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AHHOTauuA

AkTyanbHocTb. BpoxaeHHble nopoku cepgua (BMC) kak npuynHa MHBaNMAHOCTU HAXOOATCA HA 2-M MeCTe MOoCcne NopaxeHWA LeHTpasbHON HEPBHON cu-
cTeMbl. BO3MOXHOCTM COBPEMEHHON MEAULIMHBI 3HAYNTESIbHO YBENNYUIN NoKa3aTerb BbPKMBAEMOCTU TakuX AeTelr. 3HaunTeIbHaA 4acTb HOBOPOXXAEHHbIX
¢ BIMC poxwuBaeT po B3pocnoro Bo3pacta. CTonT 3aaaya obecnedeHns Takum MiogaM MakCUMaibHO BO3MOXHOIO KaYecTBa XM3HW, YTO HEOCyLeCTBUMO
6e3 UHTerpasbHbIX UCCNIeA0BaHNI COCTOAHNA 300POBbA B OTAAIEHHOM MOCNE0NepaLnoHHOM neproae.

Matepuanbl u metopbl. Habnogann 12 peteli (6 AeBoyek 1 6 Manb4yMKoOB), ONEpPYPOBaHHbLIX MO MOBOAY KOapKTauuu aopTbl. JNUTenbHOCTb HabnoaeHnsa
1-9 net (Me - 5,5).

PesynbTaTtbl. KoapkTauma aopTbl codeTanach ¢ Apyrmu nopokamu (11/12): aHomanum knanaHa aopTbl C YMEPEHHbIM HapyLIeHWeM remMoamHaMukm (4/12),
nedeKTbl neperopodok cepaua (5/12), oTKpbITbIA apTepuanbHblil NPOTOK (4/12). 3aperncTpypoBaHo codeTaHne NopokoB. B oTaaneHHom nepuone BbiABNA-
JIUCb HEYCUOUMBOCTb, CIIOXHOCTU B YCBOEHUW LUKONbHOW NMPOrpamMbl, HApYyLLEHNA CHAa, HEBPOTUYECKME peakuun, MMKpoadeHoma runodusa, xenesonedu-
LUMTHaA aHeMnA, MHaHTUIbHaA aHOpPeKCKA. YacTo oTMeYanuch annepruieckne peakuum, 6011 B XXMBOTE, 3anopbl, racTpoasodareasbHblii pedriokc, Ha-
pYLUEHUA OCaHKK, aHOManuu Npukyca u pocta 3y60B, rpbiXu, aedopmaumm cTon.

3akntouenume. BINC He n301MpoBaHHbIN AedekT CTPYKTYpbl CepaLa, a cTpajaHue BCeX TKaHeh 1 CTPYKTYp cepaua (Mo3ToMy NPaBOMOYEH TEPMUH «XPOHU-
yeckan 60ne3Hb cepaua»). Ho ogHoBpeMeHHO cTpadatloT 1 Apyrne CUCTEMbl OpraHM3ma B pesynbTaTe HapyLueHnA KPoBOOBpaLLEHNA 1 COMYTCTBYHOLMX CO-
cToAHMIA. [laloTcA pekoMeHaaumm no CoBepLLEeHCTBOBaHMIO nomoLum aetam ¢ BIIC.
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Abstract

Relevance. Congenital heart defects (CHD) as a cause of disability are in second place after central nervous system damage. The possibilities of modern me-
dicine have significantly increased the survival rate of such children. A significant part of newborns with CHD survives to adulthood. The task is to provide such
people with the highest possible quality of life, which is impossible without integral studies of the state of health in the remote postoperative period.

Materials and methods. 12 children (6 girls and 6 boys) were operated on for aortic coarctation. Duration of observation 1-9 years (Me — 5.5).

Results. Coarctation of the aorta was combined with other malformations (11/12): abnormalities of the aortic valve with moderate hemodynamic impairment
(4/12), defects of the heart walls (5/12), open ductus arteriosus (4/12). A combination of vices has been reported. In the distant period, restlessness, difficulties
in mastering the school curriculum, sleep disturbances, neurotic reactions, pituitary microadenoma, iron deficiency anemia, infantile anorexia were revealed.
Often there were allergic reactions, abdominal pain, constipation, gastroesophageal reflux, impaired posture, malocclusion and tooth growth, hernia, and defor-
mation of the feet.

Conclusion. CHD is not an isolated defect in the structure of the heart, but the suffering of all tissues and structures of the heart (therefore, the term "chronic
heart disease" is eligible). But at the same time, other body systems also suffer as a result of circulatory disorders and related conditions. Recommendations
are given on improving care for children with CHD.
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AKTyanbHOCTb

PacripocTpaHEHHOCTb OOJIE3HEN CEPAEUYHO-COCYIUCTON
CHUCTEMBI (KIACC [) MO pe3ynsraraM MaCCOBBIX JTHUCIIAHCED-
HBIX OCMOTPOB cocTaBisieT 185,3%0 [1]. B obuieit crpykrype
XPOHHUYECKON MATOJIOTMU JETEN U IIOLPOCTKOB CEPACYHO-
COCY/IUCTBIE 3200JI€BAHMS 3aHUMAIOT 3-€ MECTO IOCjIE 6O-
JIE3HEH OpraHoB IuineBapeHus (kracc K) u ornopHo-iBura-
TEJIBHOTO armaparta (K1acc M). PUCK NOAB/IEHNA HA CBET HO-
BOPOXKAEHHOI'O C BPOXK/IECHHBIM ITIOPOKOM cepatia (BIIC) co-

crasysier 6—12:1 ThIC. JKUBOPOXKICHHBIX. EC/I TIOPOK €CTh ¥
cr1bCa, PUCK MOBBIIIAETCA HA 1-3%, IpU HAIMYUKM [TOPOKA
Yy OAHOIO M3 pojguTenei — Ha 2—4% [2]. B MocKBe yacTtoTa
BPOKJAEHHBIX aHOMAJIUNA CEPAECYHO-COCYIUCTOM CUCTEMBI
(Q20-Q28) cocrasmsier y mereit 771,7-786,4:100 ThIC,
y 1oHomer — 483,1-484,8:100 Toic. BIIC Kak mpruyrHa NHBA-
JIMJHOCTH HAXOAMTCA HA 2-M MECTE IIOCJIE HOPAKEHNSA LIEHT-
PAIBHOM HEPBHOM cHCTEeMBbl, cocTapmisi 10,5—10,6:10 ThIC.
HacesieHus [3]. COBpeMEHHOE XUPYPIruYeCKOe JICYEHHUE, BO3-
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OcHOBHbIe AaHHble No 06cnefoBaHHbIM NauueHTam
Basic data on the examined patients
AwnarHo3 Ha MOMEHT AnutenbHoCTb
MauueHTt Mon onepaTtuBHOro HabnogeHus, JAunarHo3 oKoH4YaTeNbHbIN
BMellaTenbcTBa ner
KoapKTauus aopTbl. KnanaHHbI CTeHO3 aopThl (fpaaneHT aaeneHva 43 mm pT. cT.). M3BuToCcTb Ayrn
[IByCTBOpYATHIN KNanaH aopTbl. F'MnepTpochuAa Mrmokappa. deneuna napbl XpoMocoM 22. [JakpruoumcTuT.
);opr? OTKPLITHI MHdaHTuNbHaA aHopekenA. XXenesogeduuntHaa aHemua. bpoHxuanbHaa
1 K apTepuasbHbIA NPOTOK. 9 acTma, annepruyeckne pyHUT U KOHBIOHKTUBUT. AHOManuA npukyca.
HelOHOLIEHHOCTb MnockoBanbrycHaa gecopmauma cton. [ByCTOPOHHAA NaxoBaA rpbixa.
Pe6eHok «to smali HouHble kowmapbl. HaBA3uMBbIe ABMKeHUA. SHypes. MukpoaneHoma
for a date» runocpunsa. FoHagoTPONMH3aBNCMMOE NPeXXAEeBPEMEHHOE NO0BOE CO3peBaHue.
3aTpyaHeHuA npu 0byyYeHnn
KoapkTauusa aopTbl.
ﬂByCTgopHZTbIVI K5’1anaH [AncdyHKuMA cuHycoBoro yana. JakpumounctuT. HapyLieHma ocaHKku.
> K 20pThI. OTKPBLITHIlA 9 >KenesopedumumTtHaA aHemnA. BpoHxmnanbHaA actma. MNnockoeansrycHaa
: o necopmauma cton. TAXenble HeBPOTUYECKMe peakLum
aprepuansHbiv poToK. (HabnopaeTcA y necuxmaTpa). 3aTpyaHeHnA npu o6yveHnn
HepoHolweHHOCTb y : Y Y
3 K KoapkTauusa aopTbl. 5 [ncdyHkumA cuHycoBoro y3na. XXenesogedununtHaa aHeMUA.
Hedekt MXI ATonuyeckunin oepmatuT. HouHble kowmapsl. [MynoyHas rpbixa
4 M KoapkTauusa aopTbl. 8 ®debpunbHble cypopory. bpoHxuanbHaa acTMa. 3anopbl XpOHNYECKMe.
Hedekt MXI HouHble KowMmapbl. HeBpoTuyeckme peakumn. HeycnaumBocTb
KoapkTauusa aopTbl. [BycTBOpYaTHIN KNanaH aopTbl. YMEPEHHbI CTEHO3. YMepeHHanA runeptpodua
5 M [BycTBOpYaTHIN KNnanaH 8 muokappaa. N3sutoctb ayru aopThl. Kocornasme. Yacto 6onetowmii pebeHok.
aopThbl HeycungumsocTb. BbicTpasa nctowaemoctb
KoapkTauua aopTbl. YeTbipexcTBOpYaThIV KnanaH aopTbl. CUHAPOM rMnepMobuIbHOCTI CyCcTaBOB.
6 X YeTbipexcTBOpYaThIN 7 AneHonanT. XpOHNYECKUIA TOH3UNNT. HeBpoTnyeckme peakummn.
KnanaH aopTbl CHoroBopeHue
KoapkTauma Thl. o
7 M oapOTi;uT:;p 5 ATtonunyeckuin pepmaTtunt. AgpeHongut. F'mnepTporA MUHAANNH.
o YacT nn HOK. XpOHUYecKu nopbl. HapyweHuna cH
apTepUaLHbIA NPOTOK acTo 6onetowmii pebeHoK. XpoHnyeckme 3anopi apylue CHa
8 M KoapkTauua aopTbl. 6 Hapywenusa cHa. TpaHanTopHble TUkK. OBKyCbiBaHNe HOrTe.
Dedext MXI PacxopAweeca kocornaaue. NmnepmobunbHOCTDL. NaxoBan rpbixa
KoapkTauua aopTbl.
9 K Dedekt 5 XKenesopeduumtHaa aHemuA. VIHhaHTUNbHaA aHOpeKcnaA.
MeXnpencepaHon HaBAsumBble aBuXeHUA. MoaBbIBUX LWENHbIX MO3BOHKOB. 3anopsbl
neperopoaku
10 X KoapkTauusa aopTbl. 5 MpuBbluHaA peoTa. MacTpoasodareanbHblin pedniokce. MMnepmobunbHOCTb.
Hedekt MXI HapyweHua cHa
KoapkTauusa aopTbl.
1 M OTKPbITbIV 4 BpoHX006CTPYKTUBHBIV CUHAPOM. MNEpPMOBUIBHOCTL
apTepuasbHblil NPOTOK
12 M KoapKTauma aopTbi 1 ATOnUYeckui AepMaTuT. Annepruyeckuii puHnT.
Anneprmyeckuii KOHbIOHKTUBUT
MpumeyaHue: M — naumeHT my>xckoro nona, X — »xeHckoro; MXXIM — MmexokenynovkoBan neperopoaka.

MO’KHOCTU pPEAHUMAIIUUM U HHTEHCUBHOH TEpanuu
3HAYUTEIBHO YIYYIIWINA POrHO3 BBDKUBAEMOCTU TAKUX
neren. B o61elt CTpyKType CMEPTHOCTH OT XPOHUYECKUX
3aboneBaHun cepana poias BIIC cHu3MiIachb OTHOCH-
TEJIbHO IIEPBUYHBIX KAPJUOMUONATHNA U (PATATBHBIX Ha-
PYIIEHUH MIPOBOJUMOCTH. B COBPEMEHHBIX YCJIOBHUIX
3HAYUTENbHAA 9dCTh HOBOPOXKIAEHHBIX ¢ BIIC He TOMbKO
BBDKMBACT, HO U JIOXKHBAECT /IO B3POCJIOTO BO3pacTa [4].
[ToaTOMYy CTOUT 33/ja4ya OOECIIEUEHUS TAKUM JIIOJIIM MaK-
CHMaJbHO  BO3MOXKHOI'O  KayeCTBA JKHU3HH, YTO
HEJOCTIKUMO 0O€3 MHTEIPANbHBIX HUCCIEJOBAHUN CO-
CTOSIHHUS 3/JOPOBbSI B OTJJAJIEHHOM ITOCIEOIIEPAITMOHHOM
nepuosie. Ho B JOCTYITHOM HaM JUTEPATYPE OCHOBHOE
BHUMAHUE YAEACTCS AHAIN3Y OTJAJICHHBIX IIOCJIEICTBUNA
PA3IUYHBIX BAPHUAHTOB XHUPYPIUUECKOT'O BMEIIATE/Ib-
crBa [5]. IleguaTpUdyeCKUE ACHEKTHI TOU NPOOIEMBI
OCBEIIEHBI HEIOCTATOYHO.

IIeas — OLIEHUTD COCTOSTHUE 3/IOPOBbsI JICTEH B OT/IAJICH-
HOM IIEPHO/IC HA IIPHUMEPE OJHOI'O U3 HAUOOJIEE YACTHIX
BIIC (xoapkramuy aopTel), ONEPUPOBAHHLIX B IIEPBBHIC
3 MEC JKU3HU.

MaTtepuanbl n metoabl

Hab6mromamu 12 gereit (6 m1eBOYEK U 6 MATbYMUKOB) C
KOAPKTAIIMEN A0PTHI, ONIEPUPOBAHHBIX B IIEPBBIE 3 MEC
SKU3HH. Bce ornepanyy BBIIOIHEHBI C PE3EKITHEI TTATOIO-
TUYECKOI'O y4aCTKA A0PThI U penapauneﬁ KOHEII-B-KOHCII.
ITocneonepariMoOHHBIA EPHO]T TPOTEKANT 6€3 OCOOEHHO-

creit. ITo MOKa3aHUAM B IIPOIIECCE HAGTIOICHUS TPOBO/IH-
JIUCh KIMHUKO-UHCTPYMEHTAIBHBIE U JTa60PATOPHBIE 06-
cnenoBaHus. [1pu HEOH6XOAMMOCTH KOHCY/IBIAINH CIIEIHA-
JIUCTOB. MenaHa JUTUTETbHOCTH HAGIOEHUST COCTABIIIA
5,5 roga (mpezensl Konebanuii 1-9 jier).

Pe3ynbTathbl

Cpenu 06CIeJOBAHHBIX HAMHU JIETEN YUCIO MaJTbYUKOB U
JIEBOYEK OBUIO OJMHAKOBBIM (CM. TA0/IHLLy). Y GIMKANIINX
poxacrBeHHUKOB BIIC He BbIABIEHBL BEpEMEHHOCTH BO
BCeX 12 cydasx MpoTeKasa HEOIATONPUATHO, C YIPO30H
IIPEPBIBAHMSL

Kak BUJHO U3 TAOIMIIbL, KOAPKTALIUA A0PThl COYETAIACH
C APYTUMH ITOPOKaMu (11/12). D10 ObUIM AaHOMAIUM KJIa-
1aHa A0PTHI (CM. PUCYHOK) C YMEPEHHBIM HAPYIIEHHUEM I'e-
MOAMHAMUKUA (4/12), nedexTsl Neperopopok cepala
(5/12), OTKPBITHIN APTEPUATIBHBIN TPOTOK (4/12).

B psjie citydaeB 3apErMCTPUPOBAHO COYETAHHE ITIOPOKOB.
B orpanennom nepuoje BBIABIAIACH PA3HOOOPA3HAS Ma-
TOJIOTHsA. MHOTO IPOOJIEM JIETAM U UX POJAUTENAM JIOCTAB-
JISUIM HEYCU/TYMBOCTD, CJIOKHOCTH B YCBOEHUH IIKOJIBHOM
IIPOrPAMMBI, HAPYUIEHHs CHA, HEBPOTUYECKUE PEAKITHUU.
Kak pesynsrar HapylueHus: BHYTPUYTPOOHOI'O Pa3BUTUA U
MIPEX/IEBPEMEHHBIX POJIOB, CJIOKHOCTEH BCKAPMIIMBAHUS
OTMEYEHbl KeNe30/ePULINTHAA aHEMUA, UH(MAHTWIbHAA
aHoOpeKCHA. YacTO OTMEYAIMCh AJUIEPIUYECKHAE PEAKIINH,
OOJIH B )KMBOTE U HAPYIIEHHUS [1ACCAKA XUMYCa, ['ACTPO330-
(pareanpHBIN peduoKC. Kak MpoOsBIEeHNS CUCTEMHOM IMa-
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MonepeyHoe ckaHUpoBaHUe aopTbl. [IBycTBOpUaTLIA KnanaH
aopTbl. ACUMMETPUYHOE CMblKaHMWe (yKasaHO CTPEsIKOiA) CTBOPOK.

Cross sectional CT-scan of the aorta. Bicuspid aortic valve.
Asymmetric closure (indicated by arrow) of the leaves.

TOJIOTMU COCIMHUTEIBbHON TKAHU ObIIIM HEPEJAKU HAPYIIIE-
HUSI OCAHKHM, aHOMAJIMH NPHUKYCA U POCTA 3yOOB, T'PBLKH,
Je(pOpMALTUU CTOIL

O6ceyxaeHue

Koapkraiiys aOpThl — OJJUH U3 HAUOOJIEE YACTBIX BPOK-
JIEHHBIX TIOPOKOB CEPAEYHO-COCYAUCTON CUCTEMBI C BAPHA-
OEIbHBIM CTEHO3UPOBAHUEM JIYTH d0OPTHI (COOTBETCTBEHHO,
Pa3HOM CTENEHBIO NEPUPEPUIECKOI TUTIEPTEH3UN) U Ha-
JINYUEM WM OTCYTCTBUEM JIPYTUX MOPOKOB PA3BUTUA
cepala: A€MEKTHl KIalaHa A0PThI, CTEHO3 MUTPAILHOI'O
KJIANTaHa, Je(EKThI MEPETOPOJOK CEP/LIA, TUIIOIUIA3UA Jle-
BOT'O JKEIYJJOUKA, (PHOPO3IACTO3 H/I0KAP/IA U MHOTHUE JIPY-
rue [6, 7]. Yame BCEro peruCTpUpyroTCs JByCTBOPUYATDIA
KIamaH aopTel (y 30% MIAJEHIIEB C KOAPKTALIMEN) U/WIN
J1ePEKT MEXKIIPEICEPIHON TIEPETOPOJIKU [8], UTO OTMEUEHO
Wy HAIIUX MAIUEHTOB. TaKnuM 06pa3oM, HapsAmy ¢ KOApKTa-
LUEN a0PTHI CyIIECTBYIOT Apyrue BIIC, cymecrBeHHO CKa-
3BIBAIONIMECA HA KPOBOOOPAIEHUHU. [JaKe HEOOIBIIOE CTe-
HO3HUPOBAHUE JIBYCTBOPYATOIO KJIaaHA OOYCIOBIMBACT
MOCJIEHAT PY3KY, HOCTENIEHHO MPUBOAAIIYIO K THIIEPTPO(PHUNU
MUOKapga. [ToaroMy B MHOCTPAHHOU JIUTEPATYPE K AL~
enram ¢ BIIC, gaxke KOPPUTMPOBAHHBIMH, NPUMEHACTCA
TEPMHH <«XPOHHWYECKAsI OOJE3Hb Cepiriar. JOKa3aHO, 4TO
JIOJITOCPOYHAs BBDKUBAEMOCTD Y B3POC/IBIX, IEPEHECIINX B
OTJAJIEHHOM IPOIUIOM BOCCTAHOBJIEHHE CTEHO3UPOBAH-
HOI1 a0pThl, OblIA 3HAYNUTEIBHO CHIDKEHA (C YCKOPEHHBIM
CHIDKEHUEM I10CIE TPETheN AeKapl). [Toutn y 50% nanyen-
TOB MNOCTENEHHO DPa3BUIACh runepronusa. K 50-nernemy
BO3PACTy OKOJIO 50% IAIUMEHTOB HYXKJAINCh B JOIOJIHU-
TEJIBHOM MHBA3UBHOM KaPAHOJIOIMYECKOM JIECUEHUH [9)].

Ho B Hameil rpyrrie naryeHToB, Kak U MO JJAHHBIM JINTe-
parypsl, 3a(pUKCUPOBAHbBI MHOI'OYUCIEHHBIE TICUXOHEBPO-
JIOTMYECKHE HAPYIIEHMA. [IEACTBUTENBHO, TP KOAPKTALIUHA
A0PTHI TIOYKH KaK PETYJIATOPLI aPTEPHUATIBHOIO JIABICHUSA
JKUBYT B YCJIOBHAX TMITONEP(Y3NH, A MO3I' — B YCJIOBHAX PE3-
KOT'O MOBBIIMIEHWS APTEPUATIBHOIO JIABJIEHUS. Y HEKOTOPBIX
JIETEN U3 OOCYKJAeMOH IpymIibl (HabmoaeHus 1, 2) cucro-
JIMYECKOE APTEPUATIBHOE /IABJICHUE TIEPE/] ONEPATUBHBIM
BMENIATEIBCTBOM HNPUOIDKAIOCH K 200 MM pT. CT. M ecimn y
B3POC/IBIX C HEKOHTPOJIMPYEMOH aPTEPHUATIBHOM TMIIEPTEH-
3HEH B TAKUX YCIOBHSIX TOBOPST 00 HIE(ATIONATUH, TO pe-
AKIMA JETCKOI'O MO3I'd BO BHUMAHHUE HE IPUHHUMAETCS. XOTA

JIOKA3aHO, 4TO y 1mogoB ¢ BIIC HapymeH KpPOBOTOK B
Mmoszre [10]. ¥ mIogoB ¢ XpOHUYECKOM OOJIE3HBIO CEP/ILIA HA
[I TpUMeCTpe BHYTPHYTPOOHOIO PA3BUTUA HAPYHIEH KPO-
BOTOK U META00IN3M MO3Trd, YMEHBIIEH OOBEM MO3Id, YTO
OOBACHAET NMOCIEAYIONME HapyieHusa passuruda [11]. Kak
MIOATBEPIKACHUE 3TOMY M3BECTHO, YTO AETU C XPOHUYECKOM
OOJIE3HBIO CEP/ILIA IIJIOXO OCBAUBAIOT IIKOJIBHYIO IPO-
rpammy. 4acToTa 3TUX HAPYIIEHH 3aBUCHT OT TLKECTH 60-
ne3nm: 20% CITydaes — IIPU JIETKUX U YMEPEHHBIX BADUAHTAX,
75% — TIPHU TSOKENBIX. BCe HOBOPOXKAEHHDIE, IETU PAHHETO U
MJIQ/IIIETO BO3PACTA, MOABEPIIIMECS MA/UIMATUBHBIM XUPYP-
I'MYECKUM BMEIIATEILCTBAM, CTPA/JIAIOT HAPYHIEHUAMH yM-
CTBEHHOI'O pa3sutuA [4]. g meguarpa 4pe3BbIYaiHO
BKHO, YTO HAPYIIEHWS IICHXOHEBPOJIOTMUECKOI'O PA3BUTHSA
HE 32BUCEIN OT OIEPATUBHOI'O BMENIATENLCTBA [12].

3aknioyeHue

CpaBHUTENIBHO HEOOIbINAS TPYIIA HAMMUX ITALUEHTOB,
a TAKXKE TO, YTO I10J] HAGJIIO/IEHUE TIEINATPA 1AJIEKO HE BCE-
I71a MOMNAJAI0T CAMBIE TsDKENble BapuaHThl BIIC, orpanHu-
YEHHBIX CPOK HAOIIOAEHUS HE TO3BOJIAIOT C/I€/IATh OKOH-
4aTeJIbHBIE BBIBOJBL HO MOKHO C YBEPEHHOCTBIO CKAa3aTh,
4yTO BIIC — 3TO OTHIOAB HE HU3OIUPOBAHHOE SIBICHUE
(CO6BITHE), HE U3OIHMPOBAHHBIN /Ie(PEKT KIaMaHa, IIEPETO-
POJIOK, CMEIIEHUA MATUCTPAIBLHBIX COCYZIOB U T, 4 CTPa-
JIAaHHE BCEX TKAHEM U CTPYKTYP cepAana (II03TOMY IIPABO-
MOYEH TEPMUH «XPOHUYECKAs1 60IE3Hb cepaar). Ho on-
HOBPEMEHHO CTPA/IAIOT U IPYTUE CUCTEMBI OPIaHM3Ma, KAK
B PE3YJIBTATE HAPYIIEHU KPOBOOOPAIEHMS, TAK M HE3ABU-
CHUMO, KaK PE3YIBTAT CONYTCTBYIOINX COCTOAHUI.

BIIC conyTcTByIOT: HECOUTAHCHPOBAHHON TPAHC/IOKAIINH
11/22; 9aCTUYHON JUCTAIBHON TPUCOMUM 3(; TPUCOMHAM
12p, 13,18 n 21 (JayHa CHHIPOM); MO3AMIHOHN TPUCOMUM 14
(Terpazma Pamwio); CHHAPOMAaM XPOMOCOMEL 4, 8p, 10p, 10q
u 11q; cunppomy TepHepa (MOHOCOMUS WM MO3AUITH3M 110
X XpOMOCOME, OYEHD YACTO COYETAETCSI UIMEHHO C KOAPKTa-
LIMEN AOPTHI); CMHIPOMOKOMIUIEKCAM aKPOPEHAIBHOMY;
Kanrpeina; Yapra—Crpocca; Iu/lxopaa; [onsaenxapa; Mse-
MapK4; KaparuO-(PaliiaIbHOMY; AUCIUIA3UAM KapAUO-(PALUO-
MEJIMYECKOU, I'esIeO(PHU3UYECKOM, XOHAPOIKTOAECPMATIBHOL],
3MOPUONATUAM AIKOI'OJILHOM, aHTUSIMIEITUYECKOH, KPAC-
HYIIHOM, TPUMETAJUOHOBOM, (DEHMIKETOHYPHUYECKOM; aHe-
mun brekdana—/IaliMOH/Ia; CUHAPOMAaM BEJIO-Kap/no-(a-
LIMAIBHOMY, BPOXIEHHOMY (PUOPO3Yy MEYEHH, T€HUTO-IIA-
JIATO-KAPJUATIbBHOMY, MXTHO34 BPOK/ICHHOI'O, Kapuo-da-
LIMO-KyTaHHOTO, Kycceda, KOPOTKHUX pedep € NOIMIAKTU-
JIUEH, Cvut—Jlemm—OnuTia, Xamn-ITammcrepa,
Xonr—Opama 1 MHOTHX JIpyTrux [13]. TToaToMy Bpad, OOHapy-
JKUB OJJMH ITOPOK PA3BUTHA, JO/DKEH UCKIIOYATh MHBIE MOP-
(PO YHKITMOHATIbHBIE U KIMMYHHbIE HAPYIIEHUS.

BO3MOKHBIE HANPABIEHUSA I'OCYJaPCTBEHHBIX M OOIIe-
CTBEHHBIX WHCTHUTYTOB, CUCTEMBI 3/IpaBOOXPAHEHUS IO
06JIeTYeHUIO CyAbOBI fieTet ¢ BIIC:

* COBEPHIEHCTBOBAHME AKYIIEPCKO-TUMHEKOJIOIMYIECKOMN
CIIY’KOBI C LEIBI0 BHYTPUYTPOOHO! JuarHocTuku BITC
(XpOHHYECKOI 6OTIE3HU CEPALIA);

JIEYEHHE CTPECCA U CTPAXOB Y KEHIIMHBI, HEU3OEKHO
BO3HHUKAIOIIUX IIPU U3BECTHU O BPOXKIECHHOM IOPOKE
Pa3BUTHSA TIJ10/13;

obecnieyeHre Kak MOKHO 60Jie€ JIIUTENbHOIO BHYTPU-
YTPOOGHOIO PA3BUTHA C JOCTHKEHMEM MAKCUMAJIBHO
BO3MO’KHOI 3PEJIOCTH IIO/13;

IUIAHUPOBAHHUE COOTBETCTBYIOUIEIO OCHAIIEHUA POJAO-
BOT'O 3214 U IOATOTOBKH POJIOPA3PEIIAIONIEH OPUTA/IBI C
LEIbI0 MAKCUMAJIBHOI'O OOECIIEUYEHHA KPOBOTOKA MO3I'd
IUIOJA B IEPUOJ, POAOB U HOBOPOKAEHHOTO;

B MaKCHMaJIbBHO KOPOTKHE CPOKH OOECHEYEHUE PaA/IU-
KJIbHOT'O WJIH NAJUTMATUBHOI'O XUPYPIUYECKOI'O BMEIIIA-
TEJIbCTBA [4];

B IOCJIEAYIONIEM OOECIEYEHNE MEKIUCLUITIMHAPHOIO U
MEXITPOPECCUOHATBHOIO B3aUMOJEUCTBUA TP BbIXA-
JKUBAaHUU 1 JAJIbHEUIIIEM POCTE U PA3BUTHUU PEOECHKA;
MEIUATPUIECKOE COITPOBOXKIEHNE PEOEHKA U ITOJPOCTKA
P MOJYYEHUU MHBAIMJAHOCTH, COLIMAIBHBIX ITOCOOUI
U JIBIOT.
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