapfIMO/IOra, ¥ BOIPOC Mepefadn CTOUT He CKONbKO
KOT/}a, CKOIbKO KOMY IlepejaTh JAHHOTO IaIieHTa.
Hesosmosxuo roBoputs o KK, 6e3 npumoxxenns
oleHKe (PU3NYeCKOil aKTUBHOCTH. [I/11 pasHBIX IPYIII
MaI[MeHTOB 3TO MTOKa3aTeb pasanyeH. s B3poCibIx
co croxubiMu BIIC dusideckas akTHBHOCTD IIOfIpas-
yMeBas BBITIOJTHEHNE TI0BCEfHEBHBIX HATPY30K, CaMO-
06Cy>K1BaHue, IOTHOLCHHAs POJIb B O0IIeCTBEHHO
xxusHu [5,11,17,18,] B To Bpemsi, Kak TOT e IOKasa-
TeJb JIA TPYIIIbI C IPOCTHIMM AHOMATMAMY MOKET
BKJ/IIOYATDb 3aHATUA PU3KY/IBTYPOIL U OIPefieNIeHHBIMU
BUJIAMU CTIOPTa. PexoMeHmanmu 1o BefieHuIo feTeil ¢
BIIC ewe 10 yeT Hasaj oTpakany orpaHudeHue ¢u-
3U4eCKOIl aKTMBHOCTH U TIO/THOE 3allpellleHNe 3aHATHI
MI0OBIMY BUAMI CIIOPTA. BBIiiAs 13 MOAPOCTKOBOrO
Hepuofia BO B3POCYIO KU3Hb, TaKVe MallMeHTH Orpa-
HITYeHbI B (PUBMYECKOIT aKTMBHOCTH He TONBKO B CBA-
3U C IIpU3HAKaMU AUCQYHKIMY CEPeYHO-COCYANCTONM
cucremsl 1 CH, o61mem ¢pu3ndeckoM oTCTaBaHU, He
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TPEHMPOBAHHOCTDIO, HO, YTO HoTee BayKHO, HEIIO/TO-
TOBJICHHOCTDIO K 3aHATUAMM TPYHOM U CIIOPTOM, He-
KeJIaHUeM BBIIIO/IHATD 3aTPy3Ky, a MHOT/A U CTpaxa-
MM IIepef; BO3MOXKHBIMI IOCTIeACTBUAMU PU3NIECKOI
akTuBHOCTH. HempaBuibHast olleHKa 3HAYMMOCTU U
BBIPOKEHHOCTN (PU3NIECKOI HATPY3KU IIPUBOAT K
He0OOCHOBAaHHOMY CHIDKEHMIO JIBUTATE/IbHON aKTUB-
HOCTH, HEpaL[OHATIbHOMY 00pa3y )KM3HI, YTO KaK Ka-
CKaIHbII MEXaHM3M, 3aITyCKaeT IOCTyNaTe/IbHble IPO-
6/1eMbl: TUITOAMHAMILS, M30BITOYHAS MacCa Te/a, BPel-
Hble IPUBBIYKY, @ B JA/IbHEIIIIIEM YCYTyOeH e Ipy3Ha-
KOB KappuanbHoit fesaganrayuu u CH! [5,18,20,31].
MHorue aBTOpHI [5,35,36,44,47] MOAYEPKUBAIOT, YTO
kuHnYeckue npusHakyu CH ABIAIOTCA MCTMHHBIM
HpenATCTBYMEM K palllOHaTIbHOMY aKTMBHOMY 00pa3sy
XKVM3HM IPUOIV3UTENBHO Y 1/3 B3pOC/IBIX TALIMEHTOB C
BIIC. CrangapTusanys NpoTOKONIOB OLEHKM TIepPeHo-
CUMOCTH JJ03MPOBAHHOI QU3UYECKOIT HATPY3KH, A TAK
Ke K JJOIIYCKY 1 KOHTPOIIO 32 (QM3MIECKOIT aKTHBHO-
CTH paspaboTaHsl 1 ONyOIMKOBaHH [5,35, 44,47], of-
HAaKO, OIIeHKa CaMIM ITAI[JIEHTOB He MeHee BaXKHA, 4eM
IPOCTO paspeleHne K caMuM 3aHATHAM. OIpOCHUK
KJK Mo>xeT cTaTh HaJie)KHBIM [TAPTHEPOM Kap/yonora,
3aHMMaIoLIerocsa Bonpocamiu B3pocibix ¢ BIIC

Kpurepuit KX B acriexte onenku ¢pusnudeckoro
COCTOAHMA y MOAPOCTKOB U B3pocibix ¢ BIIC Heno-
CPeACTBEHHO CBSI3aHbI C BOIPOCAMU TPY/IOBOIL esi-
TEIIBHOCTH, a TaK ke BbIOOpa MpodecCHOoHaNIbHO
opreHTaLuUI. BakeH MIMEHHO MO{POCTKOBBIN IEPUOJ,
(16-18 neT), KOrAa MOFPOCTOK CTATIKMBAETCS C BOIIPO-
camu mpodeccroHanbHOI OpreHTaluu Bbibopa Ha-
HpaB/ieHus 00y4YeHNs, 9YTO B CBOIO 04Yepefb TpebyeT
HPVHATHS PELIeHNs Ha OCHOBAHWM He TO/IBKO CYyO'beK-
TMBHBIX ITOXKeJTAHWIT Y€TIOBEKA, HO 1 C BO3MOXKHOCTHIO
MOMTHOLIEHHO 3aHMMAThCSI BBIOPAHHBIM JI€/IOM, CIIO-
COOHOCTI IIEPEHOCUTH 00YCTIOBTIEHHBIE JAHHOII CIIe-
LVaTbHOCTBIO0 Harpy3kn. OObeKTUBM3ALVA KauecTBa
JKU3HY ¥ ero (PU3NYeCKOro KOMIIOHEHTa HOCTYXXUT
KpUTepIUAMY peKOMEeH/aINN B BbIOOpe mpodeccuy, ee
YCIELTHOCTH U COLYA/IBHOTO CTaTyCa TaKMUX OONbHBIX
(5,17,22,38,47]

Bornbiioe KonuuecTBO MyOIUKaLUi O COYeTaHUN
BIIC ¢ XpOMOCOMHBIMMU U TeHeTH4YecKnMu 3aboeBa-
HVSIMU B IeMaTpyn 6e3 COMHEHUIT IPOIOKATCS BO
B3pOCION Kapauonoruu [2,5,12,24,28,45]. Komaectso
TAaKMX MALMEHTOB €XXEroHO BO3PacTaeT. ITO CBsI3aHO
He TO/IbKO C BBDKMBAEMOCTBIO IeTell C TeHHbIMI U XPO-
MOCOMHBIMY aHOMAJIMAMY, @ Y IBMEHEHVAMY OTHOLLIe-
HYS B 00IIeCTBE K TaKMM OO/IBHBIM C OTpaHIYEeHHBI-
M1t GU3NIECKUMU ¥ YMCTBEHHBIMIU BO3MOXKHOCTSIMIL
bonee 18% BIIC acconnmpoBaHbl ¢ XpOMOCOMHBIMMU
AQHOMA/IUAMI, CPeY KOTOPBIX NMALIIEHTBI C CMHPOMOM
JlayHa ABnAtoTCA NpeobnafaromyMy (IIpakTUIecKy ¥z
BCex goxuBLyx o 18 net.) [5,28]. Xoporuo usBecTHO
co4yeTaHne KOHOTPYHKAIbHBIX IIOPOKOB C XPOMOCOM-
Hble aHoManun (22q11.2), 1 cO9eTaTCs C CUMHAPOMaMMI
DiGeorga, Shprintzen, Takao [28,32]. Be3 comuenust Ta-



K€ TTaIMeHThI I7I0X0 aJANTUPOBAHbI COlManbHo. Ecrm
B IIEPUOfiE IeTCTBA 3TO He TaK 3aMETHO, YYMUTbIBAs POTIb
ponuTeeii, Ho 10 Mepe B3POC/IEHNs COLMaTbHAA IU3a-
manranys, Huskoe KJK, a B fanpHeiiieM oTcyTcTBIE
aJleKBaTHOI'O KapAMOIOINYeCKOTO OOCTy)KMBAHMA Ta-
Kux B3pocbix ¢ BIIC, mpuBopguT K 1ie/101 KOoropTe note-
PAHHDIX AIMEHTOB. [IalyeHThl ¢ XpOMOCOMHBIMU AHO-
ManusIMIL He BCeTAa CIIOCOOHBI afieKBaTHO OLICHNMBATh
CBOE COCTOsAHME V1 HEOOXOAMMOe JIeYeH e, YTo TpebyeT
aKTMBHOTO YYaCTHA B PellIeHNY BOIIPOCOB, CBA3AHHBIX
€O 3/I0pPOBbEM IALMIEHTOB POJCTBEHHIKOB MM OIIEKY-
HOB TaKUX IaIMeHTOB.

Takum 06pasom, cTaHAAPTU3ALUA IPOTOKOIOB
Beflene nanuenTos ¢ BIIC npuBeno K BBDKMBaeMOCTH
60mee 90 % Bcex gereit ¢ BIIC. Ycmex Takoro mopxopa,
Ha (QOHe COBEpPUICHCTBOBAHMUA, KAK XMPYPrUIeCKOI
TEXHUKM, TaK ¥ MEJUIIHCKOTO 000PYLOBaHN HE MOT
He YBeIMUUTD POJIb ATPOreHHbIX akTopoB. Korna ma-
IIVIEHT MePeXOANT B MOAPOCTKOBBIN TePUOJ, ¥ CTaHO-
BJTCs1 B3POCTIBIM IIPUHIUIINATIBHO MEHAIOTCS 3a/Jaull I
THOJIXO/IbI K TAHHBIM aHOMaMMAM. VIHCTpyMeHTaIbHOe
YCTpaHEeHNMe OCTATOYHbIX IATOIOINYECKIX M3MEHEH NI
B cepfilie Y TPOOIepMPOBAHHBIX AIIMEHTOB CONpPSIKe-
HO C BBICOKVM PUCKOM (IIOBTOpHBIE OIlepaluy, Haj-
4yie 0C/IoXKHeHmiT). Takne 0COOEHHOCTH, B KOHEYHOM
urtore GOopMIUPYIOT OCHOBHYIO Lie/Ib OKa3aHIsA TIOMOIII
B3pocnbiM ¢ BIIC, koTropas HanpasieHa Ha yBennde-
Hl€ IPOJOKUTEbHOCTY KU3HY TP COXPAHEHHOM
win yny4dueHHoM KK (ecu 0HO 6BLIO CHIDKEHO 1O
oneparyy). CTaHAapTU3aLA U aKTVBHOE BHEIpeHIe
onenky K)K y mannentos ¢ BIIC ymydiuT pe3ynbraTel
BefleHN, KaK MOJPOCTKOB, TaK I B3POC/IBIX C JaHHOI
IIaTOJIOTHEN.
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