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TepMuHbI M onpeaeneHus

'unonnasuss — TepMUH, O3HAYAIOIIMM HENOpPa3BUTHE TKAHM, OpraHa WJM LEJIOro OpraHusMma,
00yCIIOBJICHHOE HAPYIICHUSIMU B TIPOIECCE SMOPUOTECHE3A.

CreHo3 — aHOMaJIbHOE CYXXEHHE KaKoTo-1100 MpPOCBETa WM OTBEPCTUS, HAIPUMEDP, KPOBEHOCHOTO
COCyJla WJIM CEpAEYHOrO KiaraHa.

ATpe3ust — BpOXKIEHHOE OTCYTCTBHE WJIM NMPUOOPETEHHOE 3apallleHUE €CTECTBEHHBIX OTBEPCTUH U
KaHaJIOB B OPraHu3Me.

Karerepusamus mosocteil cepana U aHTHOKapAuorpadusi — MHBa3HMBHHBIA METOJ JTUATHOCTUKH H
OLICHKM LIEHTPAJIbHOM IeMOJMHAMUKH, IPEANOJaralolliuii HENOCPEACTBEHHOE HM3MEPEHUE IaBJICHUS B
MOJIOCTSIX CepAlla, MOoJydeHHe Mpod KpOoBH M3 HHUX JJs OIEHKM Tra30BOro coCTaBa U HX
KOHTPAacTUPOBAHUE.

"JleBoe cepare" ABISIETCS YCIOBHOM MOP(]OJIOTHYECKON €IUHUIEH, KOTOpas BKIIOYAeT B ceOs
JIeBOE IpEeACEepANE, MUTPAIbHBINA KIIANaH, JIEBBIM XKEIYAO0UYeK, a0pTalbHBIA KianaH v aoptry. Kaxnmas u3
MIEPEYUCIICHHBIX CTPYKTYp WrpaeT BaKHYIO pojb B OOECHEUYEHUH aJIeKBATHOTO (YHKLIHOHUPOBAHUS
JIEBBIX OTJIEJOB CEepALa.

I'uOpunnsiii I sran xupyprudeckoit koppekuuu CIJIC — BapuaHT mepBoro stama Xupyprudeckoi
remoanHamudeckoil koppekunu CIJIC, 3axkimrodaromuiicss B pa3iebHOM CY)KMBAaHHWH JIETOYHBIX apTepui
U CTEHTHUPOBAHHUH OTKPBITOTO apTepUaibHOro MpOTOKa.

Komruiekc runormiasum JeBbIX OTAENO0B CEPALA — MPEICTABISAET PAa3IMYHOE COYETAHUE CIEAYIOIUX
IIECTU KPUTEPHUEB: TMIOIJIA3Us MUTPAJIILHOTO KjlamaHa 0e3 BhIpaX€HHOTO CTE€HO03a, TMIIOIUIAa3Hs JEBOIO
KEITyl0uKa, CYKEHHE BBIBOJHOIO OTJIENa JIEBOTO KENIyA04Ka, TMIIOIUIa3usl aopTaJbHOTO KiamaHa 0e3
BBIPAKEHHOI'O CTEHO3a, TMIIOIUIA3us OYI'M aopThl M HAJIWYME AHTETPAJHOTO TOKA KPOBHM 4YEPE3 JIEBBIC
OTJIEJBl CepAla U BOCXOAIyt0 aopTy. CoueTaHne TakMX aHOMaJUil OOBIYHO HE NMPHUBOJUT K TSHKEIOMY
HapyLEeHUI0 (PyHKIMM JEBOTO JKEITylI04Ka, YTO CO3/aeT MPENNOChUIKN K MOCIEAYIOIIENH XUpypruueckon
KOHBEPCUH I'€MOIMHAMUKH IO IBYXXKEIIyTOYKOBOMY ITyTH.

1. KpaTtkaa nHdopmaumsa no 3aboneBaHUO UM COCTOAHUIO (rpynnbl 3aboneBaHUn
WUIIN COCTOSIHUN)

1.1. OnpepeneHue 3aboneBaHUA WU COCTOSHMA (rpynnbl 3aboneBaHUW wnun
COCTOSIHUN)

Cunnpom runoruiazuu JieBblx oTaenoB cepana (CIJIC) — TepMuH, UCHONB3YEMBIN IS OTMCAHUS
BApUAHTOB BPOXKJIECHHOTO TOPOKA CEp/illa, KOTOPBIN MPEJACTaBICH IIMPOKUM CIEKTPOM HEIOPa3BUTHS
CTpYKTYp "neBoro cepaua". OCHOBHON aHATOMUYECKOU 4epToi, 00BEANHSIONIEH BECh CIIEKTP MaTOJIOTUN
JIEBOTO CepJIla B €IWHBIA CHHIPOM THIOIUIa3UHU JICBOTO CEPJIA, SIBJISICTCS — IMATOJIOTHS aOpTajJbHOTO
W/WIM MUTPAJIBHOTO KJlamaHa, (4alle aTpe3us) U Kak CJIEJICTBUE — HeJOPa3BUTHE (TUIOILIA3US) CTPYKTYP
JIEBOTO CEp/IIla, BOCXOIAIIEH aopThl U xyru aoptel [1-5, 151].

Omnpenenenrne CHHIPOM THUIIOIUIA3MM JIEBBIX OTIENOB Cep/la sBIAETCS (PYHKIMOHAIBHBIM, a HE
MOP(HOJIOTMIECKUM, HECMOTPSI Ha TO, YTO MOP(OIOTHYECKUE aHOMAJIMH SBJISIOTCS OCHOBHOW IPUYMHOMN
(YHKIIMOHATBHOM HECOCTOSITENIBHOCTH JIEBBIX OT/IEIOB CEPIIa.

CUHIpOM TUTOMIA3UM JIEBBIX OTAENOB cepiala ¢ (U3MOJOTHUECKOH TOYKH 3pEHHs — 3TO
HECIOCOOHOCTh "MeBoro cepAua’" MOIepKUBATh aJeKBAaTHBIM CepAeYHBI BBIOpOC cpa3y IMocie
POXKIIEHUSI W3-3a HEJOPa3BUTUS OJHOW WIIM HECKOJbKUX CTPYKTYp JI€BOM TMOJOBHMHBI cepAmna (1o
BBITIOJTHEHUS] XUPYPTrUYECKOTO WM MEAULMHCKOTO BMEIIATEeNhCTBA). BaKHBIM acmekToM B JIaHHOM
CUTYaIlUH SIBISIETCS TO, UTO "JIeBoe cep/le” HeCTIOCOOHO MOIeP>KUBATh CUCTEMHBIN CepIeYHbIN BBIOpOC,
910 TpeOyeT BBIMOJTHEHHUS TMOCIEAYIOMIEH  XUPYPrUYeCKOW KOHBEPCHH T'€MOJUHAMHUKH IO
OJIHO’KENyJJOYKOBOMY TMYTH WU TpeOyeT BBIMOJHEHUS TPAHCIUTAHTALIMK CepAla Uil COXpaHEHUS
JBYXOKEJTYJI0YKOBOM reMoJuHaMuKku [5].
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Mopdodosoruueckue Kputepuu mopoka [5]:
CI'JIC Bxuroyaet B ce0si pa3yinyHble KOMOMHAIIMY IIECTH CIEAYIONUX MOPAXKESHUN U HEJOPA3BUTUI
CTPYKTYp CEpACYHO-COCYIUCTON CHCTEMBI B COUETAHUHU C TUTIOILIA3HEH JIEBOTO JKEIyI0UKa cepaLa:
1. MOPOK MUTPATBHOTO KJIanaHa (BeIpayKEHHAs TUIIOTIA3Ms; CTEHO3; aTpe3ns);
. hudposIacTO3 CTPYKTYP JIEBBIX OT/ICIIOB;
. TIOPOK a0PTAJILHOTO KJanaHa (BbIpa)KeHHAs TUTIOTUIA3H; CTCHO3; aTpe3us);
. THTIOTIJIA3UST BOCXOAIIECH aOpPTHI;
. THTIOTIIA3US1/TIEPEPhIB IyTH a0PTHI;
. KOQPKTaIUs a0PTHI;

AN B W

OmnpeneneHHas TUMOIIIA3Ms JIEBBIX OT/JEIIOB Ceplla MPUCYTCTBYET B MpPEAENax MHUPOKOTO CIEKTpa
nopaxeHuil "nmeBoro cepaua’. DTOT CHEKTP BapbUpPyeT OT MPOCTHIX H30JMPOBAHHBIX MOPaKEHUMN
(HarpuMep, TUCKpeTHast KOAPKTAaIKs) 10 CI0KHBIX MHOTOYPOBHEBBIX IMOPAKECHUH (HanpuMep, cCoYeTaHue
aTpe3uH aopThl, MUTPAIBHOM aTpe3uy U PYAUMEHTAPHOTO JIEBOro kemynouka). Takum obOpasom, CIJIC
MOKET pa3BUTHCS KaK B pe3ylbTaTe TsDKEION aHOMaJIMHM OJHOW CTPYKTYpPBI JIEBOTO JKETyIOoYKa
(HampuMep, MUTPAJIBLHOM aTpe3uu), Tak U 3a CYET KOMOMHAIIMM HECKOJbKUX OoJiee JIETKUX aHOMallui
(HanmpuMep, MUTPAJILHOTO CTEHO3a, TUIIOIIA3UH JIEBOTO JKEITy/I0YKa M A0PTAIBHOTO CTEHO3a).

ConyTcTBYHOIIME IOPOKM:

Yacrora comyrcTByromux mopokoB cepama Ha ¢oue CIJIC cocraBaser okomo 25% [1, 6].
ComnyTCcTByIOIME aHOMAJIMK Cep/Iia BapuaOeIbHbl U UTPAIOT BAXKHYIO POJIb B ONPEICICHUH TaKTHKH
nedeHusi. ComyTCTBYIOIAs BHYTPUCEPJEYHAS IMATOJOTUS MOXKET, KaK OCJIOXHATh, TaK U "oOnerdyars'
teuenne CI'JIC. K mopokam, ymydmiaroniaM MPOTHO3, MOXKET OTHOCUTCS ACPEKT MEXKETYI0YKOBOM
neperopoaku (JIMOKII, JIMIIII, yacTu4HBIA WM TOTaJbHBI aHOMAJBHBIH JIPEHAX JErO4YHBIX BeH). K
(hakTopaM, 3HAUUTENTHHO YyXyAIIaronuM mporHo3 TedeHus u jedeHuss CIJIC, oTHOCATCS CTPYKTYpHBIE
OTKJIOHEHHMSI IPaBbIX OTAEJIOB CEpPALA, & MMEHHO MOPAKEHHE TPEXCTBOPUYATOTO KIANMAHA M KJIAllaHa
sieroyHoit aprepun; pectpuktuBHoe MIIC nimy UHTaKTHAs MEXIIpEacepaAHas IePeropoika.

OctajbHbIE CONMYTCTBYIOIIME AaHOMAIMU BCTPEYAKOTCS 3HAYMTEIBHO PEXKE M IPEICTABICHBI
CIICAYIOIIMMH TaTOJIOTUSIMU:

- OOIUI OTKPBITBIN aTPpHO-BEHTPUKYJISAPHBIN KaHa (HecOamancupoBanHas Gopma);

- TOTaJIbHBII aHOMAJIBHBIH JPEHAX JIETOYHBIX BEH;

- TUCKOPJAaHTHOE BEHTPHUKYJIO-apTEPUAITBHOE COCTMHECHUE;

- aTpe3usi KOPOHAPHOTO CHHYCA;

- aTpe3wusi JCTOYHbBIX BEH;

- YETBIPEXCTBOPYATHIN KJIATIaH JICTOYHOH apTepuH;

- IBOMHOE OTBEPCTHE JICTOYHOTO KJIaraHa

- BEHTPHKYJIO-KOpOHapHbIe GucTysbl u aAp. [1, 5-7, 66, 139, 140].

CHHIpPOM TUIOIIA3UHU JIEBBIX OTAEIOB CEPALA C PECTPUKTUBHON WJIM MHTAKTHON MEXIIPEACEPAHON
[IEPErOPOAKON:

PecTpukTuBHAsA MM MHTAKTHas MEXKIIpEACEpAHas INeperopoaka BcTpedaercs y 6-20% minonos ¢
CI'JIC [141-142]. Kak mpaBuJIO, TaKMe AETH UMEIOT OJIUH U3 TPEX TUIIOB JIEBOTO MPEACepIus:

Tun A: OTHOCUTENBHO 0OJIBIIOE JIEBOE MPEJICEPANE C TOJICTOM BTOPUUYHOI MEperopoikoil U TOHKOM
MIEPBUYHOMN NIEPETOPOIAKOM, CPOCHIUMUCS APYT C IPYrOM, MAaCCUBHO PAaCUIMPEHHBIMU JIETOYHBIMYA BEHAMMU.
ITyte nexommpeccuun oT sneBoro npeacepaus (JIII) moxkeT uatu k Oe3bIMSHHOM BeHe, MpaBOW BepXHeE
M0JIOW BEHE U MPAaBOMY NpeICepAnIo (AaHOMAIbHBIHN JIpeHaX JIETOYHBIX BEH).

Tun B: HeOounbimoe runeprpopupoBannoe JIII ¢ yromnienneM CTeHOK MpeacepaAnid Mo OKPYKHOCTH
U TOJICTOW MBIIIEYHON MEXMpeACcepIHON Neperopoakoi 0e3 pazmuyuus MeXAy NEepBUYHONW U BTOPUYHOM
neperopoKoi. Jlerounsle BeHb 0OBIYHO HEOOIBILIOTO pa3Mepa.
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Tun C: rura"Tckoe JieBO€ TIpeAcepAre C TOHKOW, BBINYKIOW BMOPaBO MEXIPEACEPAHOM
MeperopoAKoi Ha (OHE TSHKEION MUTPAbHOUN peryprutanuu. JlerouHsle BEHbI OOBIYHO YBEITUYCHBI B
pa3mepe [60, 143-144].

[Tocne poxnenus y aereit ¢ CI'JIC u uHTaKTHON MEXIPEICEPAHON IEPETOPOIKONH KPOBOTOK Yepe3
JIETKUE YBEJIMYUBAETCS B 5 pa3 MO CPaBHEHUIO C BHYTPUYTPOOHON IeéMOAMHAMUKOW, YTO NMPUBOJIUT K
pE3KOM THUIIOKCEMUHM U BBICOKOMY PpHUCKY J€TaJbHOrO Hcxoja. Yaiie Bcero JeBoIpeacepaHas
TUIEPTEH3Usl TMPUBOJUT K OTEKY JIETKUX, KOTOpas B CBOIO OYEpe[b YBEIMYMBAET CONPOTHBIICHUE
AHTETPaJHOMY JISTOYHOMY KPOBOTOKY, YCYr'yOJsisi TUokceMuto [145].

BHyTpryTpoOHOE TIOBBIIIICHHE TABJICHUS B JIETOYHBIX COCYAAaX MPUBOAUT K "MYCKaTHBIM JIETKUM' —
TEPMUHAIIBHOMY TOBPEXICHUIO. MUKPOCKONMYECKH TJaBHBIM IPU3HAKOM '"MYyCKaTHOro Jerkoro"
aBisgercsd JuM@aHrudKTa3us (yBEIUYEHHbIE JIUM@AaTUYECKUe COCY/bl), MAKpPOCKONMYECKU JIETKHE
nproOperatoT "OynbDKHBIN XapakTep'. M3-3a MI0X0ro 0TTOKa KPOBH U3 JIEBOTO MPEACEPAMs TPOUCXOAUT
CTPEMUTENIBHOE YXYALUIEHUE COCTOSHUSA U 0€3 ONepaTUBHOIO JIEUEHUsI TaKUE JI€TH NMOTU0AloT B NEpBbIE 3
cyrok [147-150].

1.2. dTmonorusa n nartoreHes 3aboneBaHUsi UNN COCTOSAHUA (rpynnbl 3ab6oneBaHun
UIIN COCTOSIHUN)

Ha ceropusimiauii nenp stronatorene3 CIJIC ngo koHna He u3ydeH. HescHo oauHakoBa s
STHOJIOTUSL JJIs BCEX CllydyaeB JaHHOW NAaTOJIOTMM Wi HeT. Yacto oTMeyaercs aHOMalbHOE
(dbopMuUpOBaHNE W CMEIICHHWE TEPBUYHON IMEPErOpPOJKH BJIEBO, YTO MOXKET OBITh OJHOM M3 MPUINH
pazeutus CIJIC. Onnako HaumbOonee BeposiTHOW mnpuunHOM pasButus CIJIC sBusercs marosnorus
aopTaNbHOTO W MUTpajbHOTO KiamnaHoB [/, 53]. CorjnacHO MaToJIOTOAHATOMUYECKUM HCCIIEOBAHUSAM,
npakTuuecku BO Bcex cirydasx pa3Butus CIJIC umeeTcs mopakeHHe aopTaIbHOTO /UM MUTPAILHOTO
kiarana. CTeneHb uX MOPaKEHUS MOKET 3HAYMTEIILHO BapbUPOBATh OT CiIydas K ciydaro [5, 7]. Taxke
JIOKa3aHo BIHUsHUE TeHeTndeckux ¢aktopoB Ha (opmupoBanue CIJIC y HEKOTOPBIX MAIlMEHTOB, HO
naHHble (DaKTOPHI MHOTOYKMCIICHHBI, CIIOKHBI U TJIOXO0 U3y4YEeHBI B HacTosmiee Bpems [51, 54].

Hexkotopsie ydyeHble mpeiararoT emie OJuH 3MOpHOHANbHBIA MexaHu3M BosHukHOBeHus CIJIC:
MEPBUYHOE HapylieHHe (POPMUPOBAHUS OTKPHITOIO OBAJIBHOTO OKHA C €ro PEeCTPUKIMEH Tubo arpesuei
Ha paHHUX CTAIUSAX Pa3BUTHS IJIOJA, YTO MPUBOJUT K YMEHBIIECHUIO JIMOO OTCYTCTBHUIO MOTOKA KPOBH
4epes JIeBbIC OTCIbI CEP/IIIa, YTO B CBOIO OUEpe b MPUBOIMUT K UX Helopa3BuTuio 7, 52].

dopmupoBaHue Ayru aopThl U OpaxuolealbHbIX apTepHil B MOJABJISIONIEM KOJUYECTBE CIydacB
CI'JIC mnporekaer 0e3 OCOOCHHOCTEW, a THUIIOIUIA3Us BOCXOMIAIICH aopThl M Iyrd OOyCIOBJICHA
OTCYTCTBHEM WJIU PE3KUM CHIDKEHHEM aHTETPaJHOr0 KpPOBOTOKA B HUX 3a CUET CTEHO3a aOpPTAJILHOTO
KJlamaHa Kak apyroro mnepBuyHoro mexanuszma paszsutus CIJIC. Hapymienus ¢opmupoBaHus Iyru
BO3MOKHBI B CITy4asix COYETAHHS C MEPEPHIBOM IyT'M WK KoapKrariuei aoptsl [5, 7, 52].

FeHeTU4YeCKue CMHAPOMDI

I'eneTnueckue CUHAPOMBI HPUCYTCTBYIOT y ~10-25% mnanuentoB ¢ CIJIC. HauGonee uacto
BCTpeyaloTcs cieayromue cuHapomsl: TepHepa, Hynana, Xonr-Opama, TpHCOMHYECKHE aHOMAUHU,
acconmario CHARGE u cunapom Skobcena [152-154].

Matocdmsnonorun

HpI/I aTpE3un AOPTAJIBHOI'O W MHUTPAJIBHBIX KJIAIIAHOB WJIK HPHU ATPE3UNU A0PTAJIBHOI'O KJIdllaHa C
MUTpPAJIbHBIM CTCHO3, CUCTCMHOC KpOBOOGpaH_[eHI/Ie NOAACPIKHUBACTCA € IMOMOLIBIO MPABOTO KCITYyJOYKa
peTporpagHbIM KPOBOTOKOM B JyIre€ aOpThl 4Y€pe3 OTKPBITHIA apTEepHabHBIA MPOTOK. Y MAUEHTOB C
6onee nerkoit ¢opmoit CI'JIC ¢ aopTanbHBIM U MUTPAJIBHBIM CTEHO30M, CUCTEMHOE KpOBOOOpalleHHe
MOXKET JIMIIb YaCTU4YHO 3aBUCETH OT (bYHKLII/II/I MMpaBoOTro KCIYAOYKAa U OTKPBLITOTO apTCPpHATILHOTO
MIpOTOKA, MOCKOJIBKY aHTeI‘paIlHBIfI IIOTOK B BOCXOIAIICM OTHACJIC U AYI'€ aOPThI o0ecrieunBaeTcs JIEBBIM
KCITYOJOYKOM. B PCAKHUX ClIydasaX IPpHU IMMOTPAHUYHBIX pasMEpax JICBOI'O0 XKCEJIyAOUKa U YMCPCHHBIX
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KIIANIaHHBIX CTEHO3aX MUTPAIBLHOTO W AOPTAIBHBIX KIIAMIAHOB CUCTEMHOE KPOBOCHAOXKEHHE MOXKET
MOJHOCTBIO OCYHICCTBJIATHCA JICBBIM JKCIIYJOYKOM, XOTd Y TaKHUX MNAOUCHTOB 0OBIYHO Ha6JIIOI[aeTCH
TsDKEJIast 3aCTOMHAS CepIeYHast HEJI0CTATOUHOCTh, TPEOYIOIasi XMpyprudeckoro BMeraresbeTa [145].

1.3. dnupemmonorua 3aboneBaHMA UMM COCTOAHUA (rpynnbl 3aboneBaHUn wunu
COCTOSIHUN)

CI'JIC sBisieTcsi 4eTBEPTHIM IO YACTOTE€ BCTPEYAEMOCTH CPEIM BPOXKACHHBIX MOPOKOB CEpAla,
BBISIBIISIEMBIX B TIEPHOJIC HOBOPOXKJICHHOCTH M CaMbIM YaCThIM IOPOKOM C OJHOYKETYJIO0YKOBOM
reMoJuHaMuKoil. YacTtoTa €ro B CTPYKTYpe BCEX BPOXKJIEHHBIX MOPOKOB cocraBisieT oT 1.4 no 9%.
Pacnipoctpanennocts ganHoro cunzapoma Ha 1000 sxuBopoxaeHHbIX cocrtaBiser 0.16-0.2, npuuem y
manburkoB gaHHb BIIC BcTpeuaercs B Ba pasa yarie, 4eM y aeBodek [8-11, 55, 58].

Teuenne mopoka BO MHOTOM 3aBHUCHT OT CTENIEHH THITOTUIA3UU CTPYKTYP JIEBBIX OTIENIOB CEpla.
be3 xupyprudeckoro BmematenbcTa npakruuecku Bee eti ¢ CIJIC morubaroT k 6 mecsiam KU3HU, a
25% cMepreii npuxoIuTcs Ha TiepByro Heaento xu3nu [ 10, 56-57, 146].

1.4. OcobGeHHOCTM KoauMpoBaHMA 3aboneBaHMA WU COCTOSAAHMA  (rpynnbl
3aboneBaHun unu coctosiHMi) no MexayHapooHOM CTaTUCTUYECKOM Knaccudukauum
6ones3Hen n npobnem, cBA3aHHbLIX CO 340POBLEM

Q23.4 — CusapoMm JIEBOCTOPOHHEH THITOTUIA3HH CEPIIaA.

1.5. Knaccudmkauma 3aboneBaHMA WU COCTOSIHMA (rpynnbl 3aboneBaHUn WU
COCTOSIHUN)

OO6menpu3HaHHOM KiIaccH(PUKAIIMKA CHHAPOMA THITOIIIA3UH JIEBBIX OTIEIIOB CEepAla HE CYIIECTBYET.
B mnpaktuke ucnosnp3yercs kinaccuUKaiis, OCHOBaHHAs Ha MOP(OJOTrHM KIalaHOB JIEBBIX OTICIIOB
cepaua. BeinensroT nars anaromuueckux noarunos CIJIC:

- AOPTAJIbHBIN U MUTPAJIbHBINA CTEHO3;

- aopTajbHas ¥ MUTPAJIbHAS aTPE3HS;

- aopTajbHAas aTPe3usi U MUTPAIbHBIA CTEHO3;

- Q0pTaJIBHBIA CTEHO3 U MUTPAJIbHAS aTpe3us

- KOMIUIEKC THITOTIA3UH JICBBIX OTENIOB cepana [5, 33].

Haubonee tsokenoit dopmoit CIJIC sBisercs BapuaHT aTpPe3rd MUTPAIBHOTO W aOPTaIbHOTO
KJIAIIaHOB, YTO MPUBOJUT K OTCYTCTBHUIO AaHTETPAJHOTO KPOBOTOKA B BOcXosuiel aopre. CyliecTBOBaHUE
CUCTEMHON TEeMOJMHAMHMKH B TaKOW CHUTyalldd BO3MOKHO JIMIIb MPU YCIOBUHM HANU4Us (PeTaabHBIX
KOMMYHHKAIINI, @ UMEHHO: OTKPBITOTO apTEPUATBHOTO MPOTOKA U MEKIPEICEPIHOTO COOOIICHHUS.

1.6. KnuHnyeckas KapTuHa 3aboneBaHUA UK COCTOAHUSA (rpynnbl 3aboneBaHun unu
COCTOSIHUN)

Knuanueckast KapTHHA NOCTIe POXKACHUS peOeHKa MOKET 3HAUUTENbHO BapbUPOBATh B 3aBUCUMO CTH
ot Moponornyeckoro noaruna CI'JIC, Ho, HecmoTpsa Ha 370 nmanueHnTam ¢ CI'JIC yacTo xapakTepHBI
TaKue NMPU3HAKHU KaK:

. TAXUKapIus;

. OJIBIIIIKA;

. AKPOIIMAHO3/IIMaH03, YCUIIUBAIOIIUNCS Npu OeCIoKoiCTBE;
. YBEJIMYEHHE IPAHULL IEUEHU

. HU3KO€ apTepHaAJIbHOE J1aBJICHUE

AW N -
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B mepuome wHoBopoxaeHHoctu gAetsMm ¢ CIJIC o00blYHO XapakTepeH JIeTKHHM LHaHO3,
pECIMpPATOPHBIM AUCTPECC-CUHAPOM M Taxukapausd. Eciu He NpuHATh NOAJEPKUBAOIIUX MEp
(momnepxanus (QYHKIMOHUPOBAHHS (eTaTbHBIX KOMMYHHUKAIMI: OBAaJbHOIO OKHA M apTEpUATBLHOTO
MPOTOKA), MOXKET HACTYMHUTb OBICTPOE YXYALICHHE COCTOSHUS C OBICTPBIM TPOrPECCHPOBAHUEM
CEpJICUHON HEJOCTATOYHOCTU M CMEPThIO MAllMEeHTa (3a CUET JIETOYHOW rumnepreppy3uu — ¢ pa3BUTHEM
OTEKa JIETKOTO W KPHUTHUYECKOH cuctemHOil runomnepdys3um). Ilpu stom nepudeprueckas myabcarus
pe3ko ocnabneHa (WM HE OMpENeNsIercs), W OTMEYAIOTCS NPU3HAKK CHIDKEHUS mepudepudeckoit
nepdy3ur ¥ IEHTpaJM3allMd KpPOBOOOpAIICHUs, HHU3KOE apTepHajbHOE jaaBieHue. llampmaropHo
OTMEYAETCsl YBEIMUEHUE TPAHUL] [IEYEHHU.

CrnioHTaHHOE 3aKpbITHE APTEPHATBHOTO MPOTOKA 0e3 MH(PY3UH MPOCTATIAHAMHOB — HEMHUHYEMO, HO
CPOKM €CTECTBEHHOT'O 3aKpBITHsI MPOTOKA BapbUPYIOT OT 4YacoB JO HEZelb, a mopoil u mecsuen. U kak
ObUIO HANMCAHO paHee, 3aKPhITHE apTEPUATILHOTO MPOTOKA COMPOBOXKAAETCA OBICTPHIM HUPKYJISATOPHBIM
KOJUIaICoOM.

[MpubmuzutensHo ot 5% n0 6% nereit ¢ CI'JIC umeeT 3HaYUMyr0 OOCTPYKIIMIO KPOBOTOKY Ha
YPOBHE MEXIIPEACEPAHON TEPEropoIKi (PECTPUKTUBHOE MEXKIpPEICcepAHoe coobmenne). [lanHas
00CTpyKLUS, IPU €€ HAJMYUU, IPUBOJIUT K PE3KOMY 3aTPYAHEHUIO OTTOKA KPOBU U3 JIEBOIO MPEACEPHs
(0coOeHHO TpH aTpe3uH WIM KPUTUYECKOM CTEHO3€ MUTpPAJbHOro KiamaHa). [lamee 3To mpUBOIUT K
HapyIIEHUIO OTTOKA KPOBH IO JIETOYHBIM BEHaM, YTO B CBOIO OuY€pe/lb MPUBOAMUT K MOCTKAMUIUIIPHON
JIETOYHON THUIEPTEH3UMM U TOBPEXJIEHUIO0 Jerkux. HoBopokleHHblE C BBIPRKEHHON 00CTpyKIMen
KPOBOTOKA Ha ypOBHE MEXKIMPEICEPAHON MEPEropoKu OOBIYHO XapaKTEpU3YIOTCS KPUTHUECKU HU3KUM
YPOBHEM CHUCTEMHOW OKCUT€HAIIMM KPOBH M TOYTH BCETJa Y HUX OTMEYAIOTCS NMPU3HAKU PA3BUTUSA U
MIPOrPECCUPOBAHUS OTeKa JierkuX. JlaHHas cuTyalus SBIISE€TCS KPUTHUECKOM M TpeOyeT HEOTIOKHOIO
XHPYPru4ecKoro BMEIATENbCTBA (IpoBeaeHue atpuocentocromMmun) [59-61].

[Ipu ayckynpraumu st CIJIC xapakTepeH YMEpPEHHBIM CHUCTOJWYECKUH IIyM IO JIEBOMY Kparo
IPpyAMHBI 32 cuYeT (YHKIMOHUPYIOUIETO OTKPBITOrO aprepuanbHoro mpotoka. Ilpu cepaeunoit
HEJOCTATOYHOCTH WJIM PECTPUKTHUBHOM OBAJIbHOM OKHE HAaJ JIETOYHBIMU TOJSMHU BBICIYLHIUBAIOTCS
KPENUTUPYIOIINE XPHUIIbI.

AHanu3 ra3oBOro COCTaBa KalmWUIIPHONW KpOBU KpailHe BakKeH JUIsl OLIEHKH CTENEHU TSHKECTU
COCTOSIHUS AI[MEHTA U MO3BOJISIET OLIEHUTh cOaIaHCHPOBAHHOCTH KPOBOTOKA MEXK]Iy CUCTEMOIN Majoro u
0O0JIBLIIIOTO KPYroB KpoBoOOpalieHus (moapodHee cM. B pas3jiesie JabopaTOPHON JUArHOCTHKH).

Ha 0630pHoi#i peHTreHorpaduu 0ObIYHO BBISBISETCS KapIHOMETaius 3a CUET YBEJIMYCHHBIX MPABbIX
otnenoB cepaua. [1o gerouyHsiM MoysiM — MpU3HAKK TUIEPBOJIEMHUH MAJIOr0 Kpyra KpoBOOOpaIleHHUSI.

N3menenus Ha OKI' 006bIyHO Hecnenm@uueckrue U MPOSIBISIOTCS MPU3HAKAMU MEPETrpy3KH MPaBbIX
OTJIEJIOB cep/La.

Oxokapauorpadus — SBISETCS OCHOBHBIM MeTojgoM auarHoctuku CIJIC, u mo3BossieT
BHU3YaIM3UPOBATH MPHU3HAKHU MOPOKA, C BBHICOKOW CTENEHBIO JOCTOBEPHOCTH KaK MOCTHATANIBHO, TaK U
MpeHaTajbHO, HauWHasg Cc 16 Hexenn OEpeMEHHOCTH. JXokapauorpadusi MO3BOJSET BBISIBUTH BCE
HEO0OXOIMMBbIE TMPHU3HAKKA MOpPOKA, a UMEHHO: THUIOIUIA3UI0 U aHOMAaJIbHOE CTPOCHHME MUTPAIBHOTO U
AOpTANbHOTO KIJIAMaHOB; THUIIOIJIA3UI0 BOCXOJAIIEH aopThl; BBIBUTH WM HCKIIOYUTH HaJIH4YKe
aHTETPaJHOTO MOTOKA Yepe3 MUTPAJIBHBIM M aOPTANbHBIM KJIamaHbl U BOCXOSIIYIO aOpTy; ONPEACIUTh
JTUHEIHBIE pa3Mepbl JIEBOTO JKENyJOuKa; OMPElNeNuTh CTeneHb (UOpO3IacTo3a JIEBOTO JKETYA0YKa;
pa3Mepbl MEeXIIPeICepIHOro coodienus u ap. [5, 7, 10, 12].

2. [OwarHoctuka 3aboneBaHUss WU COCTOSAHMA (rpynnbl 3aboneBaHMK UM
COCTOSIHMW) MeAULMHCKME MOKa3aHWA M NPOTMBOMOKAa3aHMA K NMPUMEHEeHUI MeTo[oB
ANarHoCTUKK

BaxHoe 3HaueHMe HMeEET MpeHaTaJIbHOE 3XOKapAuorpaguueckoe HCCIeOBaHNuEe, KOTOpOe
no3ossier 3amono3puth CIJIC wa 16-18-it Hemene Oepemennoctn [12]. Cpa3y mocie pokIeHUS

IO AABJIAIOIICC OOJIBIIMHCTBO HOBOPOXJICHHBIX HaXOUATCSA B KPUTHUUYCCKOM COCTOSHUU, YTO Tpe6yeT
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MaKCHUMaJIbHO 6bICTp0I‘0 NEepeBOJia NalMueHTa B CIICHUAJIM3UPOBAHHOC YYPCIKIACHUC.
D,VIarHOCTVILIeCKVIe Kputepmn noCtTaHOBKMN ANarHo3a

XKanoosr:
- OJIBIIIKA;
- YUalIeHHOE cepedueHue.

AnamHe3: nipeHaTtanbHas quarnoctuka BIIC.

dusunkanbHoe obcnegoBaHue:

- TaxXUKapIus;

- OJIBILIIKA;

- IbIXaTeJIbHbIE PACCTPOMCTBA;

- XpUIIBI B JIETKHX;

- rernaToMeraius;

- IMAHO3 PA3JIUYHOMN CTEICHH;

- TIHEBMAaTo3 KHILIEYHHKA, CBOOOJHAs >KMJIKOCTH B OpIOUIHOW MOJOCTH (MpU3HAKU pPa3BUTHUS
SHTEPOKOJINTA);

- YMEpPEHHBII CHCTOJMYECKHH IIyM MO JIEBOMY Kpaio TpyAHMHBI (BTOPOW TOH HaJ aopTou
OJTHOKOMITOHEHTHBIH, 4aCTO OCJIA0JICH WK OTCYTCTBYET).

JlaGopaTopHbIe UCCIIEIOBAHMS: HE MPEIOCTABIAIOT XapakTepHoi nadopmanmu st CIJIC.

MHCTPYMeHTaHbeIe nccecnenoBaHuA:

[IpunienpHas peHTreHorpadust OpraHOB TPYIHON KIETKHU:

- MMOJTHOKPOBHE C MHTEPCTULIUAIBHBIM WM AJIbBEOJISIPHBIM OTEKOM JIETKUX (MK 03 0TeKa).

- TaKKe MpHUlleJbHas peHTreHorpadus TPyJHOM KIETKH TMO3BOJISET BBISIBUTH COIYTCTBYIOIIKE
3a00JieBaHUs JIETKUX (ITHEBMOHHUIO, MEKOHUAIIbHYIO aCIIUPAIINIO, aTeJIeKTa3bl U JIp.).

OKI' (peructpamus 3JIEKTPOKApAUOTPAMMBI, pacimiu@poBKa, OMNHCAHUE W HWHTEPIpPETAIHs
ANEKTPOKAPAUOTPAPUICCKUX TAHHBIX )

- uameHenus Ha DKI' Hecnenuduueckre U MPOSIBISFOTCS MPU3HAKAMH TTEPErPY3KH MPABbIX OTIEIOB
cepala, a UMEHHO:

1. octpokoHeuHslie, pactupennsie 3yous! P Bo 11, III, u AVF otBenenusix;

2. OTKJIOHEHHE DJIEKTPUUECKON OCH cep/lia BIPaBo;

3. MpU3HAKHM YBEJIMYEHHUS IPaBOTo KEIylouka ¢ mnosiBaeHueMm 3youoB R B V1, unu qR B mpaBbix
IPYAHBIX OTBEACHUAX, 3yO1bl 1S B V5-V6.

9x0KI ¢ MNPUMCHCHUECM PCIKHMaA IBETHOI'O AOIIIIJICPOBCKOT'O KAPTUPOBAHUS:

- IIO3BOJISACT BBIABUTH THUIIOIJIA3UI0, AHOMAJIBHOC CTPOCHUC, CTCHO3 UM aTPE3UI0 MUTPAJIIBHOTI'O
KJIaltaHa,; THIIOIUIa3ui0, CTCHO3 HWJIM aTPC3UI0 A0PTAJIbHOT'O KilallaHa; T'UIIOIIa3uio BOCXOISIIEH A0pPThI,
AYTH aOpThI H/unu nepemeﬁKa A0PThI; BbIABUTH WM HCKIIFOUUTH HAJIMYUC aHTCTPAAHOIO IMOTOKA 4Y€pPE3
MI/ITpaJ'ILHHﬁ u aopTaJ'IBHBIfI KJIaITaHbl; OIPCACIINTD JIMHEIHbIE pa3MEphI JICBOTO KEIYAOYKa U CTCIICHB
BBIPAKCHHOCTHU (I)I/I6p03J'IaCTO3a; PasMEPbl MCKIIPEACCPAHOTO C006IJ_ICHI/I$I " OTKPBITOTO apTCPHAIILHOTO
IIpOTOKA; OLCHUTH KPOBOTOK B 6pIOH_IHOI71 aopTe, OLCHHUTH (l)yHKI_II/IIO mpaBoOTO KCIyAOYKa U
TPEXCTBOPYATOI'O KJlallaHa.
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2.1. XXanoObl U aHaMHe3

- Ha stame yrouHeHnus auarHo3a peKOMEHAYETCsI OCMOTp, THIATENbHBIM cOOp aHAMHE3a U Kallod y
BCEX ManMeHToB (poauTesneil manueHtoB) ¢ mnojpo3penueM Ha CIJIC ¢ uenbio onpenesieHus TKECTH
COCTOSIHUS ¥ TAaKTHKH Jieuenus [5, 7, 10].

YIAOA5 YYPC
2.2. dnsnkanbHoe obcnegoBaHue

- Becem marmmentam ¢ CI'JIC pekoMeH10BaHO TIPOBEIEHHE OCMOTpa Bpada-KapauoJiora Wik Bpada-
CEPJIEYHO-COCYAUCTOTO Xupypra (kapauoxupypra) (mpuem (OCMOTp, KOHCYJIbTaIlMs) Bpada-Kapauoora
MEPBUYHBIN, TpHeM (OCMOTp, KOHCYJbTAaIlMs) Bpaya — JETCKOTO KapJauoJiora IEPBUYHBIN, MPHEM
(ocMOTp, KOHCYJIBTANHS) Bpava-CepACYHO-COCYIUCTOTO XUPYypra TEPBUYHBIN) IS OICHKU CTEICHU
TSKECTH COCTOSIHUS manuenTa [5, 7, 10].

YOS5, YYPC

- Bcem mnamumentam ¢ CIJIC npu ¢QusukanbHOM 0O0CI€IOBaHMM PEKOMEHJIOBAHO 0Opamiarhb
BHHMAaHWE Ha HAJUYWE OJIBIIIKH, IHAHO3a U TIOMHUTH O BBICOKOW YaCTOTE JBIXATCIBHBIX PACCTPOUCTB Y
JAHHOM T'PYIIBI MAIMCHTOB B TEYEHUE MEPBBIX JHEH xu3uu [5, 7, 10].

YOS5, YYPC

KomMeHTapun: BakHO TOHMMATh, 4TO KIIMHUYECKas KapTHHA IOCIIEe POXKICHHS peOCHKA MOXKET
3HAYUTEIBLHO BapbUPOBATh B 3aBUCHUMOCTH OT KJlacca U anaromuueckoro noaruna CI'JIC. V nauueHToB ¢
JAHHBIM JTUarHO30M IOYTH BCET/a MPUCYTCTBYIOT MPU3HAKU HEJIOCTATOYHOCTH KPOBOOOpPANIECHUS H/VITH
JIbIXaTeIbHOM HEeIOCTATOYHOCTH (TaXUKapJus; OJbIIIKA; XPUIIBI B JIETKUX; LINAHO3; YBEJIIMYCHHE TPAHMUI]
neyeHu). B OoJbIIMHCTBE CllydaeB OTMEUYaeTCs CHIDKCHHE mnepy3uu TKaHedW M OPraHoB, dYTO
COMPOBOXKAAETCA NMEepUPEPUUIECKUM CIIa3MOM M HU3KHM apTepuaibHbIM naBiieHHeM. [Ipu BbipaxkeHHON
CepJICYHOM ACSITEIIBHOCTH OBICTPO pa3BUBACTCS CHHAPOM nosmopranHoi HepoctatouHocT (CITOH). Her
MPSIMOM KOPPEJSILIMK MEXKAY CTENEHbIO TSDKECTH COCTOSIHMSI U CTENEHbIO BBIPAKEHHOCTH IIMAaHO3a.
BripaxkeHHBII 1IMaHO3 YacTO 00YCIOBJICH pecTpukiueil kpoBoToka uepe3 OO0, nmubo comyTcTByIOMEH
CepJIeUHOM/BHECEPICYHON MMaTOJOTHEH (TOTANbHBIM aHOMANbHBIA JPEHAX JIETOYHBIX BEH CO CTEHO30M
KOJUIEKTOPA, JruadparMaibHble IPbDKH U Jp.).

- Bcem mamumentam ¢ momo3penuem CIJIC mpu ayckynpranum cepama (aycKyJbTamus TpH
MATOJIOTUH CepJIla U IepUKapaa) peKOMEHI0BaHO oOpaiiaTh BHUMaHUE Ha HaJu4ue NIyMoOB cepaua [9, 7,
10].

YOS, YYPC

Kommentapuu: npu CIJIC xapakTepeH yMEpPEHHBIH CHUCTONUYECKHMH IIyM IO JIEBOMY Kparo
rpyAuHBI (BTOPOW TOH HAJ A0PTOW OJHOKOMIIOHEHTHBIH, 4acTo ocnabieH wi oTcyTcTByer) [5, 7, 10].

- Bcem manuentam ¢ CI'JIC pekoMeHayeTcsl MPOBOAUTH U3MEPEHUE apTepUaIbHOTO JaBJICHUS IS
OILIEHKH CHCTOJIMYECKOTO U AMACTOIMUECKOro Aasinenus [1, 4-5, 7, 10].

Y15, YVYPC

KoMMeHTapuu: B CBSI3U C OTCYTCTBHEM MPSMOTO BbIOpOoca (KPUTHUECKUM CHUKEHHEM BBIOpOCa)
KpPOBH 4epe3 BOCXOAIIYIO a0pTY, apTepuaibHOe JaBiIeHHe B OOIBIIOM Kpyre KpOBOOOpaIeHHs 3aBUCUT
ot Hanuuus u pazmepoB OAIL a Takke BETUYMHBI COOTHOIIEHUS JIETOYHOTO M CUCTEMHOTO COCYIUCTBIX
COITPOTUBIICHU I

- YV noBopoxaeHHbsix gereii ¢ CIJIC, pekOMEHJOBaHO OIEHHBATh TEPUCTAIBTUKY IyTEM
ayCKyJIbTAllMM JKUBOTA. Takke HEOOXOJUMO MPOBOJUTH TMEPKYCCHI0 W TAlbHAIMIO JKABOTA JUIS
BBISIBJICHUS] ITHEBMATO3a KUIICYHHMKA, CBOOOHOM JKUAKOCTH B OPIONIHON MOJOCTH (MIPU3HAKH PA3BUTHS
sHTepokonuTa) [5, 7, 10, 58-59, 75].
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YA 5, YYPC

KoMMeHTapuu: cpa3y Iocie pOXKIEHHUs, KOIJa JIETOYHOE COCYAMCTOE COIPOTUBICHHE OCTACTCS
OTHOCHTEIIBHO BBICOKUM, @ apTepPHAIbHBIN MPOTOK IIUPOKUM, PE3YJIbTaThl (PU3UKATBLHOTO 00CIETOBaHHS
qaie Bcero OJIM3KM K HOpMe (C aJeKBaTHOM OKCHI'€HALMEH W cUCTeMHOU nepdysueii). DTo MpoucxoauT
3a cuer OanaHca MEXIy 00BEMOM KPOBOTOKA, HANPABIISIIOIIMMCS B MBIl KPyr KpOBOOOpAIIEHHS IS
OKCUT'€HAlluU, U 00bEMOM, JOCTaBIsEMbIM B OOJIBIION KpYyr KpoBooOpamieHus. OnHaKo 1o Mepe Toro,
KaK COIPOTHBIJICHHE JICTOYHBIX COCY/IOB €CTECTBEHHBIM 00pa3oM majaer, OOJIbIIe KPOBU HIYHTHUPYETCS
gyepe3 JIETOYHOE COCYAUCTOE PYCIIO B yIIepO CHCTEMHOTO KPOBOOOPAIIEHHS, YTO MPUBOAUT K TAXUITHOD,
OTHOCHUTEIBHOM TUIIOTECH3UN U PAa3BUTHUIO alKa034a. KOFZ[a apTepI/IaJII)HHﬁ IMPOTOK HAYMHACT 3aKPbIBATHCA,
cucteMHass mepQy3us eme CuwibHee yxymamaercs. KIMHHKA y TakuX HOBOPOXKICHHBIX OOBIYHO
MMPOABJIACTCA B IICPBBIC HECKOJIBKO YaCOB JXU3HU WJIK B BO3PACTEC OT 2 a0 3 }IHGI\/'I N HAYUMHACTCA IMPU3HAKOB
SHTEPOKOJIUTA M PECHUPATOPHOTO AUCTPECC-CUHAPOMOM, M 0e3 BMelaTeabCcTBa OHHU  OBICTPO
IIPOrPECCUPYIOT A0 CEPACYHON HEAOCTATOYHOCTH M IIOKA.

2.3. JlabopaTopHble AMarHoCTUYeCKue uccrnenoBaHus
Crnennduyeckoit mabopatopHoit nuarnoctuku st CI'JIC wer.

- Becem mammentam ¢ CI'JIC pekoMmeHayeTCsi MCCIENOBAHHE KHCIOTHO-OCHOBHOTO COCTOSTHHSI M
ra3oB kpoBu (pH, BE, pCO2, PO2, Lac — ananu3 kanwnIsspHOIH/apTepruaIbHONH/BEHO3HOU TIP00) ¢ IEIbI0
OIICHKH TSHKECTH THIIOKCEMHH ¥ CTENCHH  BBIPAXEHHOCTH  META0OJUYECKMX  HApyIICHUH
(MpeamoYTUTETbHBI OJTHOMOMEHTHbIE ITPOOBI KPOBHU M3 BEPXHEH M HIDKHEH koHeuHocTel) [5, 7, 10, 12].

YOS5, YYPC

KoMMeHTapuu: aHanu3 Ta30BOr0  COCTaBa  KAaNMWUSIPHOM  KPOBM  MO3BOJIIET  OLICHUTH
cOaTlaHCUPOBAHHOCTh KPOBOTOKA MEXKTY CUCTEMOM Majioro v 0OJILIIOTO KPYyroB KPOBOOOpAICHUS:

1. ecnu 10 Havana JIeYeHUs HACHIIIEHUE apTEepPUATIbHOW KPOBH KUCIOPOJIOM HaXOAMUTCA B Mpejesax
75-90%, pH xonebnercs B mpeaenax nonycTuMbix 3HadyeHuil U pCO2 Haxonutcs Ha ypoBHe 40-50 mm
PT.CT., TO JaHHAS CUTYaIUsl TOBOPUT O TOM, YTO KPOBOTOKHU COATaHCHUPOBAHBI

2. eclli ypoBEHb HaCHIIIEHHE apTepHaIbHON KpoBU KuciopoioM Ooisee 90-93% B coueraHuu c
Metabommueckum anuo3oM (pH < 7.3) u pCO2 naxomutcs Ha ypoBHE 30-40 MM PT.CT., TO CHTYyaIHIO
HAJ0 pAaclleHWBaTh, KaK CMEIIEHUE pPaBHOBECHS B CTOPOHY JIETOYHOTO KPOBOTOKA U IPOBECTU
COOTBETCTBYIOILYIO KOPPEKIUIO TEPANUU, O KOTOPOil fanee OyJeT paccka3zaHo.

- Bcem manmentam ¢ CI'JIC pexkomeHayeTcst mpoBeieHrne o0miero (KIIMHNYECKOr0) aHaIN3a MOYU U
o0miero (KJIMHUYECKOTO) aHaju3a KPOBU C KMCCICIOBAHUEM YPOBHS OOIIEro reMOTJIOOMHa B KPOBH U
OIICHKOW TeMaTOKpUTa, UCCIICJOBAaHHEM YPOBHS JPUTPOLUTOB, JIEHKOIUTOB, TPOMOOIIMTOB B KpPOBH,
HCCAEAOBAaHUEM CKOPOCTH OCEJaHMsl JSPUTPOIMTOB B paMKaxX IIEPBUYHOrO OOCIICIOBAaHMSA, IpHU
MOCTYIUIGHUHU B CTallMOHAp, B T.Y. JJISl OTIEPATUBHOTO JICYCHHUSI, B TIPOIECCE TMHAMUYECKOTO HAOIIOACHUS
He MeHee 1 pasa B Toj1, a TakXKe B MOCIEOIEPAL[HOHHOM IEPHOE IpH HeoOxoaumoctH [5, 10, 62-63].

Y15, YVYPC

- Bcem nmanmenrtam ¢ CI'JIC, noctynatomuM B IpopUIBHBIA CTALIMOHAP JUIS OTIEPATUBHOTO JICYEHUS
MOpOKa, KOTOPHIM IMpearnojaraercs IMepeluBaHie JIOHOPCKOM KpoBH M (MJIM) €€ KOMIIOHEHTOB,
PEKOMEH/yeTcsl OlpeielieHe OCHOBHBIX rpymnn mo cucremMe ABO, anturena D cucremsl Pesyc (pesyc-
dbakrop), penorumna no anturenam C, ¢, E, e, C%, K, k u onpezeneHne aHTHIPUTPOIMTAPHBIX aHTUTE [ 5,
10, 62, 176-177].

YOS, YYPC

- Bcem mammentam c¢ CIJIC, mocrymammuM B CTallMOHap MJs ONEPATHBHOTO JICYCHHUS
pexomenayercs omnpeaencHue antureHa (HbsAg) Bupyca remaruta B (Hepatitis B virus) B kpoBu;
omnpenenenue antuten k Bupycy rematuta C (Hepatitis C virus) B KpoBH; OIpeNelICHHE aHTHUTEN K
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onennoi Tpenoneme (Treponema pallidum) B kpoBu; onpenenenne antuten kiaccoB M, G (IgM, IgG) k
BUpycy ummyHojaedurmra uenoBeka BHY-1 (Human immunodeficiency virus HIV-1) B kposw;
omnpenencuue anruten kiaccoB M, G (IgM, IgG) k Bupycy ummynozaedpunura yeiaoexka BUU-2 (Human
immunodeficiency virus HIV-2) B kpoBu juis uckitoueHus accorpanuu ¢ BUU-undekuuneii, renatutom u
cuduiucom [5, 10, 62, 174-175].

YIAA5,YYPC

- Ilepen BbIMOJIHEHHEM OmnepaTUBHOrO BMemiareabcTBa BceM mamueHtam ¢ CIJIC pexomenmyercs
BBITIOJTHEHUE KOAaryJaorpaMMbl (OpHMEHTHPOBOYHOE MCCIEIOBAHUE CHCTEMBI IreMocTasa) (ompeaesieHue
AKTUBUPOBAHHOTO YAaCTUYHOTO TPOMOOIIACTHHOBOTO BPEMEHHM, OIPEICICHHE MEXKIyHApOIHOTO
HopMmanm3oBanHoro oTHomeHuss (MHO), uccnenoBanuwe ypoBHs (UOpHUHOTEHA B KPOBH) C LENIBIO
WCKIIFOUCHUSI BPOKJACHHBIX W MPUOOPETEHHBIX HAPYIICHU B CHUCTEME CBEPTHIBAHUSI KPOBH, MPOTHO3a
MOCJICONIEPAIHOHHBIX TPOMOO30B M KpoBoTeueHwii [5, 7, 10, 62, 178-179].

YOS5, YYPC

KommenTtapun: npu Hanuuuu y OOJBHOTO B TPEIONEPAIIHOHHOM IEPHOJIE TeMOPParHvecKoro
CUHIpOMa W/Wid Ja0OpAaTOPHBIX TMPU3HAKOB HAPYIIEHWUS CBEPTHIBAHUS KPOBH. OIEPATHBHOE
BMENIATENIbCTBO II€JIECO00OPA3HO OTCPOUYUTH JIO YCTAHOBJIEHUS TPUYUHBI ATHUX HAPYIICHUH W HX
YCTpaHEHHS.

- Bcem mamumentam ¢ CIJIC pekoMmeHmyeTcss TPOBENCHHE aHadu3a KPOBU OHMOXUMUYECKOTO
oOrIeTepaneBTHYECKOTO (MUCCIEIOBAaHUE YPOBHS Kallus, HATPHS, XJIOPHJIOB, TIIFOKO3BI, KpeaTHHWHA,
oOmiero Oeinka, anbOyMHUHA, MOYEBUHBI, OOIIETO M CBSI3aHHOIO (KOHBIOTMPOBAHHOTO) OWiIMpyOMHA B
KPOBH,  HCCIEOBAaHWE  YpPOBHS  JKelle3a  CHIBOPOTKM  KPOBH,  OIpENEIIeHHe  aKTUBHOCTH
acmaprataMuHOTpaHcepa3bl W allaHWHAMHHOTpaHChepa3bl B KpPOBH) IS OICHKA TIOYEYHOW U
MEYCHOYHOU (PYHKIMU B paMKax NEPBUYHOTO 00CIEI0BaHUA, PU MOCTYIUICHUH B CTallMOHAp, B T.4. JUIS
OTIEpaTUBHOTO JICUEHHS, B IMPOLECCe TUHAMUYECKOro HaOIofeHHUs He MeHee | pas3a B Tof, a Takke B

MOCJICOEPAIIHOHHOM TIEpHO/Ie PH HeobxoaumoctH [5, 10, 43, 44].
YIAOA5 YYPC

- Bcem mnammentam ¢ CIJIC, KOTOphIM MOCI€ ONEPATUBHOTO JICYEHHUS] IPOBOJUTCA
TpomOonpodunaktuka mnpemaparamu renapuHa (BO1AB I'pynma remapuna), peKOMEHIyeTCs
a00paTOPHBIA KOHTPOJb A(h(HEKTHBHOCTH MPUMEHEHHMs JIEKapCTBEHHBIX mpemnaparoB [178, 179, 197,
198].

YIAO5 YYPC

KommenTapun: [lpu npumenenun HedpakiuonupoBannoro renapuna (BO1AB I'pymnma remapuna)
pexomenayercst omnpenenenne AUTB (AkTuBUpOBaHHOE YAaCTUYHOE TPOMOOIJIACTHHOBOE BpEMS)
(onmTuManbHBIN qUana3oH 3HadeHuil y neteil — 60-85 cex) u mccnenoBaHue ypoOBHS relapuHa B KPOBH
(ompenenenne aHTU-Xa): onTUMaidbHbIM jguamazoH — 0,35-0,7. Ilpu npuMeHeHMM TpemapaToB
HU3KOMOJIeKysipHoro remapuHa (BO1AB I'pynna remapuna) peKOMEHIyeTCs HCCIEIOBAHHUE YPOBHS
rermapvHa B KpOBH (OIpeieienne anTu-Xa): onTuMaabHbIi quamason — 0,5-1,0 [178, 179, 197, 198].

2.4. UHCcTpyMeHTanbHble AuarHoctuyeckue uccrnegoBaHus

OxonuarensHplii  guarHo3 CIJIC  craBuTCs INpuU  NOMOINM  BHU3YAJIM3UPYIOLIMX METONIOB
UCCIIEIOBAaHUS, TOATBEPXKAAIOMMX MOP(OJIIOTHUECKHE MpPHU3HAKK TMOpOKa U (PYHKIMOHAIBHYIO
HECOCTOSITENIBHOCTh JIEBOTO JKeJlylouka cepaua. lLlenpl0o MHCTpYMEHTaIbHOW JMAarHOCTUKH TaKXKe
SIBJISICTCS BBISIBIIEHUE COIMYTCTBYIOIUX BPOKICHHBIX TOPOKOB Pa3BUTHS (IIPU MX HATHYUH).

- Bcem InHanucCHTaM C MoAO3pCHHUEM ma CIJIC PCKOMCHAYCTCA  TPAHCTOPAKAJIBbHOC
3x01<ap;[norpa¢)ﬂqec1coe HUCCICI0OBAaHUC (3XOKr) C IMPUMCHCHUCM PpCKUMaA HNBCTHOI'O0 HOIIIIICPOBCKOI'O
KapTUpOBaHUA I OIPCACIICHUSA AHATOMHWYCCKUX 0COOEHHOCTEH IOpoOKa u BBI60pa ONTHUMAaJIbHOM
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Xupyprudeckoit rakruku seuenus [ 7, 10, 13-15, 62-64].

vaa4, VYpC

KomMmeHTapuu: naHHOE MCCIIeJOBAaHUE IMO3BOJISET BBIBUTH BCE HEOOXOIUMBIC NMPHU3HAKU MOPOKA:
TUIIOIIIA31I0, AaHOMAJIBHOE CTPOEHHE, CTEHO3 WM aTPEe3HI0 MUTPAIBHOIO KJIAallaHa; TUIOILIA3UI0, CTEHO3
WIA aTpe3ui0 aOpTAILHOTO KIalaHa; THUIOTUIA3HI0 BOCXOJSIIEH aOpThI, IYyT'M aOpThl W/WIM TEpeleika
AOpTHI; BBISIBUTH HJIM WCKIIOYUTH HAJTUYME AHTETPAIHOTO MOTOKA Yepe3 MUTPAIBHBIA M a0pTalbHBIH
KJIallaHbl, ONPEACIUTh JIMHEHHBIE pa3Mephl JIEBOTO JKEIyIO0YKa M CTENeHb BBIPAKEHHOCTH
¢ubposnacTos3a; pasMepbl MEXKIPEACEPIHOIO COOOIIEHHS U OTKPHITOTO apTepUabHOTO IPOTOKA;
OILICHUTh KPOBOTOK B OpIOIIHOW aopTe, OLEHUTH (YHKIHUIO MPABOTO KEIyJOYKa U TPEXCTBOPUYATOTO
KJIaIaHa.

- Pexomennyercs OxoKI' ypecnumieBogHas mpHu KIMHUYECKON HEOOXOAMMOCTH C HEAOCTAaTOYHO
MH(POPMATUBHON BU3yalM3alued sXokapauorpaguu (TpaHCTOPAKATBHOM) C LENTbI0 JEeTaJbHON OICHKH
COCTOSIHUSI KJIAIIaHHOTO ammapara, a TakKe B Cllyyae ONEepaTUBHOIO JICYEHHS HWHTPAONEPALlMOHHO IS
OIICHKH PEe3yJbTaTOB OMEPAIK U MPH HEOOXOAUMOCTH B IIPEJ- U TOCIeonepanrnoHHom nepuoae [7, 10,
13-15, 180-181].

YOS5 YYPC

- HosopoxaennsiM mnamuentam ¢ CIJIC He peKOMEHAOBAHO BBIIOIHATH YPE3BEHO3HYIO
KaTeTepHU3aIliio cepaia u nmanaoprorpaduro [5, 10, 55, 182].

YOS5, YYPC

KommenTtapun: CremxyeT MOMHUTB, YTO BBEACHHE JlaK€ HE3HAYUTEIHHOTO 00BbeMa KOHTPACTHOTO
BemecTtBa mamueHTam ¢ CIJIC mpuBomuT K ycyryOneHwio W 0€3 TOro CYIIECTBYIOIIEH MOYEeUHOH
HenoctatouHocT. HoBopoxkaenubim ¢ CIJIC Bemosinenne AKIT MokeT ObITh MOKa3aHO B CIydasXx,
korga 1o gaHHbIM OXOKI' w/mim xoMmmbloTepHO# Tomorpaduy BO3HUKAIOT TOJJO3PEHUS HA aHOMAJUU
Pa3BUTHS KOPOHAPHBIX apTEPHA WIIM aHOMAJIUU PACIOJIoKeHus OpaxuonedanbHbix cocynos [10].

- B Tex cnywasx, xorma maHHbix OXoKI' HemocraroyHO uisi BepuHUKAMM TUArHO3a WA OHH
MPOTUBOPEUMBBI, ManeHTam ¢ nojo3penreM Ha CIJIC pexkoMeHayeTcsi MPOBEACHUE KOMIBIOTEPHOU
tomorpadguu cepaua ¢ koHTpactupoBanueMm (KT) mnu MarHUTHO-pe3oHAaHCHOU Tomorpaduu cepaua u
MaructpaibHbix cocynoB (MPT) uccienoanus [16-17].

Y4, YYP C— nna KT

YOO 5, YYP C — nna MPT

Kommentapun: MPT wu KT mnomoraroT yToyHUTH MOPGOJIOTHIO IOPOKa, OMPEISITUTh
MIPOCTPAHCTBEHHOE B3aMMOOTHOILIEHUE CTPYKTYp Ceplua M KPYIMHBIX COCYAOB, a TaKXKe BaXHBI JUIS
JUArHOCTHKH  CONMYTCTBYIOIIMX BHYTPHUCEPACUHBIX/BHECEPACUHBIX aHOMANM pa3BUTHS. Takxke
ToMorpaguueckue METOIUKU MPUMEHSIOTCS MPU MOTPAHUYHBIX pa3Mepax JIEBbIX OTIENIOB CEepAlla, YTo
MO3BOJISIET YTOYHUTH BO3MOXKHOCTH BBITIOJTHEHMSI OMEpaluil ABYX’KEIYJOUYKOBOH KOPPEKIHU U
XUPYPrUUECKyIO TAKTUKY Y JAHHOW T'PYIIIbI TAI[UEHTOB.

- Bcem mamumentam ¢ mnomo3penueM Ha CIJIC pexkomenayeTcss mTpoBelIeHHE MPULIETBHON
peHTreHorpaduu OpraHoB T'PYAHON KIETKU IS MCKIIOUEHUS WHBIX 3a00JIeBaHUN Ceplila U KPYIHBIX
COCY/IOB, a TakKXe BHECEpACYHOW NaToJOruH (MAaTOJIOTUH JPYTUX OPraHOB CPENOCTEHHS, JIETKUX,
IJIEBPHI), YTOUHEHUS aHaTOMHUYeCKUx ocoOeHHocTed maHHoro BIIC, cocrtosiHus wManoro kpyra
KpOBOOOpAIIeH!s] M BBISIBICHUS JIETOYHOTO 3acTOsl, a TaKKe B Cllydae OINEPAaTUBHOTO JICUEHUS MpH
HEOOXOJMMOCTH B TIPE/I- H/WJIH TIOCIIeonepalimonaoM nepuoze [5, 7, 10, 13, 55, 155].

YOS, YYPC

KomMeHTapuu: Ha 0030pHON pPEHTTEHOTpaMMe MPAKTHUYECKH BCETJa OTMEYAeTCs IMOJHOKPOBHE C
WHTEPCTULIMATBHBIM WU aJbBEOJSIPHBIM OTEKOM JeTkux (wnm 0e3 oreka). Takke peHTreHorpadus
TPYAHOW KJETKH TO3BOJSET BBIIBUTH  COIMYTCTBYIOIIME 3a00JieBaHUs JIETKUX  (ITHEBMOHHIO,
MEKOHHUAIBHYIO aCIIUPAIUIO, aTeIeKTa3bl U JIp.).
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- Bcem mnammentam ¢ CIJIC pexkomenayercss BbINOJHEHHE snekTpokapauorpaduu (OKI)

(peructpanus ANEKTPOKAPIUOTPAMMBI, pacmudpoBka, OTUCaHue u WHTEpIpEeTALHS
ANIEKTPOKApAUOTPaPUUCCKUX TAaHHBIX): /IS OLIEHKU CePACYHOI0 pUTMa U mpoBouMoctu [5, 7, 10, 55].
YIAAS,YYPC

Komwmenrtapun: M3menenuss Ha DKI' 00bI4HO HecmenupuYeckne M TPOSIBIAIOTCS IMPHU3HAKAMH
MEepPErpy3KH MPaBbIX OTAEIOB CEP/ILIA, 4 UMEHHO:

1. octpokoHeuHnsle, pacmupeHnsie 3yonsl P Bo 11, 111, 1 AVF oTBenenusx;

2. OTKJIOHEHHUE IEKTPUUECKOM OCH cep/ilia BIIPABo;

3. IpU3HAKU yBEJIMYEHHUS TMPABOTO >KeIyqouka ¢ mosiBieHueMm 3yoroB R B V1, wiu qR B mpaBbix
TPYAHBIX OTBEACHUAX, 3yO1sl 1S B V5-V6.

2.5. UHble gnarHoctu4yeckme nccrnenoBaHus

Bcem HOBopoxneHHbIM nanueHTam ¢ CI'JIC pexkoMeH10BaHO BBINIOJHEHHE HEWpOCcOHOrpaduu s
UCKITIOYCHUS] aHOMAJIUI pa3BUTHUS FOJOBHOTO Mo3ra [45].

YOS5 YYPC

Kommenrtapun: CI'JIC yacto coderaeTcsi ¢ T€HETUUYECKOW MATOJIOTHEH W aHOMAJIMSMHU Pa3BUTHUS
LEHTPaJbHOM HepBHOW cucTtembl. HeilpocoHorpadusi y NaHHBIX MAallMEHTOB MOJKET BBISIBUTH I'pyOble
CTPYKTYPHBIE HAapyIIECHHs, 4YTO TIO3BOJIAET OMNPEAEIUTh ONTHUMAIbHYI TaKTHUKY XHPYPTrHUYECKOU
KOPPEKLIHH.

- Hoopoxnaennomy ¢ CI'JIC, mo u mocie mpoBeIeHUS MEIUKaMEHTO3HOTO WJIM OINEePAaTUBHOTO
BMENIATENIbCTBA (BIUIOTHh JIO BBIMMCKH W3 CTallMOHApa), PEKOMEHIYeTCS TPOBEICHHE CYTOYHOTO
MIPUKPOBATHOTO MOHUTOPUPOBAHUS JKU3HEHHO BAKHBIX (YHKIHMI (M3MepeHUe 4acTOThl cepIueOueHus,
CYyTOYHOE MOHHUTOPHUPOBAHHME ApTEPHATBLHOTO JABIEHUS, MYIbCOKCHUMETPHS) IJIi KOHTPOJS COCTOSHUS
narrenta [10, 64, 74].

YIAA5 YYPC

- Becem nanmentam ¢ CI'JIC pekomeHayercsi mepea OKOHYaHHMEM OCHOBHOTO 3Tana omnepalvd B
YCIIOBUSAX UCKYCCTBEHHOTO KPOBOOOPAIIICHHS C IIEIBI0 KOHTPOJIS KA4eCTBA BHIMIOJIHECHHOTO OIIEPATUBHOTO
BMeIIIaTeIbCTBA BBIIOJHUTD YpecnuiieBoaayo IxoKI' [10, 19, 64].

Y5 YYPC

- Bcem manmentam ¢ CI'JIC pekoMenayeTcs nepes BHIITUCKON U3 CTallMOHapa MOCJI€ BBIOJIHEHHOTO
ONEpPaTUBHOTO BMEUIATENbCTBA BBIIOJHUTh PETUCTPALMIO AJIEKTPOKAPAUOTPAMMBI  (paciin@poBKa,
OTHCAHUE U UHTEPIpPETaIUs dIEKTPOKapAUOTrpaduuecKuX AaHHbIX) /Ul OLIEHKH KayecTBa MPOBEICHHOIO
Xupypruyeckoro BMmeriatenbcrsa [10, 19, 64].

YIAAS, YYPC

- Bcem manumentam ¢ CIJIC u ¢dakropamu pucka pa3BUTHUs WHGEKIMOHHBIX OCIOKHEHUN MpU
MOCTYIUICHUM Ha CTAl[MOHAPHBIA ATall JICYCHUS PEKOMEHIYETCS MPOBEIACHUE MHUKPOOHOIOTHYECKOTO
(KynbTypalbHOTO) HCCIEIOBAaHMS CJIM3M C MHHJAIUH W 3aJHEH CTEHKU TIJIOTKM Ha a’poOHbIe U
(bakyabTaTUBHO  aHa’pOOHBIE  MUKPOOPTaHWU3MBL,  MHMKPOOHOJOIMYECKOro  (KYJIbTYpalbHOTIO)
UCCIEIOBAaHUSI  Kala Ha  a’poOHble U (paKyJIbTaTMBHO-aHA’POOHBIE  MHKPOOPraHM3MBI |
MHUKPOOHOJIOTHYECKOTO (KYJIBTYpaJIbHOTO) UCCIEIOBAHHS OTIENSIEMOr0 KOHBIOHKTHBBI Ha a’poOHBIE U
(baKkyIbTaTUBHO-aHA’POOHBIE  YCIOBHO TATOTEHHbIE MHUKPOOPraHM3Mbl C LEJIbI0  OINpeaeseHHs
KOJIOHHM3AI[MK MUKpoopranu3Mamu [183-194].

YIAAS, YYPC

KommeHTapuu: nocieonepanoHHble HHPEKIIMOHHBIE OCI0XHEHHUS Y TMallMeHTOB C BPOXKICHHBIMU
nopokamu cepana (BIIC) sBusrorest cepbe3noit mpobnemoit [183-185], mockonbKy MalMeHThl JAaHHOM
TPYIIBI UMEIOT PsiJl XapaKTepHBIX (DaKTOpOB pucKa ux pazBuTws (dacrtoe coueranue BIIC c¢ apyrumwm
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BPOX/ICHHBIMU aHOMAJIMSIMH U TIOPOKAMU Pa3BHUTHS, TPABMATUYHOCTh U JUIUTEIBHOCTD XUPYPTrHUECKOTO
nocoOusi, MPUMEHEHUE HCKYCCTBEHHOTO KPOBOOOpAIECHHs, KPOBOIOTEps, runotrepmus u ap. [186].
[TomuMoO 3TOTO, TaKHe MAIUEHTHI HEPEAKO OBIBAIOT MCXOJHO KOJOHU3MPOBAHHBIMU IMOJUPE3UCTEHTHOM
MUKpO(DIOpoii. DTO CBsI3aHO € TEM, YTO A0 MOCTYIUICHHS Ha KapJHOXUPYPTHYECKYIO OIIEpaIHIO
6ompmHCTBO seteit ¢ BIIC mpoxoaar jedeHHe B COMATHYECKHX CTallMOHApaX, B TOM YHCIE C
NpPUMEHEHHEM aHTHOAKTepUAIbHBIX TPEMapaToB CHCTEMHOTO JEWCTBUS, YTO SBISETCS 3HAYMMBIM
(bakTOpOM pHCKa KOJOHHU3AIMHU OTKPHITHIX OMOIEHO30B opraHu3ma. llpum 3aHoce B cTalMoHap TakuX
YCTOMUYMBBIX K aHTHOAKTEPUAIBHBIM IperapaTaM CUCTEMHOTO JEWCTBUS MUKPOOPTaHU3MOB, CO3JIAIOTCS
NOPEANOCBUIKA  JUIS  BO3HUKHOBEHHUS  TOCHHUTAJIBHBIX  BCHBIIIEK, a  TaKkKe  yXyAUICHHS
MHUKpPOOHOJIOTHUECKOTO Tiei3axa cranmuoHapa [187-188]. M3BectHo, uyTo Hambonee 3(PpPeKTHBHBIM
CIocoOOM CHMKEHHS PUCKA Pa3BUTHs WH(MEKIIMOHHBIX OCJIOKHEHUH SIBISETCA NMPUMEHEHHE KOMIUIEKCa
MEpOTIPUATHI WHPEKITMOHHOTO KOHTposs [189-190]. B cBs3m ¢ 3THM peKOMEHAYETCsl TPOBOJUTH
MOJIEKYJISIPHO-OMOJIOTMUECKOE HMCCIIEJOBAaHHE Ma3KOB CO CIM3UCTOM OO0OJIOUKM pOTOTJIOTKHM Ha
METULWUIMH-UyBCTBUTENbHbIE M METHLMUIMH-pE3UCTeHTHbIE Staphylococcus aureus, MeTHIMILIHH-
PE3UCTeHTHBIC Koaryjaa3oHeraTuBHbIe Staphylococcus spp, MOJEKYISPHO-OHMOJIOTHYECKOE HCCIISIOBAaHUE
Ma3KOB CO CJIM3MCTOM 00OJIOYKM POTOTJIOTKM ISl BBISIBJICHHUS TI'€HOB MPHOOpPETEHHBIX KapOarneHemas
OakTepuil, MOJIEKYIISIPHO-OMOJIOrMYECKOE UCCIIeIOBaHNE MA3KOB CO CIM3UCTOM 000JI0UKH POTOTJIOTKU Ha
Pseudomonas aeruginosa, MOJEKYIAPHO-OMOJOTUUECKOE WCCICIOBAHUE /I BBISBICHUS TEHOB
MPUOOPETEHHBIX KapOameHeMas3 OakTepHuii B Ma3Ke CO CIM3UCTON OO0OJIOYKM MPSAMOW KHIIKH METOJIOM

[11{P, onpeneneHne TeHOB NMPHOOpETEHHBIX KapbameHeMas OakTepuil Kiacca MeTasiIo-B-akramas
(MBJI) rpynn VIM, IMP u NDM B Ma3ke co ciau3uctoil 000si0ukH npsiMoi kumku meroaom IIHP u

BBISIBIICHHE T€HOB IPHOOPETEHHBIX KapOaneHeMas Kiacca MeTasIo-B-akramas (MBJI) rpynn VIM,
IMP u NDM B ma3kax co cimu3uctoit 060m0uku porornotku metoaom TP [189, 191-193]. Pesynbrarsl
CKPUHUHTA HE JOJDKHBI OBITh PYKOBOJACTBOM Uil Ha3HAYCHHUS aHTUMHUKPOOHOH Tepanmuu B OTCYTCTBHE
KJIMHAYECKOW KapTHHBI HMH(EKIMOHHOTO TMpolecca, HO MOTYT OBITh YYTCHBl TpU Ha3HAUYCHHUH
SMITUPUYECKON Tepanuu B cilydae MaHudecranun uHeknun. J[aHHbIe, MoydyaeMble TPU CKPUHUHTE,
SIBIISTFOTCSI 9aCThIO MUKPOOHOIOTHYECKOTO MOHUTOpPHHTAa U OTIPENICIISFOT KOMIIJICKC
MPOTHBOAIHIEMHYECKUX MEPOINPHIATHH, KOTOpble HEOOXOJUMO TPOBECTH TMPH TOCIHTAIU3AINH
narrenTa, KOJOHH3UPOBAHHOTO MOJIMPE3UCTEHTHOM (iopoii [194].

3. JleyeHue, BKkNOYass MeAUMKAMEHTO3HYHO W HeMeOUKaMEHTO3HYK Tepanuu,
AveToTepanuio, obe3bonuMBaHue, MeAULMHCKME MNOKa3aHUS W MNPOTMBOMOKAa3aHUA K
NPUMEHEeHUI0 MEeTOAOB NevYeHus

PoaopaspelueHne

Posbl ODKHBI TPOXOJIUTH B CTAllMOHAPE HE HW)KE 3 YPOBHSA, C IEJIbIO 0oJiee TOYHOM
MEPBOHAYAIBHOW  OICHKM  COCTOSHUSL ~ HOBOPOXKJICHHOTO M IOCIEAYIOIIEH  CTa0MIn3aiuu
HOBOPOXJICHHOTO (KaTeTepHu3alus KyOMTaJIbHOW W JPYruX Mepu(epruuecKuX BEH HIIM KaTeTepU3allvsl
MOJKIIOYAYHON M JPYTMX IICHTPAJIbHBIX BEH, M HAdalio WH(Y3UMH NPOCTArJaHIMHOB, MPOBEICHHE
pEaHUMAIIMOHHBIX MepomnpusThii). M3-3a He0OX0IMMOCTH MPOBEICHUSI OTMEPATUBHOTO BMEIIATEIHCTBA B
HEOHATAILHOM BO3pacTe pPOJIbl ONTUMAIbHO MPOBOJUTH B YCIOBHUSAX CTAaI[MOHAPA, PACIIOIOKEHHOTO
pSAZIOM  CO  CIEIUATU3UPOBAHHBIM  KapauOJOrHdeckuM 1eHTpoM [68]. Pomopaspemienune wmoxer
BBITIOJTHATHCS KaK B BUJIE €CTECTBEHHBIX POJIOB, TaK M B BHJE IUIAHOBOTO KecapeBa ceueHus. [lnaHoBeie
HEOCJI0)KHEHHBIE POJIbI ONITUMATBHO IPOBOAUTE B cpoke 39 Henmenb (Tak Kak poJisl naxe Ha 37-38 Henene
COMPSDKEHBI ¢ 00JIee BHICOKUMH PUCKaMK HebaronpustHoro ucxomaa) [141, 156-157].

- Ponopaspenienne miuoaa ¢ CHHIPOMOM THUIOIUIA3UU JIEBBIX OTMAEIOB CepJlla U PECTPUKTHBHBIM
OBAJIBHBIM OKHOM WJIM MHTAKTHOU MEXTPECepIHON MEPErOpo KO

Ponopaszpemenue mnona ¢ CI'JIC u pecTpeKTUBHBIM OTKPBITBIM OBAIBHBIM OKHOM WJIM WHTaKTHOM
MEXIPEICEPIHOM MIePEeropOAKON ONTUMATHHO MIPOBOJNTH B CHEIHAN3UPOBAHHOM
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KapIMOXUPYPTUYECKOM IIEHTPE WJIM HEMOCPEICTBEHHONH OT HEro OJNM30CTH, Ui BO3MOXKHOCTH
MPOBEACHUS HKCTPEHHOTO BMEIATENLCTBA C Lenblo nexommpeccun JIIT (6ammoHHas aTpuocenToCTOMUS
WM co3laHue Aedexra MEeXIpeIcepaHON MEeperopoikH CO CTEHTUPOBAHHEM, MOJKIIOYCHHE CHCTEMBI
JUISL SKCTpaKoprnopaibHoit MemOpanHoi okcureHaiuu (OKMO)). B atom cinydae MoxeT notpedoBaThes
IUIAHOBOE KECApPEBO CEYCHUE ISl ONTUMAIILHOM KOOPIUHAIMKE MHOTOTIPOGMiIbHOM momotu [141, 159].

[Tocne poxneHusi pebeHKa, Bpauy-IAETCKUNA Kapauojor mojbkeH moarBepautb auarHo3 CIJIC u
MIPOBECTH KOHCYJIBTALHUIO POJIUTENCH COBMECTHO C BPAauOM-CEpPACYHO-COCYAUCTHIA XHUPYProM (IETCKUM
kapauoxupyprom). Ilpu oOHapyKeHHM OKCTpaKapAUAIbHBIX AHOMAJIMK T[MOKAa3aHO IPOBEACHUS
TECTUPOBAHUA HA XPOMOCOMHLBIC aHOMAJIUHU JJI TOJTYYCHH A [[OHOHHHTCHBHOﬁ I/IHq)OpMaLII/II/I N YTOYHCHUA
nporHo3sa [145].

- B cinydae npenatanbHO ycraHoBieHHoro auarHo3a CIJIC ponopasperieHne pekoMeHIyeTcs
IPOBOJUTh B CIEHUAIN3UPOBAHHOM CTALIMOHApE, pACHOJIATAIOUIEM OTAEIECHUEM peaHHMaliH
HOBOPOXKJICHHBIX, B OJIDKaWIIel TPAaHCIOPTHOM AOCTYITHOCTH OT KapAHOXUpypruueckoro mneHrpa [5, 10,
64-70].

Y4, YYPC

- Bcem mnammeHnTam ¢ mnpeHaranpHO yCcTaHOBIEHHBIM jauarHo3zoM CIJIC  cpa3y mocine
poaopaszpenieHus: pekomeHnaoBan nepeBoag B OPUTH nns MoHWTOpHWHra >KU3HEHHO BaKHBIX (DYHKIIHA
(u3MepeHHe  4YacTOThl  CepAUEOMeHHs, YacTOThl  JbIXaHUS, IYJIbCOKCUMETPHSI U  CYTOYHOE
MOHHUTOPUPOBAHUE aAPTEPUATLHOTO MABIICHHS) U CTAOMIIM3AIMK COCTOsIHUS nanuenTa [5, 10, 64-70].

Y4, YYpC

- Bcex noBopoxnenusix mnanueHToB ¢ CIJIC mocne crabunmuzanmum cocrossuus B OPUTH
PEKOMEH/IyeTCSl TEPEeBECTH B ONMMDKAWIINKA KapAHOXUPYPTHUECKUN CTallMOHAap B mepBbie 24-48 dacoB
xwu3nau [5, 10, 64-70, 116].

YIAA5, YYPC

KomMeHTapun: nans HecTaOWIBHBIX HOBOPOXKICHHBIX (B TOM UHCJIE C PECTPUKTUBHBIMU
apTepHalibHbIM MPOTOKOM M MEXIPEICEpPIHbIM COOOIIEHHEM, CO CTEHO30M JIETOYHBIX BEH):
TPaHCIOPTUPOBKY ONTHUMAILHO OCYIIECTBISATH B MepBble 24 daca JKU3HM TpPU  YCIOBUU
TpaHcroprabenpHOoCTH HanuenTa [160].

3.1. KoHcepBaTuBHOE ne4yeHue

KpaTkui anroputm npegonepaymoHHOro BeAeHUsA CTabunbHbIX NaLlUeHTOoB:

1. Munumu3ais Manunyssiuia [49, 78];

2. opraHuzanus aJeKBaTHOIO MOHHUTOpHHra ¢ KoHTpojieM YJIJ[ (4acToThl [bIXaTelbHBIX
nsuxennit), pazmepa OAIl no OxoKI', OKI', myiabcokCUMETpusi Ha BEPXHUX U HIKHUX KOHEUYHOCTSIX,
usmepenue AJl Ha nepudepuyeckux aprepusx [161-163];

3. nauvano uHdpy3uu npenaparoB rpymmnsl COIEA npocrarnanaunsl [48, 49, 64, 65, 72, 101-103,
160, 167];

4. BoneMuYecKasi Harpy3ka B COOTBETCTBUU CO CTAaHAAPTHBIMHU HEOHATANBHBIMH PEKOMEHAALUIMU
IIPY 3TOM TUAPOOATAHC CIEAYeT TIATEIbHO KOHTPOIHpoBaTh [145];

5. DHTepanbHOE MUTAHHE OCTAaeTCs CIOPHBIM BompocoM! OpHAKo, JOKa3aHO, YTO SHTEpaIbHOE
MUTaHUE, OCOOCHHO T'PYAHBIM MOJOKOM MOXKET CHIKAaTh PUCK HEKPOTHU3UPYIOUIETO SHTEPOKOIUTA MpPU
YCJIOBUH aJIeKBATHOTO KPOBOTOKA B HIDKHEH 1MOJIOBHHE TystoBuina [ 164-166].

KpaTkni anroputm npegonepauMoHHOro BeAeHusi HeCTabunbHbIX NaLMEHTOB:

1. opranuzamus aJeKBaTHOTO MOHMTOpUHra c¢ KoHTpojem YJIJI (4acToThl JbIXaTENbHBIX
nskenuit), pasmepa OAII nmo DxoKI', OKI', mynbcokcumMeTpusi Ha BEpXHUX U HMKHUX KOHEYHOCTSIX,
n3mepenne A/l Ha npaBoii BepxHel koHeuHocTH [161-163];
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2. nadano uH}y3uu rpynnel CO1EA mpocrarnanaussl Ui nogaepxkanue mpoxoaumocta OAIl u
aJICKBAaTHOTO CHUCTEMHOTO KpoBooOpamieHusi. Ho nago nomuuts, uto (CO1EA) npocrarianinHel uMeeT
7Ba KIMHUYECKH 3HAYMMBIX J10303aBUCHMBIX MOOOYHBIX 3¢ dekra: runoreH3ust (0co0eHHO y OOJIbHBIX,
HaXOJAIIMXCSI B INOKE) W COCydopacuIupsomuid 3p¢ekT (PUCK KPOBOTEYEHHUH M HEKPOTHYECKOTO
sHTepokosuta). Ilpu sTtom Beicokue n03bl rpynnsl COlEA mpocraryiaHuHbl HE HPUBOIAT K
nanpHenmemy yeenuueHuto OAIL, ocoOeHHO B yCIOBHUSX JEKOMIEHCHUPOBAHHOIO alyu03a, MO3TOMY
oOmias TeHJCHIIMS HAMpaBJICHa HA MHHUMHU3AIMIO JT03bI MpocTariananaoB [48, 49, 64, 65, 72, 101-103,
160, 167];

3. crabunu3anys COCTOSIHUS MyTeM CTPEMIICHUS K HOPMAaJIM3aIlMd COOTHOIICHUS MEXY JISTOYHBIM
(Qp) u cucremubiM kpoBoTOKOM (Qs) Kk enunuiie (Qp = Qs). [Ipu HeoOXxoAMMOCTH MIEPEBOI MAIIMEHTA Ha
MCKYCCTBEHHYIO BEHTHJISIIHMIO JIETKHX (MTOKa3aH pexxuM HopMmoBeHTHIsun ¢ Fi02 21%) [49, 145];

4. KOppeKIHs BBIPAXXEHHOTO alui03a, HO CIEAYeT MOMHHUTb, YTO YMEPEHHBIM alu03 MOMOraer
OTpaHMYMBATH JIETOYHBIM KPOBOTOK 3@ CYET MOBBILIEHHS JIETOYHOIO COCYAMCTOIO CONPOTHBIICHUS.
[ToaTomy xoppekuuto pH cienyer npoBOoANUTE C OCTOPOKHOCTHIO, HHAYE MOKET 3HAYUTEIIBHO CHU3UTHCA
JIETOYHOE COCYIMCTOE CONPOTHBICHHE M M3MEHUTHCS cooTHoueHue Qp/Qs B CTOPOHY Majoro Kpyra c
YMEHBIIIEHUEM CHUCTEMHOTO KpPOBOTOKa W TOCIENYIOIIMM OTCPOYEHHBIM YCHUJIIEHHEM CHCTEMHOTO
aruao3a. OnHako 0OJIbHBIE, HAXOSIINUECS B IIOKE U IITyOOKOM METa0O0JIMYECKOM alluI03€, HYKJalTcs B
KOppekuuu nepuiura ocHoBaHuid. Ilpu BBeneHMHM OCHOBaHUUM (HaTpusi TuUApokapOOHAT™*) cremyer
nobuBatbes ontumusaimu Qp/Qs k eaunuie (Qp = Qs) [145, 162, 168];

5. mojiepKuBaTh aJEKBAaTHYIO TeMIlEpaTypy Tela M u30eratb NepeoXIakKIeHHUs IalueHTa
(ocobenHo mpu TpaHcmopTHpoBke) [160, 196].

- Bcem mamumentam ¢ CIJIC pexomeH70BaHa IOCTAaHOBKA BEHO3HOW JIMHHMM (KaTeTepU3AIIMs
KyOUTampHOM M Jpyrux nepudepudyeckux BeH WIM KaTeTepusalus MNOAKIIOYHYHON U JIPyTux
neHTpanbubIx BeH) [10, 65, 67, 71].

Y43, YYPC

KommenTapun: B citydae CTaOMIBHOTO COCTOSIHHSI MOKHO OOOUTHCH TTOCTAHOBKOW OJTHOM WJIM JIBYX
nepudepuIecKiX BEHO3HBIX JUHUHN (KaTeTepu3alus KyOWTaIbHOW W Apyrux nepudepuyeckux BeH). B
cllydae YXyJIIEHUS WM UCXOIHOM TSHKECTHU COCTOSIHUA (HM3KME MOKa3aTeau caTypalui, JIaKTaT-aluuios,
JbIXaTeJIbHbIe HapYILEHHs1) HEOOXOAMMO MOCTAaHOBKA IIEHTPAJIbHON BEHO3HOM JUMHUU (KaTeTepu3alus
MOAKIFOYMYHOM M APYrUX HEHTpalbHbIX BeH) [10, 65-71].

- Becem mamumentam ¢ CIJIC cpa3y mociie NMOCTaHOBKM BEHO3HOTO JOCTyIa PEKOMEHIYETCs
nposeaenune uHpy3un npemaparamu rpymmnsl CO1EA npocrarmanaunas [48, 49, 64, 65, 72, 101-103].

Y4, YVPC

KommenTtapun: uHdy3us #aampoctaauia** mpoBoauTcs y CTaOWIBHBIX MHAIlIEHTOB BIUIOTH 0
omepaTuBHOro BMematensctBa u3 pacuera 0,003-0,005 wMkr/kr/mMmuH. B cinydae pecTpUKTUBHOTO
OTKpPBITOTO apTepualbHOTO mpoToka (maHHble OxoKI, cHmkeHHe caTypanuu, JaKTaT-aluao3)

PEKOMEHI0BaHO yBeianueHue 1036l #Hanmnpocraauna** ot 0,01 go 0,05 mxr/kr/mun [ 10, 48, 49, 64, 65, 72,
76-78, 101-103, 200].

- Beem nmanmentam ¢ CIJIC mpu coxpaHeHuM IOKasaTelned carypauuu B npenenax 75-85% He
PEKOMEHIyeTCsl IOTIOJIHUTE bHAS OKcureHoTepanus [5, 10, 72-73, 77].
YOS, YYPC

- Bcem manmentam c¢ CI'JIC B cimydyae CTaOMIIBHOTO COCTOSIHUS M OTCYTCTBHUSI BBIPaXKEHHBIX
MeTabOIMYEeCKUX HapyIIeHUH He pekoMeH10BaH nepesoa Ha UBJI [49, 72].
yia4, VypC

- ¥V namuentoB ¢ CI'JIC npu catypauuu > 90% B codeTaHuu ¢ JakTaT-alUA030M, apTepHaIbHOMN
TUMOTEH3UeH U OJIMTYpUEH peKOMEHIyeTcsl NpoBeAeHHEe HUHTyOaruu Tpaxen M nepeBoa Ha HMBIJI
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BO3yX0M ¢ (ppakiueii kuciopoaa 21% [5, 10, 49, 65, 71-73].

YAA2,YYPC

KoMMeHTapuu: B ciiydyae COXpaHEHHsI TMIIEPOKCHU W THIIOKAHUM B Ta30BOM COCTaBE KPOBH B
JIBIXaTeTbHOW CMECH KOHIICHTpAIUs KUCIOpoJa M0JDKHA ObITh CHIDKEHa 110 17-19% 3a cyer yBenudeHHs
dpaxuu azora. UBJI He0OX01MMO TPOI0IDKATE 10 CTAOMITH3AIMN COCTOSIHUAS MAI[UCHTA.

- KoncepBatuBnoe neuenne Bcex mnanueHToB ¢ CIJIC co cHukeHHON GyHKIUMEH MPaBoOro
Kellyiouka (cep/Ie4yHON HEeI0CTaTOYHOCTbI0) PEKOMEHYETCsl IPOBOIUTD 10 CIEAYIOLIEMY allOPUTMY: B
MIEPBYIO OUYePe/Ib UCKITIOYHTh H30BITOUHBIN JIETOYHBIH KPOBOTOK, BTOPHIM IIarOM UCKIFOYUTH CHCTEMHYO
TUTNOBOJICMHIO,  TPETHHM  I[IAaroM  pPEKOMEHJOBAaHO  Ha3HAa4YeHHWE  WHQY3HMH  MPOW3BOJHBIX
HUTpO(dEeppUIINaHUIA WM aHTHAIPCHEPTHUSCKUX CPEICTB Mepru(eprudeckoro ISHCTBUS MO KOHTPOJIEM
apTepuanbHoro nasienus [5, 7, 10, 72, 76-78, 104-108].

YOS5, YYPC

KoMMeHTapuu: npu nporpeccMBHOM yXyauieHuHu coctosiHus y nauueHtoB ¢ CIJIC, naznauaercs
nH(QY3UsT MPOU3BOJHBIX HHUTpO(EppHIIMaHuIa, KOTOPhIE OO0IaNal0T CHCTEMHBIM Ba30MJIATAIIMOHHBIM
addexTomM (HUTpOTIpyCcCUaa HATpUsl TUTHApaTaTta B HadaabHOUM 103€ 0,3 MKI/KI/MUH C MOCIEAYIOIIUM
TUTPOBAHUEM J03bI TI0JT KOHTpoJieM AJl 1 ra30Boro cocraBa KpOBH JI0 TIOJIydeHHUS xKeaaemMoro 3ddekra)
WIM Ha3HayaloT MHQY3UI0 #ieBocuMeHJaHa™** (KOTOphI OTHOCUTCS K JPYTUM KapAMOTOHHYECKUM
CpeICTBaM U JIONOJIHUTEIBHO 00Ja/laeT Ba30MIIATAIlMOHHBIM JeicTBueM) w3 pacdera 0,05-0,2
Mkr/kr/mMua  [105, 107-108]. B cnygae otcyrctBus d>(dekra peKOMEHIOBAaHO Hadalio WHEQY3UH
KapJAMOTOHMYECKUX CPEJICTB KpOME CepJICYHBIX IIIMK03ua0B. [Ipu mporpeccupoannu CH HeoOXoaummo
Ha3HAaYeHWEe  TpermaparoB U3  (papMakoTepanmeBTHYECKOW  TPYNNBl  aapPEHEPTHYSCKUX |
no(aMUHEPTUYECKUX CPEACTB: PEKOMEHIYeMbIM SBISICTCS A0O0yraMuH** wim momamuH™* (B mo3ax
BHYTPUBEHHO OT 4-6 MKI/KI/MUH C MOCIEAYIOUIUM TUTPOBAHHWEM JO3bI JI0 MOJIy4EHHUS >KEIaeMoro
abdexra (MakcumanpbHO 10 MKI/KI/MHH)); TIpH HEAOCTATOYHOM AS()PEKTHUBHOCTH BBIMICOTTUCAHHBIX
mpenapaTroB, HEOOXOIWMO IOTOJHUTEIbHOE Ha3HaueHue #HonumHeppuua** (B HauwampHOM moze 0,01
MKI/KI/MUH C TMOCJIEAYIOUIMM TUTPOBAaHUEM J03bl MOJ KOHTposieM AJl M ra3oBOro cocraBa KpOBHU 0
moJTydeHus keaemoro 3ddekra) [72, 104-106].

- He pexoMeHayeTcst Tepamus BBICOKUMHU J03aMH aIPEHEPTHYCCKUX MU JO0(PaMUHEPTrUUCCKHX
cpexacts [5, 7, 10, 72, 76-78, 104-108].

Yaa5 YYPC

KoMMeHTapuu: BBICOKHE JI03bI aJpEHEPTHICCKUX B J0()aMUHEPTHYSCKUX CPEJCTB MPUBOIAT TAKIKE
K TOBBIIICHUIO MEPUPEPUUCCKOTO CHCTEMHOIO COCYIUCTOrO COMPOTHBIICHHUS, & 3TO B CBOIO OUYEpe/Ih
MIPUBOJIUT K TIEPEHAIIPABIICHUIO OOJIBIIICH YacTH BHIOpOCA U3 CIUHCTBEHHOTO (DYHKIIMOHAIBHOTO IMPABOTO
KeNyJouKa B CTOPOHY Majoro Kpyra KpOBOOOpaileHHs, 4YTo elie OoJjiee yCyryOisieT COCTOSHHE
MalUeHTa. YBEIWYCHUE JI03 aIPCHEPTrUYECKUX M J0(HaMHHEPrHYCCKUX CPEACTB HAAO0 IPOBOJUTH C
napajuieNIbHbIM YBEJTMYCHHEM 103 CUCTEMHBIX Ba30IMJIATaTOPOB.

- Beem nanuentam ¢ CI'JIC npu nHanuuuu $haktopoB prcka HHGEKIUH PEKOMEHI0BAHO Ha3HAUYCHUE
aHTHOAKTEepHANIbHBIX TpEnaparoB CHCTEMHOTO JACWUCTBUA (MPU HEOOXOIUMOCTH HA4yalo Tepanuu B
pOAIOME U MPOJOJDKEHUE X BBEAEHUS B TeueHUE 48-72 4., T.€. 10 TeX NOp, IIOKa MOCEBBI, CIIEIAHHBIE J10
Hayaja Tepanuu, He OKaXxyTcst oTpuuarensabivu) [ 79-80, 109-111].

Y4, YVPC

KommeHTapuu: k ¢akTopaM pHcKa peanu3anui MHGEKIUH y HOBOPOXKAEHHOIO SIBIISETCS: OCTPBI
MHQEKIMOHHBIA MpollecC y MaTepu Ha TMO3JHMX CpOKaX OEpeMEHHOCTH (HENOCpPEeACTBEHHO Iepe
polamu); (eTorutaleHTapHasi HEJOCTaTOYHOCTD; BBISBIEHHE Y HOBOPOXKJIEHHOTO NEepUKapIUalbHOTO,
IUIEBPAJILHOTO BBITIOTA WM ACIUTA, HAIWYME KUCT U METPU(UKATOB B TOJIOBHOM MO3Tre; JIEHKOIMTO3 B
obIIeM aHaIM3e KPOBU HOBOpoxkaeHHOro (6omee 20 x 10%); moBelmenHsIi ypoBeHb C-peakTHBHOTO
Oenka W/MIM YpPOBHS TPOKAJIBIMTOHWHAB CHIBOPOTKE KpOBU. B ciydae BbIABIEHUS BO30YyAMTENS
MHQEKIIMOHHOTO Ipolecca HEOoO0XOAWMO 3THOINATOICHETHYECKOe Ha3HAYeHHE aHTUOAKTepHaIbHBIX
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MpemapaToB CHCTEMHOTO JIEHCTBHUS B BO3PACTHBIX JO3UPOBKax. B ciyuae couetanus (akTOpOB puUCKa U
OTCYTCTBHA BbIABJICHUA BO36y,Z[I/ITeJISI Ha3HA4Yar0TCd OpPYyruc 6eTa-JIaKTaMHBIe aHTI/IGaKTepI/IaHLHBIe
npemnaparbl WA 6eTa-HaKTaMHLIe aHTI/I6aKTepI/IaJIBHbIC npemnaparbl, NCHUOWIUIMHBI B BO3PAaCTHBIX
JO3UPOBKAX C MOCIEAYIONeH KOppeKiueld aHTHOAKTEpHaIbHOU Tepanmuu B ciydae HeoOxomumoctu. B
TSOKENBIX ~ CIIydasX IeJecooOpa3sHO HCHOJb30BaHHWE aHTHOAKTEPUANBHBIX IPErapaToB pe3epBa:
KapOarieHeMbl, BAHKOMUIIMH®*, ()TOPXMHOIOHBI, MAKPOJIU/IbI, MOJUMHUKCHHEL. [Ipn oTcyTrcTBHM (PakTOpOB
pHUCcKa aHTHOMOTHKU (aHTHOAKTepUAJIbHBIC TpEmnapaTbl CUCTEMHOTO ACWUCTBHUS) He HasHauaioT [79-80,
109-111, 188-191, 194].

- Bcem mnammentam ¢ CIJIC ¢ moATBepAE€HHBIM YIABTPA3BYKOBBIMM METOJIAMHU JIMArHOCTUKU
PECTPUKTHBHBIM MEXIPEACEPIHBIM COOOIICHHEM, BBIPAKEHHBIMH META00JMYECKUMU HApyHNICHUSIMH U
HU3KUM YpPOBHEM CaTypallud PEKOMEHIYEeTCsl IpOoBeJIeHHEe HWHTyOanuu Tpaxew, nepeoj Ha HBJI,
yBenuueHue Jo3bl mpenapatoB rpymnbl COIEA mpocrarnanivHbl, BBEIEHHE MHUOPEIAKCAaHTOB B
pacyeTHBIX J103aX W HAYaJIo JOMOJIHUTEIILHON OKcurenorepanuu [5, 7, 10, 72, 76-78, 101-103].

Y4, YYPC

KoMMeHTapuu: nHas ”HTEHCUBHAsI Tepanusi 00bIYHO He 3(pPEeKTHBHA B JaHHOM CUTYaIIHH.

- [MarmenTtam ¢ CI'JIC ¢ BBICOKMM pHCKOM TpoMOO3a Mociie MPOBEIEHHOTO OTIEPAaTUBHOTO JIEUEHUs
pexomeHayeTcs: TpoMOonpodriIakTUKa MpernapaTaMu remnapuia u ero npousBoanbiMu (BO1AB rpynnma
remapuna) [178, 179, 197, 198].

Y3, YYPC

Kommenrtapun: K rpymnme BBICOKOTO pHcka TPOMOO30B OTHOCSTCS IMAIMEHTHI C DIH30J1aMU
TpoMOO30B B aHaMHe3e, TpPOMOOMUINIMU, WHPEKIUOHHBIMU OCJIOKHEHUSIMH, TOJUOPTaHHON
HEI0CTaTOYHOCTRIO [179].

TpomOonpodunakTiika  HehPaKIUOHUPOBAHHBIM  TEMApUHOM  HATpuUs™®  nomkHa  OBITh
WHUIIMUPOBaHA O0JI0COM, KOTOPBIN y neTedt — 75 En/kr ¢ mocnenmyromieii BHyTpUBEHHON WHY3UEH CO
CKOpOCThIO: y mered muamme 1 roma — 28 En/kr/4, y nereii crapme 1 roga — 20 En/kr/4. Koppekius 10361
MIPOM3BOJIMTCS HA OCHOBAHUHU PE3Y/IbTATOB JA0OPATOPHBIX UCCIIETOBAHUIMA.

TpomOonpoduakTrka mpenapaTamMmyu HU3KOMOJeKyIspHoro remapuHa (BO1AB rpynma remapuna)
MPOBOJIUTCS M3 pacuera: #3HokcanapuH Hatpus ** (off-label y mereit no 18 mer) y mereit muamme 2
MmecsneB — 0,75 mr/kr, y nerer crapmie 2 mecsieB — 0,5 mr/kr, yepe3 12 4acoB MOJKOXKHO, JANTEapuH
Hatpus — y aerer ot 1 mecsma a0 2 net 150 Ex/kr, ot 2 no 8 ner — 125 En/kr, crapmie 8 net — 100 Ex/kr
C HCCJeI0BaHUEM YpOBHS renapuHa B KpoBU (KOHTPOJb aHTH-X) B COOTBETCTBUU C MHCTPYKIUEH, yepes
12 ygacoB nmoakoxHo. Ponmamapunykc HaTpus (off-label y mereit mo 17 ner); #DonmamapuHyKc HATpUs
MOXXET IMPHUMEHATbCA y jaereit ctapimie 1 roga B nose 0,1 Mr/kr B cyTku mojkokHo. Koppekuus m03bl
MIPOM3BOIMTCS HA OCHOBAHUH PE3YJIbTATOB JabOpaTOpHbIX MccienoBanuii [178, 179, 197, 198].

- IManmmentam ¢ CI'JIC mocne BwimonaHeHus omepamnuii Norwood-Blalock wmam Norwood-Sano
pekomenyercst Tpombonpodunaktuka [178, 179, 197, 198].

Y143, VVPC

KommenTapuu: B paHHEM IIOCIICONEPAIIMOHHOM IEpUOae TPOMOONpO(HIIaKTHKA JOJKHA
OCYILIECTBIISITHCS TpernapaTaMu remapuHa u ero mnpousBogHbiMu (BOIAB rpymma remapuna), a B
JanbHenIeM

- IManumentam c¢ CI'JIC nocne BemosHenus JKIIA wnu onepaunn doHTeHa pekoMeHyercs
tpombomnpodunaktuka [178, 179, 197, 198, 199].

Y143, VYPC

KoMMeHTapuu: B paHHEM [MOCIEONEPAIMOHHOM TMepuojie TpoMOoOmpodUIakTHKa IOJDKHA
OCYILIECTBIISTHCS TpernapaTaMu renmapuHa u ero mnpousBoaHbiMu (BOIAB rpymma remapuna), a B
JanbHelieM — antaronuctamu ButamuHa K non kontpoaem MHO (ontumanbhbiii quanazon — 2,0-3,0)
[178] mnu puBapokcabaHOM B TpaHyJax JUisi MPUTOTOBJICHUS CYCIICH3MHM C HCCIICOBAHUEM YPOBHS
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rernapuHa B KpoBH (KOHTPOJIb aHTU-X), ONTUMaITbHBIH auana3oH — 0,5-1,0 [199].
3.2. Xupypruyeckoe rie4yeHuve

Xupypruueckoe sedenne nanueHToB ¢ CI'JIC nenutcst Ha ABe OOJBIINE TPYIIITBL:

1. TpaguuuoHHOE »STalmHOE XUPYPTUYECKOE NAJUIMATUBHOE JiedeHue (Te TEepBBIM 3TaloM
BBITIOJTHSIETCS onepanust Norwood);

2. MoaupuuupoBaHHbIE METOJBI, T/I€ BHUJOM3MEHEH IOAXO0J K IEPBUYHOMY BMEIIATEIBCTBY
(ruOpUAHBIA  TOAXOX WM  BBINIOJTHEHHE  PA3/IeIbHOTO  CY)KMBAHHS  JITOYHBIX — apTepuid ¢
poJIOHTUpoBaHHOK mH(DYy3uel npemaparoB rpynnsl CO1EA mpocrarnananHbl 10 BBIOJIHEHHST BTOPOTO
JTana reMOJMHaMHUYECKON KOPpPEKLNHU, KOTOPbIA TakkKe MOKET oTinyaTrhes (Jinbo omeparust Norwood-
Blalock, Norwood-Sano uiu cpasy Norwood-aByHarpaBieHHbIH KaBOMYIbMOHAIBHBIH aHACTOMO3).

[Ipu 3TOM 3aBeplIAOLIUM 3TAllOM BO BCeX CiydasiX JOJDKHa ObITh onepanus Fontan.

Omneparusi Norwood (miepBbIii 3Tam uisi TPAAUIIMOHHOTO STAIHOTO XUPYPTHYECKOTO JICUCHHS U
BTOPOH dTam i MOAW(PHUIIMPOBAHHBIX METOMUK). OCHOBHBIC JTambl JAHHOW OMNEPAMH OCTAIUCH
HEM3MEHHBIMH C MOMEHTA €€ IIePBOTO BBITIOJHEHHUS, a WMEHHO: 1) co3maHume OecrpensTCTBEHHOTO
BbIX0JIa M3 (PYHKIIMOHAIBFHO EIWHCTBEHHOTO IPAaBOTO KEIYJ0YKa B PEKOHCTPYHPOBAHHYIO HEOAOPTY
(co3maHue alieKBaTHOTO aHTETPaJHOTO CHCTEMHOTO KPOBOTOKA); 2) olecrieueHue OecHpensiTCTBEHHOTO
BO3BpaTa OT JIETOYHBIX BEH B IpaBO€ MpeAcepaue yepe3 MeXIpeAcepAHoe coollieHue; 3) co3maHue
YIPaBISIEMOTO JIETOYHOTO KPOBOTOKA (IO3WPOBAHHBIN JIETOUHBINH KpOoBOTOK) [67, 112]. B TO Bpems kak
TIEPBBIE JIBa ATalla OMEPAINU OCTAIHCH MPAKTHYECKH HEM3MEHHBIMH, H3MEHEHHSI B OCHOBHOM 3aTPOHYIIH
CHOCOOBI CO3/IaHUSl KOHTPOJIMPYEMOTO JIETOYHOro KpoBoTOkKa. B kmaccumueckoit mporenype Norwood
Mo upunmpoBanueiii myHT Blalock-Taussig oOecnieunBaeT J€rOYHBIM KPOBOTOK 3a CYET CO3JaHUS
aHACTOMO3a MEXAYy OC3bIMSHHON WM TOIKIIOUYNYHON apTeprH M JISTOYHOU apTepueil (0OBIYHO CrpaBa)
MIPU TTOMOIIM TPOTE3a KPOBEHOCHOTO COCYyJa CHHTEeTHYeCcKoro*** u3 moymmrerpadropatunena (IITDDI).
[Ipy »TOM INIyHTE HMEETCS HENPEPBIBHBIA MNPSAMOW MOTOK M3 CHUCTEMHOIO pyclia B Mallblid Kpyr
KpOBOOOpaIeHus Kak B CHCTONY, Tak ¥ B auactoiy. IIpu myrte Blalock-Taussig MoxxeT BO3HUKHYTH
sIBJICHHE "KOPOHApHOTO OOKpaabIBaHUsA'", MOCKOJIbKY CHUXKAETCS JUACTOJIMYECKOE JaBJICHHE B CUCTEME
6ombiIoro kpyra kposooOparnienus (70-80% kopoHapHOTO KPOBOTOKA IMPOUCXOAUT BO BpeMs JAUACTOJIBI,
[I03TOMY KOpPOHapHO€ OOKpaJbIBAaHUE MOXKET UrpaTh BAXHYIO POJb, KaK MPUYMHA CMEPTHOCTH MEXAY
onepanusmu I u Il atama) [5, 10, 67].

AnbrepratuBoii myHty Blalock-Taussig siBiseTcsl IIyHT COEIMHSIONININ IMpaBblii JKEIYAOYEK C
Ooudypkanueil JIeroyHslx aprepuil. XoTs NepBOHAYaJbHOE OMKUCAaHWE TAaKOro IIyHTa ObUIO CHENaHO
Norwood u ero kxomuteramu B 1981 romy [113], nomymsipuzupoBaHa u MoAM(MUIIMPOBAHA IaHHAsS
MeToauka Oba Sano B Hayane 2000-X ToJ0B (M ceifuac 9TOT UIYHT YacTO HAa3bIBAIOT UIYHTOM Sano WId
Moaudukanueit Sano) [22, 114]. JlaHHBIA IIYHT XapaKTepU3yeTcs MOTOKOM JUIb B CHUCTONY, U Kak
CIIEJICTBHE, KOPOHAPHOTO OOKpajpiBaHus HeT. HemoctaTkom siBIsieTCS HEOOXOJUMOCTH BBINOJIHEHUS
BEHTPHUKYJIOTOMUU C MOTEHLHAIbHBIM PHUCKOM HApylIeHUS (QYHKIHUUA E€AUHCTBEHHOTO >XETyJdouyka |
OTJIAJICHHOTO pUCKa BO3HMKHOBeHHUs aputMmuu. Ceiiuac BHIOOp IIyHTa ocTaercs 3a xupyprom [5, 10, 67,
158].

I'uGpunneiii 1 sTan OblT pa3paboTaH Kak MEHee MHBA3MBHBIN MOJXOJ K MaJUIMATUBHON MOMOINU
HOBOpoxJIeHHBIM ¢ CI'JIC (BO3MOKHOCTh OTCPOUYKH OOBEMHOTO OTKPBITOTO MOJOCTHOTO BMENIATENbCTBA
KaKk MUHUMYM JI0 KOHIIa HEOHaTalbHOTO nepuoja). Gibbs et al. B 1993 r. cooOmunm o nepBoM yaauHOM
OJTHOMOMEHTHOM CTEHTHPOBAHUU OTKPBITOTO apTepUATBHOTO MPOTOKA B COYETAHUU C Pa3JCIbHBIM
JIBYCTOPOHHUM CY)KMBaHHEM JIETOYHBIX apTepuii W OaUIOHHOW aTPUOCENTOCTOMUEH B KadecTBe
aJIbTEPHATHBBI TEPBUYHOMY BMemIaTeabCTBY 1O Metoauke Norwood [115]. [lanHas Metoauka
MOATBEPHIIa CBOIO COCTOSTEIBHOCTh B psiie MOCIHEAYIOIIMX MYONUWKAMiA W THe-TO Jaxe craia
"cTangapToM" B KauecTBe MEPBOTO 3Tama NalIMaTUBHONW xupypruueckoit koppekuuu CIJIC [25-27, 97,
100, 116]. Ceifyac upecKOXHYIO OAJUIOHHYIO aTPHOCENTOCTOMMIO CTAparoTCs OTIOXKUTH JI0 MOMEHTa
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BBIMMCKHM TMAI[MeHTa TIOCJIe THOPUIHOTO TEpPBOro dTana maumaTuBHONH koppekuuu [100, 116].
HezaBucumo oT BapmanTta MOAM(HUKAIINY, JaHHAS METOAUKA TPEOYET JOCTHMIKEHUS TeX K€ TPeX IeNeH,
KOTOpBIE M3HAYAJIbHO OBUIM MPEUIOKEHBI s onepauuud Norwood: aJeKBaTHBI CUCTEMHBI KPOBOTOK
(Ip¥ MOMOIIM CTEHTUPOBAHUS OTKPBHITOIO apTEPUATBLHOTO MPOTOKA), KOPPEKLHUS JETOYHOTO KPOBOTOKA
(pa3nmenpHOE CY)KMBAHHE JICTOYHBIX apTepHii) W OCCHPEISITCTBCHHBIH OTTOK IO JICTOYHBIM BEHAM
(bamtoHHas arpuocenTocToMus). B COBpeMEHHOW NpPAaKTHKE BTOPBIM ASTallOM CJIEIYeT BBIMIOJIHCHUE
oneparun Norwood-/IKITA depe3 3-5 mecsiieB nocie paHee BBIMOJHEHHOTO THOPHUIHOTO BMEIIATEIhCTBA
[10, 12, 23-25, 64-67, 96-100, 116]. "AxumiecoBoii nsaToi" nanHoW moauduimpoBanuoi Il cragum —
SIBJISIETCS] BBICOKAsI YaCTOTa (POPMUPOBAHUS OTCPOUCHHBIX CTEHO30B JIEBOU JIETOYHOM apTEpHH.
ManouHBa3UBHBIN MOAX0J K MaUIMATHBHOM momoiu HoBopokaeHHbIM ¢ CIJIC B0O3MOXKHO
BBITIOJTHATH M 0€3 THOPUIHBIX METOJMIUK, Jieiasi B Ka4eCTBE MEPBOTO 3Tara JIHIIb pa3/ieIbHOE Cy>KUBaHUE
JIETOYHBIX apTepuil ¢ TMOAJAEpKaHUEM TPOXOJMMOCTH apTEPUAIHLHOTO TMPOTOKA TPHU  TOMOIIH
MPOJIOHTUPOBAHHONW WH(QY3UM TPOCTArjiaHIUHOB (OT HECKOJbKMX HEAENb 10 JBYX MECSIEB), C
MOCJICIYIONUM BBITIOJTHEHHEM B KauecTBe BToporo 3tama omeparuu Norwood-Blalock, Norwood-Sano
wi cpady Norwood ¢ co3iaHueM KaBOIyJIbMOHAJIBHOIO aHacToMmo3a. JlaHHas MeTOJuKa JIy4Illle BCEro
MOJXOJUT TAI[MEHTaM TPYMIbl BBICOKOTO PHUCKA WM TAlUEHTAM, HAXOMAIIUMCS B KPUTHYECKOM

coctosiHuu [26, 47-48, 118-124, 195-196].

- Bcem mamumentam ¢ CIJIC pekomMeHIOBaHO JTalHOE XUPYPTUUECKOE JICUEHHE C CO3JIaHHEM
OJIHO’KEITyJJOYKOBOM reMOIMHaMUKU U cocTosiiiee U3 Tpex 3tanos: 1) onepanuu Hopsyn (Norwood); 2)
oneparmuu JIKIIA (Glenn anastomosis); 3) onepamuu ®onrtena (Fontan) [18-22, 48, 64-67, 71, 85-86,
114].

Y4, YYpC

- Bcem marmentam ¢ CI'JIC B kadecTBe MEpBOTO ATalla XUPYPrHUECKOTO JICUEHUSI PEKOMEHIYETCS
BhITIOTHEHHE onepaninu Norwood-Sano nimn Norwood-Blalock B Teuenne nepBoit 1 Heaenu KU3HU TocIie
poxaenus [18-22, 64-67, 71, 85-86, 116-117].

Y4, VYPC

KommenTapun: mpu BBIMTOTHEHUH XUPYPTUUECKOTO MOCOOUsI B O0Jiee MO3JTHUE CPOKH OTMEYACTCS
3HAYMUTEJIbHOE YBEIIMUYCHUIO TIOCICOTNIEPAIMOHHON JIETAIbBHOCTH W YacTOThI IMOCJIEONEePalMOHHBIX
OCJIOKHCHUM.

- Tlanmmenram c¢ CIJIC mnepen BBINOJHEHMEM BTOPOTO J3Tala XUPYPruyeCKOTO JICUCHUS
PEKOMEHAYETCsI BBINOJHEHHE IUAarHOCTUYECKON Ype3BEHO3HOM KaTeTepu3aluu cepila C U3MEpPEHHEM
JaBIICHHS B JICTOYHOM aprepuu [18-22, 64-66, 71, 85-87, 116-117].

Y4, YYPC

KoMMeHTapuu: npy CHU>KEHUU CHCTOJIMYECKOTO JABJICHHS B JIETOUHOW apTepuu MeHee 25 MM PT.CT.
WM CPEHEro JaBJIECHUS B JIETOYHOH apTepuu MeHee 15 MM pT.CT. IPUHUMAETCS PEICHUE O BBIMOJTHEHUN
BTOpPOTro 3Tamna xupyprudeckout koppexuuun CI'JIC.

- Bcem nanuentam ¢ CI'JIC B kauecTBe BTOPOro 3Tana XUPYpPruyeckoro JIEYeHUs PEeKOMEHIyeTcs
BBITNIOJTHEHHUE JIBYHAIIPABJIEHHOI'O KaBOMYJIbMOHAJILHOTO aHacToMo3a B Bo3pacte 2-10 mec. [18-22, 64-67,
71, 85-87, 92, 116-124].

viaa4, VypC

KomMmeHTapuu: BO3pacT BBINOJHEHHMsS BTOPOro 3Tama s KaXkAoro peOeHKa WHAMBHUIYyaleH U
3aBHCUT OT TOTO, KOTJa Y PaccMaTpMBaeMOro MalleHTa HOPMaJM3yeTcs COCYIUCTOE COMPOTHBIICHHUE B
CHCTEME MaJIOro Kpyra KpoBooOpaIeHusl.

- Bcem marnmenTtam ¢ CI'JIC B kauecTBe TPETHETO dTANa XUPYPTrUUECKOTO JICYCHUS PEKOMEHIYETCS
BBITIOJTHEHHUE oniepalnu Fontan B Bo3pacte 18-36 mecsines [18-22, 48, 64-67, 71, 88-91, 122-124].
Y14, VVPC
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- Bcem mammentam c¢ CIJIC Bemmosnnenuwe omepanmu Fontan pexomenayercs B Moaupukanuu
AKCTpaKapauaibHOro KoHayura [48, 67, 88-91, 93-95, 122].
Y14, YYPC

- Bemmonuenue rubpuaHoro I sTana reMoauHaAMUYECKON KOoppeKuuu nepes ornepaiuein Norwood B
KauecTBE MEPBOT0 dTama XUPYpPruyeckoro jeueHus pekomenmyercs nauuerntam ¢ CIJIC B ciaemyromux
ciydasx: 1) mpu MOCTYIUIEHWH B CTAallMOHAp B KpalHE TSXKEJIOM COCTOSHUM, 2) MpHU HOCTYIJICHUH B
CTallOHAp B BO3pacTe cTapiie | Henenu >Ku3HH, WK 3) TMaIMeHThl ¢ HU3KOH Maccolt tena [5, 7, 10, 12,
23-25, 64-67, 96-100].

Y14, YYPC

KOMMGHTapI/II/II BBITIOJTHCHHUEC FI/I6pI/II[HOFO IEPBOro sTara TakKE ABJIACTCA HNPCAINOUYTUTCIBHBIM JJIA
IIaITUCHTOB C OCJOXHCHHBIM I/IH(i)eKHI/IOHHI)IM n/nan HCBPOJIOTUYCCKUM AHAMHE30M, IIpHU TSDKEIIOU
COMYTCTBYIOIIEH coMaTH4ecKou marosoruu. Huzkas macca Tena < 2.5 Kr Takxe SBISETCS HE3aBUCUMBIM
(1)aKTOpOM pucCKa BBICOKOH JIETAJILHOCTH. OI[HaKO OTMCYACTCsA, YTO BBIKHBACMOCTb Yy MHAUCHTOB C
HU3KOM Maccoil Teila mociie THOPUIHOTO BMEIIATEIbCTBA HAa JIAHHBIH MOMEHT OCTAeTCsl BBIIIEC 10
cpaBHeHHIo ¢ oneparnueii Norwood [119, 121, 169-173].

- [ocne rubpuanoro I sTana remoauHammudeckoit kKoppekiuu Bcem nanuentam ¢ CI'JIC B kauecTBe
BTOPOTO JTala XUPYPrUYecKoro JIEYeHUsS PEKOMEHJyeTcsi BbIMOJHEeHHe omnepanun Norwood —
JIBYHAIIPaBJICHHbIN KaBOMYJIbMOHAJIbHBIA aHacTomMo3, Jub6o Norwood-Sano unu Norwood-Blalock B
Bo3pacre 3-5 mecsies [5, 7, 19-22, 64-67, 96-100, 117-119].

Y4, YYpC

KoMMeHTapuu: pemieHue o THIE ONEpaldy MPUHUMAETCS Ha OCHOBAaHUHU aHajIu3a pPE3y/bTaToOB
JOOMNEPALIMOHHOT0 00CIeI0BaHUS M ICXO/I U3 ONbITa KIMHUKH.

- B kauectBe anbTepHATHBBI THOPHIHOTO IIEPBOTO dTama PEKOMEHIYETCS pPacCMOTPETh
BO3MO’KHOCTH BBITTOJIHEHHS Pa3IeIbHOTO CY)KUBAHHUS JISTOYHBIX apTEePHid ¢ MPOJOHTUPOBaHNEM HH(DY3HH
rpynnel CO1IEA mpocTarnasuHbl ¢ 1ENbI0 MOIACPKAHUS apTePUATBHOTO MPOTOKAa OTKPHITHIM |26, 47-
48, 118-124]

Y14, YYPC

KomMmeHTapuu: gaHHas METOMKA JyYIlle BCErO MOJIXOAUT MAlMEHTaM T'PYIIIbI BHICOKOTO pUCKa (C
HU3KOH Maccod Tesia NMpH POXKICHHH, 3HAYMMON HEJIOCTATOYHOCTHIO HA TPEXCTBOPYATOM KIIalaHe, C
COITYTCTBYIOIIEH CEpIICYHON WM BHECEPACYHOW IMMATOJIOTUEH W Jp.) WM MAlMeHTaM, HaXOISIIUMCS B
KPUTHYECKOM COCTOSIHUH. T.e. KorjJa HeoOXOAMMOCTh OTCPOYHTH orepannto Norwood BO3HHKAET JIUIIb
Ha OTHOCHUTEIILHO KOPOTKHI MMPOMEKYTOK BpeMeHH (0OBIYHO JIUIIH 32 NEPHOJI HOBOPOXKICHHOCTH). Takue
MAIMeHThl HAXOIAITCS B CTAl[lOHApe IO MOMEHTa BBINOJHEHHUS BTOPOTO ATala TeMOJMHAMUYECKON
koppekiuu. [IponoykeHre HenpepblBHOW HH(Y3MH TMpPOCTArjaHIuHOB OoJjice 2 MECSIEB KpaiHe
HEeXXEeJIaTeIbHO, TaK KaK 3TO NPUBOJUT K PE3KOMY TOBBIIICHUIO PHCKAa BO3HUKHOBEHUS (haTabHBIX
OCJIOXKHEHUH (Bazorwierus u ap.). [loatromy eciu TpeOyeTcss OTCPOUUTh OTIEPATUBHOE BMEIIATEIBCTBO TI0
metoauke Norwood Ha OoJiee MPOJODKUTEILHOE BpEeMs, TO HEOOXOJUMO IPOBECTH OTCPOUCHHOE
CTCGHTUPOBAHHE OTKPBITOTO apTepPUAIbHOTO TIPOTOKA Ui OTMEHbI HMH(Y3MM TpOCTarjiaHJIuHOB
(epeBecTy B THOPUIHBIN TIEpBBIi oTam) [26, 47-48, 118-124].

3.3. PeHTreH3aHQoOBacCKynsaApHoe fieYyeHne

- bannonnas arpuocentoctomusi He pexomennayercs mnanueHtam c¢ CIJIC ¢ HepecTpUKTHBHBIM
neheKTOM MEXIPEICePAHOM TePErOpoAKH B T00TepalimonHoM nepuose [5, 10, 25-27, 81-84].
Y14, YYPC

- Bcem nanmentam ¢ CI'JIC ¢ rpagueHTOM IaBIeHHS HA MEXKIPEICepIHOM cooOmeHuu Oomnpire 10
MM PT. CT. U BBIPQXKEHHBIMH METaO0IMYECKUMU HAPYIICHUSIMH PEKOMEH]IyeTCsl BHIMIOJTHEHNUE OalIOHHON
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aTPUOCENITOCTOMUH C IENIbI0 CTa0MIN3aIuu cocTosiHust [46, 47, 81-84].

vaa4, VYpC

Kommenrtapuu: npu pectpukruBHoM MIIC B kadyecTBe NEPBHYHOIO BMEMIATEILCTBA BO3MOXHO
BBITMIOJTHEHUE ONEpali IeMOJAWHAMHUYECKO koppekmuu mo Norwood wmu rubpumxoro I srama c
arpuocentocromued. Eciau BbIIIONHEHA HW30JMPOBAHHAS ATPUOCENTOCTOMMS, TO BBIIOJHEHHUE IEPBOTO
sTana ojHoXkenynoukoBo koppekuuu CIJIC onTumanbHee OTJIOXKUTh Ha HECKOJBKO JHEW Mocie
BBIMIOJIHEHUST JTAaHHOM mpoueaypsl. Takas TakTHKa O0OyCIOBIIEHA HEOOXOJAWMOCTBIO CHIDKCHHS
COCYIMICTOTO COTPOTHUBIICHHS B CHCTEME MAJOTO Kpyra KpoBooOpamieHus. [larmentam ¢ BhIpaKeHHOMN
pPECTPUKLIMEH Ha MEXIPEICEpAHOM COOOIIEHUN WIM HHTAaKTHOM MEXIIPEICepIHON Meperopoaxkoiu
AKCTPEHHOE BMEIIATEIHCTBO HEOOXOIMMO MPOBOIUTH B IIEPBbIE 3 yaca KU3HU Ui JEKOMIIPECCUU JIEBOTO
npexacepaus [82, 84].

- Ilocne rubpumanoro I srama remogmHamudeckoil koppekimu BceM manueHTam ¢ CIJIC mepen
BBIIMUCKOW M3 CTaIl[MOHApa PEKOMEHIYETCS BBIMOJHEHHE OAJJIOHHOW aTpUOCENTOCTOMUU OTKPBHITOTO
OBAJILHOTO OKHA (HE3aBHCHUMO OT €ro pa3mepa) [25-27, 81-84].

Y4, YYPC

KommenTapun: nIeHTUYHON TaKTUKH HEOOXOAMMO MPHUJIEPKUBATHCSA M B ClIydae €CIM paHee ObLIo
BBITIOJTHEHO ~ Pa3fieIbHOE CY)KMBAaHWE JIETOYHBIX apTepuid ¢ MPOJOHTUPOBAHHON  HWHQY3HEH
MpoCTarjiaHAMHOB, HO B HTOre BMecTo omepauud Norwood CleyIoUuuM 3TarnoM ObLIO BBIIIOJIHEHO
CTEHTHUPOBAHUE OTKPHITOTO apTEPUATHLHOTO MTPOTOKA.

- B mexxsTammHoM nepruoac B Cjryda€ BO3SHUKHOBCHUA OCJIO>KHEHHUI (HOHBJ’IGHI/II/I CTE€HO30B JICTOYHBIX
apTepHii, BOSHUKHOBEHUH OOCTPYKLIMU HAa YPOBHE HUCXOJSALIEH aOpPThl MJIM CTEHTUPOBAHHOTO MPOTOKA U
1p.) PEKOMEHI0BAHO MCIIOJIb30BaTh YPECKOKHBIE SHI0BACKYIIIPHBIC MeToanKH [67, 116-117].

YOS5, YYPC

KomMmeHTapuu: K JaHHBIM METOJMKAM TaK)K€ MOXXHO OTHECTH CO3JaHue Je(eKkTa MexXmpeacepIHon
MEPErOpoOJKM €O  CTEHTHpOBaHWEM Tpu  HEIDDEKTUBHOCTH  OAIJIOHHOW  aTPUOCENTOCTOMUU,
CTEHTHUPOBAHKE CTEHO30B JICTOYHBIX apTEPHU WIIM TOBTOPHOE CTEHTHPOBAHUE OTKPHITOTO apTEPHATBHOTO
npoTtoka. Yto kacaercsi 0OCTPYKIIMHM Ha HE0A0PTe, TO MPEINOYTCHUE OOBITHHCTBOM XUPYPTOB OTAAETCS
OTKPBITBIM METOJIHKAM.

3.4. NHoe neyeHune

- ITlammentam ¢ CIJIC u BbIpaXeHHBIM HapymieHHeM (YHKIMHA TPaBOTO JKEIYI0YKa H/WUIH
BBIPOKEHHOW NUCHYHKIMEH TpeXCTBOPYATOrO KiamaHa B KauecTBE EJUMHCTBEHHOW ajbTepHATHBBI
ATAIHON KOPPEKIIMK PEKOMEHIYeTCs BBITIOJIHEHHE Tiepecanku cepana [28-31, 48, 67, 106, 117, 122].

Y14, YYPB

KoMMeHTapuu: mpu HEOOXOAWMOCTH OXHJAAaHUS JAOHOPCKOTO CEepIla, MPOMEXKYTOUHBIM AITArioM
JICYCHUS MOXKET CTaTh THOPUAHBINA | 3Tam WM MCMONb30BAHME MEXAHHUYECKUX CPEJICTB IMOICPKKU
reMOJUHAMHUKN (MCIIOJIb30BaHUE CHUCTEMBbl JJisI JKCTPAKOPIOPATbHOM MEMOpaHHOW OKCHUTeHAllUu
(BKMO) wiu qpyrux UCKYCCTBEHHBIX CHCTEM MOIEPKKUA KPOBOOOPAIICHHS ).

- [NanmenTtam ¢ ¢popmamu CIJIC ¢ ocoboil anatomuelt (codeTaHue aTpe3uH KiaraHa aopThl, MPU
OTCYTCTBHH BBIPAKEHHOH MAaTOJOTMH MUTPAJIBHOTO KianaHa ¢ OOJBIINM /e(hEeKTOM MEXIKETyI0UKOBOM
NEPEropoJKN U HOPMAJIbHBIM BHYTPUYTPOOHBIM pa3BUTHEM IOJIOCTH JieBoro xenynouka — uKJIO Gonee
20 Ma/M?) WM CyIIECTBOBAaHMM KOMIUIEKCA TUIOMIA3MH IJIEBBIX OT/IEIOB CEpAlla PEKOMEHIyeTcs
BBITMIOJIHEHUE OIEpallvii, HAaNpaBJIEHHBIX Ha COXpPaHEHHUE JABYXXKEIyJOYKOBOW remoauHamuku [32-37,
125].

via4, VYpC

KoMMeHTapuu: Tak, Kak JIBYXXKeIyJOYKOBas KOPPEKLUs BO3MOXKHA JIUILIb B ONIPEIEIICHHBIX CIIydasX
Y 4acTO PUCKOBaHHA, BHIOOP TAKTUKHM XUPYPIHMUECKOTO JIEYEHUSI OCHOBBIBAETCS HA TIIATEIILHOM aHAIN3e
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noonepannoHHBIX AaHHBIX JX0KI, mpu HeobOxomumoctu BeimosHsercss KT wim MPT uccrnenosanue.
[TomyuenHnsie  MOpPHOMETPUYECKHE  pE3yAbTaThl  JUIS  KaXJIOrO0 MAlMeHTa B  COYETAHWH C
MOP(OJOTHIECKUMH OCOOCHHOCTSIMH MHUTPATBHOTO M a0PTaJbHOIO KIIAIMAHOB, JIGBOTO JKEIyI0YKa M
reMOIMHAMUYECKIMH OCOOSHHOCTSIMHU OTPEACIISIOT UTOTOBYIO XHPYPTUYECKYIO TAKTUKY.

4. MepuumHcKan pea6I/IJ1VITaU,MS| n cCcaHaTOpPHO-KypopTHOe Je4dyeHue, mMeauUUNHCKUE
noKasaHunAa U NPpoTuBonokKa3aHnAa K npumMmeHeHUo0o MetTog4oB MeaANLUHCKOMN pea6m1MTauMM,
B TOM 4YUclne OCHOBaHHbLIX Ha UCNOJIb30BaHNU NPUPOAHbIX neyvyeobHbIX (*)aKTOpOB

- Iamuentam c¢ CI'JIC nocne y1t000ro u3 3TanoB XUPYPrUUECKON KOPPEKLHMH PEKOMEHAYETCsS B
TeueHue 4-6 MOCICAYIOIINX MECALCB JKU3HU n30eraThb TPAKIMOHHBIX HArPy30K Ha BECPXHHUEC KOHCYHOCTU
[10, 69, 129].

Y4, YYPC

- Bcem mammentam ¢ CIJIC mocnie kakaoro srana XUPYpPrHUECKOTO JICUCHUS] PEKOMEHIYETCS
BBITIOJTHEHUE PeaOIINTAIMOHHBIX MEPOTIPUSATHI JUTUTEIILHOCTBIO HE MeHee 6 Hexens [62, 67, 70-71, 116-
117, 195-196].

Y4, YYPC

KommenTapun: mpoxoskaeHne peaOuauTarud B OOJBITMHCTBE CIydaeB BO3MOXKHO Ha JIOMY TIpH
YCIIOBUU TIEPHOMYECKOTO KOHTPOJISI COCTOSIHHS MAIlMEHTa TIeINAaTPOM TI0 MeCTY JKuTeabcTBa (1 pa3 B 2-3
Henenn). OnTUMalibHAs JJIMTEILHOCTh peabumuTanmoHHOro mepuoaa coctasiser 10-12 memens. Ecnm
peabunutanus HedddekTuBHa, TpeOyeTcs MoA00p UHAWBHIyaTbHOM MPOrpaMMBbl MM YaCThli KOHTPOJIb
NpoGUIBLHOTO CHEIHANINCTa, TO HEOOXOJWMO PAcCMOTPETh BOMPOC 00 OTHIpaBKE TNaIMEHTa B
CHeIMaTu3UPOBAHHBIN PeaOUIUTAIIMOHHBIA LIEHTP.

- Becem mnamumentam ¢ CI'JIC mocne Kakaoro srama XHPYPrUYECKOTO JICUEHHUSI PEKOMEHIYeTCs
moA0Op MHIMBUIYAIbHOTO ONTUMAJIBHOTO peXKrMMa (U3NYECKONW aKTUBHOCTH Ha 3Tare amOyIaTOpPHOIo
nabmonenus [10, 62, 67, 71, 116, 129-130].

Y4, YYpPC

5. MpodwmnaktMka M pucnaHcepHoe HabGnwAeHWe, MeAULMHCKME MNOKa3aHus W
NPOTUBOMNOKa3aHUs K NPUMEHEHUIO MeTOA OB NMPOdUIaKTUKK

- Becem nanuentam ¢ CI'JIC mociie BBIMOTHEHUS KaXJOTO ATala reMOJMHAMUYECKOW KOPPEKIUU
pEeKOMeHAyeTCsl JUCIaHCepHOe HaOIoJeHHe y Bpada-IeTcKoro kapzauosora (JlucrmaHcepHbId mnpuem
(ocMOTp, KOHCyNbTaIMs) Bpaya — JAETCKOro Kapauosora) (umeromiero onbIT pabotsl ¢ BIIC) ¢ uenbio
BBISIBJICHHS T€MOJMHAMHYECKUX HAPYIICHUH, KOTOPbIE MOTYT MOTPeOOBAaTh XUPYPTUUECKOTO JeueHus |5,
7, 10, 12, 25-31, 48, 67, 81-84, 96-100, 106, 117, 122-124].

Yag4, YVPC

KoMmMenTapuu: k Hambojee 4YacTOM MaToNOTHH, TPEOYIOIIeH BBIMOIHEHUS IOTOIHUTEIHHOM
KOPPEKIMH, OTHOCUTCS: pPa3BUTHUE HEAOCTATOYHOCTU CHUCTEMHOTO aTPHO-BEHTPHUKYJSPHOIO JamaHa
(TpexcTBOpUaTOrOo KjamaHa), HEJOCTaTOYHOCTh HEO0AOPTAIbHOTO KIamaHa, pa3BUTHE OOCTPYKIIMH
BOCXOJISIIIEH aOpThl W/WIIK TYr'dl aOPThI MOCIE paHee BBIMOJIHEHHON PEKOHCTPYKIIUHU, PA3BUTHE TEHO30B
JIETOYHBIX apTepHii, HEOOXOIUMOCTh 3aMEHbl KOHAyHTa W Ap. Ilpu pa3BUTHM TaHHBIX OCIOXKHEHHA
HEO0OXOIMMO TPOBECTH OIEHKY BO3MOXKHOCTH YCTPAHEHHS Pa3BUBIICHCS MaTodoruu. Ecnu BO3MOXKHO
BBITIOJIHEHHE PEKOHCTPYKTUBHBIX BMEIIATENLCTB, TO OHU SIBIIIIOTCS METOJIOM BBIOOpA, OJTHAKO, B CIIy4ae
HEBO3MOXKHOCTH BBITIOJIHEHUSI PEKOHCTPYKTUBHBIX BMEIIATEIHCTB €IUHCTBEHHO BO3MOXKHBIM pPEIICHHEM
OCTaeTCsl TPAHCIUIAHTAIUS CEP/IIa.

- Pexomenmyercs mpoBOOUTH OOydaromue IKOJbl s Bcex poautenedd aereit ¢ CIJIC mns
BO3MOHOCTH JIOTIOJTHUTEIFHOTO KOHTPOJISI 32 COCTOSIHUEM peOEHKa Ha JIOMYy B MEXKITAITHOM MEpUOe
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[116-117].

Y4, YYPC

KomMmeHTapuu: BaKHYIO POJIb UTPAIOT POAUTENN B COOMIOACHUH BpaueOHBIX pekoMeHaamuii (0onee
OBICTpOIi peaduIuTaluy AeTei) U BBISBICHUH PAaHHUX MPU3HAKOB yXyameHus cocrosuus aereit ¢ CIJIC.
[TosTOMy ceprieuyHO-COCYANCTBIE Tpenaparbl AODKHBI ObITh O€30MaCHBIMU, MOHATHBIMU M MPOCTHIMU B
NpUMEHEHHH. A pojuTeneil Hajo o0y4aTh KOHTPOJIMPOBATh YACTOTY M XapakTep AbIXaHUS BO BpeMs CHa
pebenka, 00beM TepOopaLHOTO NpHeMa IMHUIIH, Maccy Telia (coo0Iark KypupyroleMy Bpady 000 BceX
BBISIBJIEHHBIX OTKJIOHEHHUSX).

- Bcem mnanmentam ¢ CIJIC wmexay sTanmaMu  XUPYpruuecKoro JICYEHHsI PEKOMEHAYETCs
JMCIIAHCEPHBIN MpueM (0CMOTp, KOHCY/IbTAIMs) Bpaya-TieinaTpa y4acTKOBOTO IO MECTY JKUTEIbCTBA (He
pexe 1 paza B 2 Helienn) U JUCHIAHCEPHBIN MpueM (0CMOTp, KOHCYJbTAIUsl) Bpauya-/IeTCKOT0 Kapauojora
(B TeueHHe TIEPBBIX 2 MecsIEeB — He pexe 1 paza B 7 mHeid, ganee — He pexxe | pasa B mecsn) [5, 7, 10, 12,
19-21, 35, 42, 53, 58, 62, 63, 67, 116, 131-138, 145].

YA 5 YYPC

KoMMeHTapuu: cTosib BBICOKAs 4acTOTa KOHTPOJbHBIX aMOyJaTOPHBIX 00CIEeI0BaHUN CO CTOPOHBI
Bpaueil HeoOXoAuMa JJii CBOEBPEMEHHOI'O BBIABJIEHUS JIIOOOr0 I'eéMOJMHAMHYECKOro AucOanaHca Ha
paHHeM »JTame 0 pa3BUTUS KPUTHUECKON CHUTyallud, a TakKKe CBOEBPEMEHHOE OOHapyXeHHe
BHECEP/ICYHBIX OCJIOKHEHUHN MM COMYTCTBYIOIIMX MaTOJIOTUH, KOTOPBIE MOTYT OTPA3UTHCS Ha KOHEYHOM
pe3ynbraTe JjedyeHus. [lpu paHHeM BBISBICHMM T€MOJAMHAMUYECKUX WJIM JPYTUX MpoOjieM ciexyer
aKTUBHO TPOBOJUTH JAMATHOCTUYECKHE M TPH HEOOXOJAMMOCTH HHTEPBEHIIMOHHBIE MPOLEIYPHI,
MPU3BaHHbIE KYTUPOBATH IPOrPECCUPOBAHUE BBISIBIIEHHBIX HAPYLICHUI.

- Ilanmmenram c¢ CIJIC mnocie KaxIoro JTamna XUPYPrUYeCKOro JICUYEHHUS PEKOMEHIYeTCs
o0crenoBaHue B CIIELUATN3UPOBAHHOM KapJAHOXUPYPrUYECKOM CTaI[MOHApe ¢ 4YacTOTON He MeHee 1 pasza
B 3 Mecsina B MEXKOATallHOM IEpUOJie U Ha MPOTSHKEHWM MEPBOrO rojia Mociie BHINOJHEHHs ONepaluu
Fontan [5, 7, 10, 67, 87-96, 101, 106, 116-117].

Y4, YYpC

- Yepe3 ron mocne BbinosHeHUs omnepanuu Fontan Bcem mamuentam ¢ CIJIC pexkomeH10BaHO
HaOMIOAAThCS B CHEIUATU3UPOBAHHOM CTAIlMOHApPE C 4acTOTOM He MeHee 1 pasza B roj (ONMTHUMaJIbLHO 2
pasa B ron) [5, 10, 62, 67, 87-96, 101, 106, 116-117, 145].

Y14, VVPC

- Becem mammentam ¢ CIJIC mpu kaxjaoM OOCIIE€IOBaHMHM B CIICIIHAIIM3UPOBAHHOM CTallMOHApPE
pexomeHsoBaHO BbinosiHeHHE OXOKI' ¢ KOHTponeMm COKpaTUTENbHOW (QYHKIUU €IUHCTBEHHOTO
(GYHKIIMOHATBHOTO  JKETyAO4YKa Cepala, KOHTPOJb HEJAOCTAaTOYHOCTH KJIalmaHa HeoaopThl U
TPUKYCIUJAIBHOTO KJIalmaHa, a TaKkkKe OIICHKOW T'eMOJMHAMUKH B HEoaopTe (MCKIIOYEHHS OOCTPYKIIHMU
CHUCTEMHOTO KpPOBOTOKA), pa3Mepbl MEKIIPEIACEPTHOTO COOOIIEHUS U XapakTep KPOBOTOKA B JIETOYHBIX
aprepusx (UCKJIIOUeHHe OOCTPYKIIMH JIETOYHOTro KpoBoToka) [5, 7, 10, 12, 25-31, 48, 67, 81-84, 96-100,
106, 117, 122-124].

Y144, VYPC

- Beem nammentam ¢ CI'JIC pekoMeHI0BaHO JUCIaHCEpHOE HaOMI0/IeHHe y Bpaya-HEBpoJora Mo
Mmecty xutenscrBa [40-41, 67, 117, 126-129, 137-138, 145].

YOS, YYPC

Kommenrapunu: Rogers et al. onybnukoBanu naHHble 0 ToM, uto Y 73% naereit ¢ CI'JIC yepe3 38
MECSIIEB MOCTe XUPYPTrUUeCKON KOppeKIHH oTMedanachk MHUKpouedanus, y 45% coxpaHsuics aepuiuT
Macchl Tena. Y 64% nereil oTMedanach pa3iuyHas CTENEHb 3aJIePKKU YMCTBEHHOTO pa3BUTHA Uy 73%
oTMeyanach CYIIECTBEHHas (QyHKIMOHaiIbHAs wHBaMAHOCTH [38]. [To mammemm Kern et al. cpemnwmii
pesynbrat 1Q (mereit B ormanennom nepuoge ¢ CIJIC) cocraBun 88, y 8.3% manueHToB oTMedanach
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3HAYMMasl 3aJepkKa yMcTBeHHOro passutus [39]. Bonee mo3aHue ucciieoBaHus MoOKa3alid, YTO JETH C
CI'JIC orcrator B mncuxosmonuoHabHOM (IQ = 89) m ¢QusmueckoM pa3BuUTHH, HO OTIWYUS HE

3HAYUTCJIIBHEI 110 CpaBHeHI/IIO C ACThbMU, y KOTOpBIX OTMECYAKTCA ,upyrI/Ie BpO)KIIeHHbIe HOpOKI/I cepﬂua
[40-41].

- Becem nanumentam ¢ CIJIC mocne kaxIoro srana XUPypruuyeckoid KOPPEKLUUH pPEKOMEHIO0BaH
1o100p MHIAMBHUIYAIBHON Tepanuu, HallpaBJIeHHbI Ha KOPPEKIMIO HEJ0CTAaTOYHOCTH KPOBOOOpAIICHHUS
Y CHIDKCHHUSI COCYIHUCTOTO CONPOTHUBIICHHS B COCYAAaX MaJIOTO Kpyra KpoBooOpamienus [5, 7, 65, 67, 70,
80, 86-88, 101, 104-108, 116-117].

YAA3,YYPC

KommenTapun: mondop Tepamuy OCYIIECTBIISIETCS B KapAHOXHPYPrHYECKOM CTallMOHape Mepen
BBINMCKON ManuenTa. B ciaydae HEOOXOMMMOCTH KOPPEKIUIO Teparuy OCYHIECTBISIET KapIuoJor IO
MECTY JKUTEIIbCTBA MAIlUCHTA.

6. Oprauusauvm OKa3aHus MegULMHCKOW NOMOLUM

JTanbl oKazaHUsA MeAULIMHCKOW NOMOLLM M NOKa3aHUA K rocnuTanusauum:

1. yTouHeHMe 1narHosa;

2. B cnyudae noarBepxkaeHus auarfHoza CIJIC (cmemyeT moHWMAaTh, YTO TOPOK BCETIA SBISICTCS
KPUTHYECKHUM ), HEOOXO0IUMO HEOTJIOKHO TMEPEBOIUTH PEOCHKA B OT/JCIICHHE PEaHNMAIIH U WHTEHCUBHOMN
Tepanuy ¥ HauWHaTh KOHCEpBATHBHYIO Tepanuio (HazHaueHue uHpysuu COIEA mpocrarianauHbl, Npu
HeooxoaumocTtu CO1D BazoaumataTopsl s jgedenus 3adboneBannii cepamna u CO01C xkapaAMOTOHUYIECKHE
CpeICTBa KPOME CepACYHBIX TTIMKO3UI0B, IPU OTCYTCTBUU 3¢ dekTa — nepeBoa Ha UBJI) u opranuzosatsb
SKCTPEHHBIN NEPEBOJ B KapAUOXUPYPTUUECKUNA CTALMOHAP JJISl XUPYPrUYeCKON MOMOIIM, TOTYAC MOCIIE
MEIMKaMEHTO3HON CTaOUIN3aluu KIMHUYECKOTO COCTOSIHHUS;

3. ecim cocrosiHMe TmManueHTa crabunbHoe Ha (one wmHPy3mu COIEA mpocrarmanauHOB, TO
HE3aBHCHUMO OT 53TOTO HEOOXOJAMMO B KpaTyalllliue CpOKM OpraHuM30BaTh IEpeBOJ MalMEHTa B
KapAMOXUPYPrHUECKUN CTallMOHAp, TaK Kak JEKOMIIEHCAlUsl COCTOSIHUS MOXKET Pa3BUTHCA B JHOOOMH
MOMEHT BpeMEHH (IIPH ATOM MalMEHT JOJDKEH TaKKe HAXOJUTHCS B YCIOBUSX OTACTICHHUS peaHHMaluu U
WHTEHCUBHOW TEparuu);

4. moareepxkaenubiii CI'JIC Bceraa siBiisieTcst aOCOMIOTHBIM TIOKa3aHUEM K KapIHOXHPYPTrUICCKOMY
3TAalHOMY NMAJJIMATUBHOMY JIEYEHUIO B BO3pacTe 1-2 Henenb KU3HM, PUYEM IPEANOYTEHUE B KaUeCTBE
MEepPBOro HdTama JOJDKHO OTAABaThCs oOmepanud 1o Mmeronuke Norwood, eciau MO3BOJSET CTOSHUE
NnauueHta. B ciydae Hamuuus CONYTCTBYIOIIEM NATOJOTMHM WJIM KpallHEH TSKECTU COCTOSHUS,
MpPEeINoYTeHHe B KayecTBE IMEPBOrO JTala MOXKET OTJaBaThCsi THOPUAHOMY TIEPBOMY ITaIly
reMOJIMHAMUYECKON KOPPEKLMH WM Pa3/elbHOMY CY)KMBAHUIO JIETOYHBIX apTepuil B COYETAHUU C
npononrupoBanHoit uHdysueit CO1EA mnpocrarnanguHoB. Jlamee BceM MallMeHTaM BBIMOIHSIOTCS
CIIEYIONIME JTalbl XUPYPTUYECKOW KOPPEKIUH 10 HWHAWBHUIYaTbHOMY MOAXOMYy, MOKa HE OyIeT

BBIIIOJIHCHA OIICpalus Fontan, KOTOpasa sABJICTCA 3aBCPIIAOIMM 3TallOM MaJIAaTUBHOM KOPPCKIHNH
CI'JIC.

OCHOBbI KOHCEpBaTUBHOM Tepanuu

- KJIK4YCBad poJyib B Hpe,[[OHepaI_II/IOHHOI\/’I KOHCGpBaTI/IBHoﬁ TCpaliuu OTBOAUTCA BHyTpHBeHHOﬁ
uHoy3uu (CO1EA) npocrarianImHOB MOJIEP/KUBAIOIINX TPOXOIUMOCTh apTEPHAIBLHOTO MPOTOKA;

- BAXKHO IMMPUACPIKUBATHCA CICAYIOIICTO aJITrOpUTMa IIpH CTa6I/IJ'II/I3aI_II/II/I COCTOAHUA ITallMCHTAa (B
cJIydac MporpeCCMBHOr0O yXyAmcCeHUsA COCTOSHUA HaI_II/IeHTa)Z B IICPBYIO O4Y€pCAb UCKIIFOYHUTDH M30BITOYHBIN
JIETOYHBIN KpPOBOTOK, BTOpPbIM MHIAIr'OM MHCKIHOYUTE CHUCTECMHYIO THIIOBOJIEMHUIO, TPCTbUM MIaI'OM
PCKOMCHIAOBAHO HA3HAYCHUC I/IH(I)YS‘I/II/I IIPOU3BOJHBIX HI/ITpO(I)CppI/ILII/IaHI/IILa WM aHTUAAPCHCPTUYCCKUX
CpCACTB nepn(bequCCKoro ,[ICI>'ICTBI/I}I oA KOHTPOJIEM apTCPUAIBHOTO  JTaBJICHUA. I[aﬂee npu
HCO6XO,Z[I/IMOCTI/I Ha3HA4Yar0TCA KapAHUOTOHHUYCCKUC CPEACTBA KpOME CCPACYHLIX TJIMKO3UJ0B (HO
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BO3MOJKHOCTH CIIE/TyeT U30eraTh MpernapaTroB ¢ BEIPaKEHHBIM Ba30MpPecCOPHBIM AP deKTom);

- npu carypauuu > 90% B codeTaHHMU C JIAKTaT-alUJ030M, apTepUAIbHOM TMIIOTEH3UEH H
OJIUTYpUEH PEKOMEHIYeTCs MpoBeneHue MHTyOammu Tpaxew u nepeBon Ha MBI, UBJI nmpoBoautcs ¢
BBICOKMMH TTapaMeTPaMH MOJI0XKUTEILHOTO JaBJICHUSI B KOHIIEC BhIOXa U ¢ (ppakiueit kucmopoaa 21%. B
OCTaJIbHBIX Ciy4asX, 0e3 KpailHell HeoOXOJUMOCTH, CIEeIyeT cTaparbcs M30erarh nepeBo/ia nalyueHTa Ha
WBJI, Tak Kak HEOMPaBIaHHBII ITEPEBO MOKET HA00OPOT YXYALIUTH COCTOSHHE MAIIUEHTA,

- KputepusiMu d(PPEeKTHBHOCTH TPEIONEPAMOHHON KOHCEPBATHBHOW TEpamuu  SIBISIOTCS
HOpMaJM3alusl KHUCJIOTHO-ILEJIOYHOIO PpAaBHOBECHS, PErpecc COJIEp’KaHUs CHIBOPOTOYHOIO JIAKTaTa,
TEHJCHIMS K HOpMaJIM3alMK JUype3a U COKpAIleHUE YPOBHS OCTATOYHOTO a30Ta IJIa3Mbl KPOBU, YPOBEHb
OKCHTEHAIIUU apTepuabHON KpoBU B MHTEpBaiie 75-90%.

NMoka3aHuA K BbINMUCKE NauMeHTa U3 MeauLUMHCKON opraHunsauunm.

- cOaylaHCHPOBAHHBIN CUCTEMHBIN U JIETOUYHBIN KPOBOTOKH;

- OTCYTCTBUE HEOOXOAMMOCTH B NIPOJOKEHHUU JbIXaTENbHOW MOJIEPKKA U B/B HH(Y3MOHHOU
Tepanuy;

- OTCYTCTBHUE IPU3HAKOB CEpPEUHON HEIOCTaTOUHOCTH;

- CUHYCOBBII PUTM Cep/La.

7. OJononHutenbHaa uMHdpopmauusa (B ToMm uYucne dakTopbl, BNUsOLWUe Ha MUcxopn
3aboneBaHUsl UNN COCTOSIHUA)

- Bcem mnanmentam ¢ CIJIC pexomeHnayercs BblloJIHeHHE HelpocoHorpadpuun wu/unu KT
HCCIIEIOBAaHUSI TOJIOBHOTO MO3ra M TPOBEACHHE IpueMa (0CMOTpa, KOHCYJIbTAllMU) Bpaya-HEBPOJOra
(MOBTOpHBIN) mepen KakIbM dTanoM xupyprudeckoil koppekmuu CIJIC ¢ 1menbio BBISBICHUS
MATOJIOTUYECKUX H3MEHEHUH, KOTOpbI€ BIMAIOT Ha PE3yJNbTaT XUPYPrUYeCKOW KOPPEKUHUH U MOTYT
TOBJIUATH HAa BHIOOpP aHECTE3MOJIOTHYECKOro u nepdy3nonHoro nocodbus [5, 7, 10, 40-41, 67, 117, 126-
129, 145].

YIAA5 YYPC

- Bcem nmanuentram ¢ CI'JIC npu nepBUYHOM NOCTYIUICHHH B CHEHMAIM3UPOBAHHBIN CTallMOHAP
mepeA  MEepBBIM  JTAlOM  XUPYPTUYECKOW  KOPPEKIIMH  PEKOMEHAYETCS  IMPOBEICHUE  OICHKHU
(DYHKIIMOHAJILHOTO COCTOSIHMSI TEeYeHU M ModYeK. [Ipu Haauvyuu BBRIPAKCHHOW MOYEYHON M MEYCHOUYHOM
HEJIOCTATOYHOCTH TIPOBOJUTCS TEpamlus, HamnpaBlieHHas Ha HopMaiau3amuio ux ¢yHknouu. [locme
HOpMaJIM3alliy TT0Ka3aTeJIed CTaBUTCSl BOIIPOC O TOTOBHOCTH TalMeHTa K onepanuu [5, 10, 48, 67, 70, 80,
86-88, 101, 104-108, 116].

Y15, VYPC

- Crauuonapuoe neuenue Bcex mnamueHToB ¢ CIJIC pexomeHayercs HpOBOAWTH B JIEUEOHBIX
MEJIUIUHCKUX YUPEKICHHUIX ¢ OOJIBIINM OIBITOM BBIIIOJIHEHHSI JAHHBIX OTICpAIlMid ¥ COOTBETCTBYIOIIUM
OIBITOM TOCJICONEPAI[HIOHHOTO BEICHHS TAIMEHTOB. s KIMHUK C OOJIBIIMM OOBEMOM OIEpanuil y
narrentoB ¢ CI'JIC Goitee xapakTepHa TEHICHINS K CHIKEHHIO JieTaabHocTH [5, 7, 10, 80, 86, 88, 104].

YIA 5, VYYPC
KpuTepumu oueHKu kayecTBa MEOULIMHCKOW NMOMOLLM
N Kpurepun kauectsa Onenka
BBITOJIHEHHS
Otan NocTaHOBKH JHarHo3a
1 ITpoBeieH 0cMOTP, BHINOJIHEH TIIATEIbHBIN cOOp aHaMHe3a U KaJlod Ja/Her
2 Brimosnnen npruemM (ocmoTp, KOHCYJIbTAIINsA) Bpaua-kapauosora|la/Her

HepBHqHBIﬁ/HpHCM (OCMOTp, KOHCYJIBTaI_II/ISI) Bpada — JACTCKOI'0 KapauoJiora
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NEepBUYHBII/TIpUeM  (OCMOTp, KOHCYJbTAlLlMsl) Bpada-CepIeUHO-COCYIUCTOTO
XUPYpra epBUYHbIN

3 BrinosHeHa ayckynbpTalus Ipy NAaTOJIOTHH CEPALIA U EPUKapAa Ja/Het

4 [IpoBeieHO U3MEpPEHUE apTEPUaAIbHOIO NABJICHUS Ja/Her

5 OrneHeHa rnmepucTaabTUKA Ha/Het

6 BrinoJsiHeHO Hccae10BaHUuE KMCIOTHO-OCHOBHOTO COCTOSIHMSI U T'a30B KPOBHU Ja/Her

7 Boinosinen oOmuii (KIMHUYECKUN) aHAIIU3 KPOBU Ja/Her

8 BrimosnnaeHno omnpexaeneHrne ocHOBHBIX Trpynmn no cucreme ABO u ompenenenue | Jla/Her
aaturena D cucremsl Pesyc (pe3yc-dakrop)

9 Breimmonnena koarymorpamma  (OpHEHTHPOBOYHOE HccienoBanue cucrtemsl | Jla/Her
reMocTas3a)

10 | BrimosHeHO OGHOXUMHIYECKOE 0OIIETePareBTHYECKOE NCCIIETOBAHNE KPOBH Ja/Her

11 | BelmosHeHa TpaHCTOpakaibHasi 3XoKapauorpadus Ha/Het

12 | Aarnokapauorpadus He BBITIOTHSIIACH Ja/Her

13 |B tex cmydasx, korma maHHbiXx OxoKI Hemocratouno uist Bepudukammu | [la/Het
JMarHo3a BBINOJHEHA MarHUTHO-PE30HAHCHas ToMmorpadus cepaua U
MarucTpajibHbIX COCYOB

14 |BolmonHeHa KoMmIblOTEpHas ToMorpadusi cepiaua ¢ KOHTpacTupoBaHueM, ecid | [la/Her
9XOKapAUOTrpaUyecKoro HCCIEOBAaHUS HEJAOCTATOYHO JUId BepUPHUKAIIU
JIMarHosa

15 | BeinmosnHeHa npuienbHasi peHTreHorpagusi OpraHoB I'PyJHOM KIIETKH Ha/Het

16 |BrwImosHEHA perucTpamnus MMEeKTPOKAPIUOTPAMMBI Ha/Her
(pacmudpoBka, oOmMUCaHWE W WHTEPHPETANHS dSIEKTPOKApAHOTpadhUIECKUX
JTAHHBIX)

17 | BremosHeHa HeipocoHOTpadus Ha/Her

DTan KOHCEPBATUBHOTO JICYCHHUSI

1 BrimonHeH mepeBos B OTIEICHUE pEaHMMAIlMd U WHTEHCHBHOW Tepanuu s | Jla/Her
MOHHUTOPHHIA JKU3HEHHO B@XHBIX GYHKIMA W CTaOWIM3alUM  COCTOSHUS
MAlUMEHTOB C MpeHaTaJbHO ycTaHOBIEHHbIM nuarHozoM CIJIC cpasy mocie
poiopa3penieHus

2 [Tocne crabunu3anuu COCTOSHUS B OTIENIEHUM peaHMMaluu W uHTeHcuBHOH | [la/Het
Tepanuu HOBOPOKJCHHBIX BBITOJIHEH 1(5019:10) B Onmyxaimui
KapAMOXUPYPIHUECKUN CTAI[IOHAD

3 HoBopox/ieHHOMY ¢ CHHIPOMOM THIOIUIa3UuM JIEBBIX OTNENOB cepaua Havara |/la/Her
un¢pysuss CO1EA npocrarnanamnHoB

4 He wnasHayena JomonHUTENbHAasT OKCUTEHOTepamus mpu  coxpanenuu | [la/Het
roKasareseil catypaiuu B npeaenax 75-85%

5 Brinmonnena uHTyOanus Tpaxeu M HayaTa MCKYCCTBEHHass BeHTHIALUsA Jerkux |[la/Her
(ppakumst xkucnopona 21%) mpu carypamuu > 90% B codeTaHUU C JaKTaT-
aIM1030M, apTepUaIbHON TUIMOTEH3UEN U OJIUTypueil

6 ITpu cHmxeHnu (GyHKUIUU MPaBOro, GYHKIMOHAIBHO €AMHCTBEHHOTO Xemnyaouka | Jla/Her
(cepeyHON HEIOCTAaTOYHOCTBIO), KOHCEpBAaTHUBHOE JIEUEHUE IIPOBEACHO B
COOTBETCTBUH C AJITOPUTMOM

7 Ha3nauensl aHTHOaKkTepHaIbHBIE MpenapaTbl CUCTEMHOTO JeiicTBust B poanome | Jla/Her
IpU HAIMYKMK (PAKTOPOB PUCKA HHPEKINH

8 ITpu pecTpUKTUBHOM MEXIPEACEpIHOM COOOIIEHHH BBEAECHBI MUOpenakcanThl B | Jla/Her

pacueTHbIX J03aX, BBINOJHEHA UHTYOAIMs Tpaxeu TMaluMeHTa W Hayara
JOTIOJIHUTENbHASL ~ OKCUreHoTepamus  +  yBenumdeHsl  g036l  COIEA
IIPOCTarjJaHANHOB
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DTan XupypruuecKkoro JeueHus

1

BeinosiHEHO omnepaTMBHOE BMEMIATENLCTBO 1O MeToauke Norwood-Sano wmim
Norwood-Blalock B TeueHue nepBOi HEEIH )KU3HHU TOCIIE POXKICHUS B KAYECTBE
MIEPBOT0 Tana XUPYPru4ecKoro JCYCHUs

Ja/Her

Brinonnen rubpuaHsbiii [ aTan reMoAMHAMUYECKON KOPPEKIIUHU TIEpe/] onepannen
Norwood kak mMepBBIA dTalm XUPYPrHYECKOTO JICUEHHS NPU MOCTYIUICHUH
MIAIMECHTA B CTALIMOHAP B KpaWHE TSHKEIOM COCTOSHUM WIH IIPU NOCTYIUIEHUH B
CTallMOHAp B BO3pacTe crapiie | Heenu KU3HU

Ha/Her

[Ipy mocrymieHMM DAMEHTa B CTALMOHAp B KpalHE TSHKEIOM COCTOSIHUU
BBINOJIHEHO PA3JEIbHOE CYKMBAHUE JIETOYHBIX apTEpHil ¢ MPOJOHTMPOBAHHOU
nn¢pysueit COIEA mpocrarnanguHoB g0 onepauuu Norwood B KadecTBe
IICPBOTO STala XUPYPrudeCKOro JCYCHUA

Ja/Her

BeimosiHena omeparuss NOrwood — JByHanpaBlICHHBIH KaBOMYJIbMOHAIBHBIH
aHactoMo3, 1100 Norwood-Sano nimu Norwood-Blalock B Bo3pacrte 3-5 mecsiies
B cllyyae, €CJIM paHee BBINOJHSIICA THOpUIHBIM | »Tam remomuHaMU4YecKOn
KOPPEKITUHI

Ja/Het

BeInonHeH JByHanpaBlIeHHBIM KaBOIYJIbMOHAJIBHBIM aHAaCTOMO3 B BO3pacTe
pebenka 2-10 wmecsleB CIENYIONIAM JTaloOM IIOCTe€ paHee BBITTOJTHEHHOTO
BMemmarenbpeTBa no meroanke Norwood-Sano i Norwood-Blalock

Ja/Her

3aBepIIaronMM 3TaroM BbITIOJIHEHA oniepanust Fontan, B Bo3pacte 18-36 mec.

Jla/Het

B nmoonepanmonnom mnepuoae mnammeHtaM ¢ CIJIC W HepeCTpUKTUBHBIM
neeKTOM MEXIPEACEPAHON TMEePEeropoKi OalIOHHAsT aTPHOCETTOCTOMHS HE
BBITIOJIHSJIACh

Ja/Her

Bcem mammentam ¢ CIJIC ¢ rpagueHTOM JaBJICHUSI Ha MEXKIPEICEPIHOM
cooOmieHnun 60mbIie 10 MM PT. CT. BBIMOJTHEHA OAJIOHHAST AaTPUOCETITOCTOMMUS

Ja/Het

[Tocne rubpuaHoro I Tanma reMoaAMHAMHYECKOW KOPPEKIIMH BCEM TAIlUEHTaM C
CI'JIC mepem  BBINMCKOW M3  CTallMOHApa  BBITIOJIHEHA  OaJTIOHHAs
aTPUOCETITOCTOMHUS

Ja/Het

10

HaHI/IeHTaM C KOMIIJICKCOM THUIIOILIa3Wu JICBBIX OTACIIOB CEpALa BBIIIOJIHCHBL
oncpanru, HalipaBJICHHBIC HA COXPAHCHUEC I[BYXX(CHYHOHKOBOﬁ TeMOJMHaMHUKHU

Ja/Het

OTan IO CJICONEPANMOHHOI'O KOHTPOJIA

1

Bcem mamuwentam ¢ CIJIC mocie  BBIIOJHEHHS ~ KaXIOro  dTarma
reMOJIMHAMUYECKON KOPPEKIMU JAUCIAHCEPHOE HAOIOACHHUE BBIMOJHICTCS Y
Bpaya-JeTCKOTO KapH0JIoTa, UMEIOIIEero ombIT paboTsl ¢ BIIC

Ja/Het

[IpoBenensl 00y4aronue mKoJibl 11t Becex poauteneit nereit ¢ CI'JIC

Ja/Het

[IpoBenen pucrnaHcepHbli TpueM (OCMOTp, KOHCYNbTAlUsl) Bpaya-meauarpa
y4acTKOBOTO (He pexe 1 pasa B 2 Helmenu) U JUCHAHCEPHBIN mpuemM (0CMOTp,
KOHCYJIbTAIIMsI) Bpaya-IeTCKOTO KapUoJiora B T€YCHHE MEPBBIX 2 MECSIEB — HE
pexe 1 paza B 7 qHei, najgee — He pexke 1 pa3a B MecsIn)

Ja/Het

BrinonHeHo o0cnenoBaHWe B CHEIMAIM3UPOBAHHOM cTamuoHape 1 pa3 B 3
Mecslla B MEXJITallHOM IEPUOJE U Ha NPOTSLKEHUU IIEPBOrO Toja Iocie
BBINOJIHEHHOM onepanuu Fontan

Ja/Hert

Brinonnena 9X0 Kapzu/lorpa(bm[ npu KaXXJ10M 06CJ'ICI[0B3.HI/II/I B
CIICUAJIMBUPOBAHHOM CTAITMOHAPC

Ja/Her

Ilocne xkaxmgoro osTama KOPpCKIHHN BBIIIOJIHCH HO,Z[60p HHHHBHﬂyaﬂBHOﬁ
TCpalnu, HaHpaBJ'IeHHBII\/’I Ha KOPPCKIUIO HEAOCTATOYHOCTHU KpOBOOGpaH_IeHI/IH u
CHHMOXXCHHA COCYyAUCTOrO COIMPOTUBJICHUA B cocyax Majiaoro Kpyra
KpOBOO6paH_ICHI/I$I 1 OCYHICCTBJICH KOHTPOJIb IpUcMa Ha3Ha4Ye€HHOU TCpannn

Ja/Her

[Tarmentam ¢ CI'JIC nmocne kaxaoro 3rana XUpyprudeckoro Je4eHus (Ha dTare
amMOynaTopHOro HaONIO/eHMsI) BBIIOJIHEH IM0J00P HMHIMBHUAYAIbHOTO pEXUMa

Ja/Her
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(bu3n4IeCcKOil aKTUBHOCTH
8 Bceem manmentam ¢ CI'JIC mocie BBIOHEHHS TPEThEro 3Tana xupyprudeckoro | Jla/Her
JI€YEHUs NPOBEICHO UCIOJIb30BAaHUE OIPOCHUKOB KauyecTBa SKU3HM JUIS
pa3pabOTKK MHIMBUAYAIBHBIX CXEM IICUXOJIOTHYECKOH peadunurauu

9 Bcem mammentam ¢ CI'JIC mpoBomutcs mucmancepHoe HaOmrogeHue y Bpada- | [la/He
HEBPOJIOra 10 MECTY KUTEJIbCTBA
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[Tpunoxenne A2
MeTogonorusa pa3spaboTKu KNMHNYECKUX peKoOMeHaauum
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Scopus. I'mybuna noucka cocrasisuia 30 ner.

MeTopl, UCII0JIB30BAHHBIE /7151 OLIEHKU KaueCTBA U CHUJIbI I0KA3aTEIbCTB

- KOHCEHCYC JKCIIEPTOB;

- OI[EHKa KauecTBa peKOMEHAIINi B COOTBETCTBUU C pEUTHHrOoBOW cxeMoi (Tabmuma I11).

- OIICHKA CHJIbI JIOKa3aTeIbCTB B COOTBETCTBUM C PEHTHHIOBOM cxemol (Tabnuna [12).

B xome pazpabotku KP wucmonp3oBana HoBas cuctema mkan YJJ u YVYP ans nedeGHBIX,
peabUIUTAIIMOHHBIX, TPO(UIAKTUIECKIX BMEIIATENHCTB U JAUArHOCTUYECKUX BMemaTenbcTB (Tadmuirs
11, 112 u I13), BBenennas B 2018 r. ®I'BY LIDKKMII Munzapasa PO. Gopmuposanue HannoHansHbIX
pEeKOMEHaNUN MPOBOIUIOCH Ha ocHOBe pekoMeHpammii EOK, ¢ yueTom HanuoHanmbHOW crenudukw,
0COOCHHOCTEH 00CIeI0BaHUS, JICUECHUS, YUUTHIBAIOIINX JOCTYIMTHOCTh MEAUIIMHCKOW TTOMOIIIH.
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Tabmuma I11. Ilkana omeHkw ypoBHEW moctoBepHOCTH mokazarenscTB (YI/]) ams meronos
npo(UIaKTUKK, JIeUYeHHss M peabunutauu (MpouiIakTHYECKHX, Je4eOHBIX, peabuIMTAIMOHHBIX
BMEILATENIbCTB)

YpoBHu gocroBepHOCTH J10Ka3aTeabCcTB (Y I/)
[Tpuka3 Munucrepctpa 3npaBooxpanenus Poccuiickoit @eneparun ot 28.02.2019 N 1031 "O6
YTBEPKICHUU MOPSIIKA U CPOKOB Pa3pabOTKU KIMHUYECKUX PEKOMEH 1AM, UX IIEPeCMOTpa, TUIIOBOI
(OpMBI KIIMHUYECKHX PEKOMEHIAINNA U TPeOOBAHUH K X CTPYKTYPE, COCTaBY U HAy4IHOU
000CHOBaHHOCTH, BKITFOUAEMOW B KIIMHUYECKHE PEKOMEHIAINK HHPopManuu" (3aperucTpupoBaH
08.05.2019 N 54588)

1 |Cucrematnueckuil 0030p paHAOMU3UPOBAHHBIX KIMHUYECKUX HMCCIEAOBAHUN C MPUMEHEHUEM
MeTaaHaJIn3a
2 |OtrnenpHBIE PaHIOMHU3HPOBAHHBIE KIMHUYECKHE HCCICOBAHUS M CHCTEMAaTHYECKHE O0030pHI
HCCIEeOBaHUN J1000TO Ju3aiiHa, 3a HCKIIOYEHHEM DPAHIOMM3UPOBAHHBIX KIMHUYECKHUX
UCCIIeIOBaHUM, C TPUMEHEHUEM MeTaaHaIn3a
HepaniomusnpoBaHHble CpaBHUTENIbHbBIE UCCIIEIOBAHUS, B TOM YHCIIE KOTOPTHBIE UCCIIEIOBAHUS
4 |HecpaBHUTeNnbHBIE HCCIEAOBAaHUSA, OMNHCAHME KIMHUYECKOTO CiIy4as WM CEpPUH CIIy4aes,
HccliieloBaHue "'ciry4ai-KOHTPOJIb"
5 |Hmeercs smmb 00OCHOBAaHHME MEXaHW3Ma JIEHCTBHS BMEMIATEIbCTBA (JIOKIMHUYECKHE
WCCJIETOBAHUS) UM MHEHHE SKCIIEPTOB

w

Tabmuma I12. Illkama omeHkrn ypoBHEH mocToBepHOCTH AokazarensctB (Y/J) mist meronos
AUArHOCTUKHN (JII/IaFHOCTI/IquKI/IX BMeH_IaTeJ'H)CTB)

Y Pacmudposka

1 Cucrematndeckue 0030pbl HCCIEIOBAHUNA C KOHTPOJEM pPEePEpeHCHBIM METOJOM WJIU
CHCTEMATHYECKHI 0030p paHAOMH3UPOBAHHBIX KIMHUYECKUX HCCIEIOBAHHA C MPUMEHEHHEM
MeTaaHaIu3a

2 OTnenbHBIE WCCNENOBAaHHS C KOHTPOJIEM pePEepeHCHBIM METOJOM WM  OTJICIbHBIC

PAaHAOMU3UPOBAHHBIC KIIMHUYCCKHUE HCCICAOBAHUA U CUCTEMATHYCCKHC O630pI>I I/ICCJ'IC,HOBaHI/Iﬁ
JIFO0OT0 ,Z[H3al>iHa, 3a HCKIHYCHHUEM PAHAOMHU3HPOBAHHBIX KIIMHUYCCKUX I/ICCJ'ICI[OBaHI/II‘/'I, C
IIPUMCHCHUEM MCTaaHalIn3a

3 I/ICCJ'IGI[OBaHI/ISI 0e3 IMOCJICA0BATCIIBHOTO KOHTPOJIA pe(bepeHCHHM METOJO0M HJIN HUCCIICOA0OBaAHUA C
pe(bepeHCHHM MCTOAOM, HE MABJIAIOMIUMCA HE3aBUCHUMBIM OT HCCICAYEMOI'O MCETOIA, HIIN
HCPpaHAOMHN3HUPOBAHHBIC CPABHUTCIIbHBIC HCCIICAOBAHUA, B TOM YHCJIC KOTOPTHBIC UCCIICOOBAHNA
4 HeCpaBHI/ITCJ'IBHBIC HCCIICO0BaHMs, OIIMCAHNEC KIIMHUYCCKOI'O ClIydas

Hmeercs numbs 000CHOBaHHE MEXaHU3Ma HeﬁCTBHH HJIM MHCHHUC DKCIICPTOB

ol

Tabmuma [13. Illkana ouenku ypoBHel yOemutenbHOCTH pexomennpanuii (YVYP) mis meronoB
NpoQUIAKTUKH, AWATHOCTHKH, JIeUeHUs U peadbunurtanuu (MpodUIaKTHUYECKUX, AMArHOCTUYECKUX,
Je4eOHBIX, peaOUIUTAIIMOHHBIX BMEIIATENIHCTB)

YpoBenb yoeaurensHocTH pekomeraanuu (YYP)

ITpuka3 MunucrepctBa 3apaBooxpanenus Poccuiickoit @eneparuu ot 28.02.2019 N 1031 "O6
YTBEP)KJCHHUHU MOPS/IKA U CPOKOB Pa3pabOTKU KIMHUYECKUX PEKOMEHIAINM, UX IepecMOTpa, TUIIOBOH
(OpMBI KITMHUYECKHX PEKOMEHIAlMi U TpeOOBaHUH K UX CTPYKTYPE, COCTaBY U HAy4HOM
000CHOBaHHOCTHU BKJIIOYaeMOW B KJIMHUYECKHE PeKOMEeHAaK nHpopmanuu" (3aperucTpupoBaH
08.05.2019 N 54588)

A | CunbHas pekoMeHaanus (Bce paccMaTpUBaeMble KpUTEpHH 3(H(HEKTUBHOCTH (MCXObI) SBIISIOTCS
BaXHBIMH, BCE MCCJIEJOBAHUS MMEIOT BBICOKOE WIIM YAOBJIETBOPUTENILHOE METOJI0JOIMYECKOe
Ka4eCTBO, MX BBIBOJIbI [0 MHTEPECYIOIIKUM HCXOJIaM SIBJISIFOTCS] COTJIACOBAHHBIMH)

B |VYcnoBHas pexoMenpauusi (He Bce paccMaTpuBaeMble KpUTEpUU SPPEKTUBHOCTH (MCXOJIBI)
SBIISIIOTCSL BAXKHBIMHM, HE BCE HCCIIEAOBAHHMS MMEIOT BBICOKOE MWJIM YJOBJICTBOPHUTEIbHOE
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METOOOJOTHYECCKOC KAa4YCCTBO I/I/I/IJII/I HUX BBIBOJbI IO HHTCPCCYIOIIMM HCXOAaM HC SABJIAIOTCA
COTJIACOBAHHBIMH)

C |Cnabas pexomenmanusi (OTCYTCTBHE  JOKAa3aTENbCTB  HAJUIekKaIIero  kKadectBa  (Bce
paccMaTpuBaeMble  KpuUTepuH APPEKTUBHOCTH (MCXOMBI) SIBISIOTCS  HEBAKHBIMHU, BCE
WCCIICZIOBAaHUSI UMEIOT HU3KOE METOIOJIOTUYECKOE KadyeCTBO M MX BBIBOJBI 10 WHTEPECYIOIIUM
nucxoaamM HE ABIIAIOTCA COFJIaCOBaHHI)IMI/I)

NMopsaok oGHOBNEHUsA KNMMHUYECKUX peKoMeHaauum

MexaHu3M OOHOBJICHMSI KIMHHUYECKHUX PEKOMEHIAIUN MpeaycMaTpUBAET WX CHCTEMATHYECKYIO
aKTyaJIM3allil0 — HE PEKE YeM OJIMH pa3 B TPHU T0Ja, — a TaKXKE MPU TMOSBJICHUH HOBBIX JAHHBIX C
MO3UIMK  JIOKA3aTCIIbHOW MEAWIIMHBI TI0 BOMPOCAM JIMATHOCTHKH, JICUCHUsS, NTPOMUIAKTUKA U
peadmIUTalli KOHKPETHBIX 3a00JIeBaHHUM, HAaTUYUM OOOCHOBAHHBIX JIOTIOJHEHHUI/3aMEUaHUi K paHee
yrBepxkaeHHbIM KP, Ho He waie 1 pa3a B 6 mecsies.

[Tpunoxxenne A3

CnpaBquble MaTepuanbl, BKNnr4yasa cooTBeTCTBUe nokKasaHum K nPpUMeHeHUuto un
ﬂpOTMBOﬂOKa3aHMﬁ, cnocob6oB npnMeHeHUsA n 403 JieKapCTBeHHbIX npenapartos,
MHCTPYKUMUUN NO NPUMEHEeHUI0 NNeKapCTBeHHOro npenaparta

1. ®enepanbubiii 3akoH oT 21.11.2011 N 323-®3 "OO ocHOBax OXpaHbl 3J0POBbsI IPAXKIaH B
Poccuiickoit ®eneparun’

2. Ilpuka3z MwunzapaBa Poccum ot 15.11.2012 N 918n "OO yTBepXIeHUU TOpPSAIKA OKA3aHHS
MEJIUIIMHCKOM TTOMOIITH O0JBHBIM C CEPACUYHO-COCYUCTHIMH 3a00I€BaHUAMH"

3. Tlpukaz Muntpyna Poccum ot 27.08.2019 N 5851 "O xmaccudpukanusx W KpPUTEPHSX,
UCIOJIb3YeMBbIX TPU OCYHIECTBICHUU MEAUKO-COIIMATIbHOM AKCHEpTU3bl TpakIaH (enepaabHbIMU
rOCYJIapCTBEHHBIMH YUPEKACHUAMHU MEIUKO-COIMATBLHON SKCIIEPTU3HI"

4. Tlpukaz MwunsnpaBa Poccun ot 28.02.2019 N 103n "OO yTBEep)KIEHUHU TMOPSAKA U CPOKOB
pa3paboTKM KIMHUYECKUX PEKOMEHJAIUi, HX [epecMoTpa, THUIOBOM (OpMBI  KIMHUYECKHX
pexoMeHAauuil U TpeOOBaHMN K UX CTPYKTYpE, COCTaBy M Hay4HOH OOOCHOBAHHOCTH, BKIJIFOUAEMOU B
KJIIMHAYeCKHe pekoMeHaanuu uHpopManuu" (3apeructpupoBano B Muntocre Poccum 08.05.2019 N
54588);

5. Ilpuka3z MunucrepctBa 3apaBooxpaneHust Poccuiickoir @enepanuu ot 13 okTsaops 2017 r. N
804H "OO6 yTBEep)KICHUH HOMEHKJIATypbl MEAULIUHCKUX YCIIyT";

6. IIpuka3z MunucrepcTBa 3apaBooxpanenus Poccuiickoit @eneparuu ot 7 okTsaops 2015 r. N 700H
"O HOMEHKIaType CHEUUaJbHOCTEH  CHEIUAIUCTOB, HWMEKIIHUX BBICIIEE MEIUUUHCKOE U
bapmaneBTHueckoe oOpasoBanue';

7. Ilpukaz MunzgpaBa Poccun ot 02.05.2023 N 2051 "OG6 yrBepxkaeHun HomeHkmaTypbl
JOJIKHOCTEH MEIUIIMHCKUX PAaOOTHUKOB U (hapMalieBTUUECKUX paOOTHUKOB"

8. Ilpukaz MunznpaBa Poccun ot 06.06.2012 N 4 "OO yTBepKIEHHHM HOMEHKIATYpHOI
KJIacCU(UKAIIUU MEAUIIMHCKUX U3eNuit".
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IIpunoxenue B
UHdopmaumua ana naumeHTa

YBakaeMblil AalIMEHT (POAMTENH MAIMEeHTa), Pe3yJIbTaThl 00cienoBaHus BbIsBIIIN Y Bac (Bamrero
peOeHKa) CIIOKHBIM BPOXKAECHHBIN TMOPOK Ceplla — CHHIPOM THIIOIUIA3UHM JIEBBIX OTAEIOB CEpAla.
JloOpOBOJIPHO COTJIAIIAsACh HAa OIEpanuio, Bl MOHKHBI TMOHMMATH IENb W OMACHOCTH OMEpaIfH, O
KOTOpPBIX BaM pacckaker neqamuii Bpad.

CI'JIC Bo3HMKaeT Ha paHHMX JTanax pa3BuUTUd Ioja. [IpuyuHbl HapymeHuidl 3MOpHOreHes3a
MHOTOYMCIIEHHBI: HH(PEKIIMOHHbIE 3a00€BaHUSI MAaTEpU Ha paHHUX CPOKax OEpeMEHHOCTH, XPOHUUYECKUE
3a00JIeBaHUS POAUTENEH, BpEIHbIE MPUBBIYKU POJUTENEH, SKOJIOTMUECKUE U TeHeTudeckue (hakTopsl U
T.71. B 3aBucuMocTu OT pasmepa (eTambHbIX KOMMYHHKAIU (OTKPBITOE OBAJIbHOE OKHO, OTKPBITHIN
apTepHalIbHbII MPOTOK) KIMHUYECKHUE TPOSBICHHUS MOPOKAa MOTYT CYLIECTBEHHO BapbHUpoBaTh. OJHAKO B
JT000M cllyyae MpH CHUHAPOME TMIOIIIA3UU JIEBBIX OTJEJOB CEpAlla COCTOSIHUE IMOCIe POXKAEHUs OyIeT
TSKEIIBIM  C  MPOTPECCUBHBIM YXYIIIEHMEM B JAuHamuke. [lodToMy He cieayeT mpensiTCTBOBATh
cCKopelilemMy nepeBoay peOeHKa M3 poaJoMa B KapAMOXMPYpPrHuUecKui crauuoHap. s crabunmzanuu
COCTOSIHUSL U 4TOOBI peOEHOK CMOT MEPEHECTH TPAHCIIOPTUPOBKY Cpa3y MOCJe POXKACHUS peOeHKY Oyaer
OpraHM30BaH BEHO3HBIM JOCTYI M HA4aTO BHYTPUBEHHOE BBeAcHHE mpemnapatoB rpymmnsl COIEA
MPOCTAarJaHAUHBbI C LB MPEAOTBPALIEHUS 3aKPBITHS OTKPBITOTO apTEPUAIBHOIO MPOTOKA, MHAYE €T0
3aKpbITHE TpUBEAET K He3aMeIIuTeNbHOM rubenn wmutajgeHna. HasnaueHue »Toro mpemaparta B
OOJIBIIMHCTBE CIy4YaeB MPUBOIUT K KPATKOBPEMEHHOM CTaOMIM3aIMH, YTO J1a€T BO3MOKHOCTh MIEPEBECTH
pebeHKka B KapAHOXUPYPTMUYECKUH CTAlMOHAap C IeJbl0 YTOYHEHHs aHaTOMUU TOpoka M mojdopa
ONTUMAJIBHOTO XUPYPIUYECKOTO JICUCHUS.

ITocne nepeBosia peGeHKa OyeT yTOUHEHA CTENEHb TSHKECTH COCTOSHUS, HAJTMYUE COIYTCTBYIOIIEH
NaToJOrMU. B ciaydae cTaOMIBHOTO COCTOSIHMS ONEPaTUBHOE BMEIIATEIBLCTBO OOBIYHO BBINOJHSETCS B
TeueHne 24-48 4yacoB ¢ MOMEHTa mepeBojia. B ciydae kpailHEHl TSKECTH COCTOSHHUS MEPBUYHO OymyT
BBITOJIHATECS PEaHUMMALIMOHHBIE MEPONPHUATHS, HANlpaBJICHHbIE HAa CTAOWJIM3ALMIO COCTOSHUSA, U JIHIIb
nocye crabuan3anuy OyIeT permaThCsi BOIPOC O BBIIOJIHEHUH XUPYPrHUECKOIO BMEIIATEIbCTBA.

CHHIpPOM THIIOIUIA3UH JIEBBIX OTAENIOB CEpLa MOAPa3yMeBaeT TAMHBIN MOAX0] K XUPYPTrU4eCKOMY
JEYCHUI0O M XapaKTEpU3YeTCs HEBO3MOXKHOCTBIO ITOJIHOTO aHAaTOMHUYECKOTO MCIPABICHUS IIOPOKa.
OTanHeli MOAXO0J COCTOUT M3 TPEX WIM YETBIPEX OIECPAaTUBHBIX BMEIIATENIBCTB M HAIIPABIICH JIMIIb Ha
CO3/IaHHE MPUEMJIEMBIX YCJIOBUH XHM3HM M pa3BUTUs peOeHka. OCHOBHas LEllb PEKOHCTPYKTHBHBIX
BMEUIATENbCTB — Pa300LICHUE apTepUaJIbHOTO M BEHO3HOIO KpOBOTOKOB. IloCKOJIBKY JaHHBIM
BPOX/IEHHBIH MOPOK Cep/la SBJIAETCS OJAHUM M3 Haubosee TSHKENbIX MOPOKOB, TO CIEAYeT OHMMAaTh U
BBICOKHE PUCKU HEOJIaromnpusTHOTO MCXOJa NpH JIeYeHUH JaHHOW mnatonoruu. Ilocie kaxmoro srama
KOPPEKLIMHM, B PaHHEM IIOCJIECONEPALMOHHOM IEPUOJE MOTYT BO3HHMKAThb PA3JIMYHBIE OCIJIOKHEHHUS:
IIOCJIEOTIEPALIMOHHBIE KPOBOTEUEHUS; CEPIEYHAs HEIOCTATOYHOCTH; AbIXaTelIbHAsl HEIOCTATOYHOCTH C
HE00X0AUMOCTBIO JJTUTEIbHON UCKYCCTBEHHOM BEHTHIISALIUM JIETKUX; OCTpast M0YEYHasi HEI0OCTaTOYHOCTh;
MHQEKIMOHHbIE OCIIOKHEHUs M Jp. llporpeccupoBaHuMe NaHHBIX OCJIOKHEHHH MOXKET NPHUBOIMUTH K
HEOOPaTUMBIM MOCIIEACTBUSAM. Pa3BuTHE OCI0KHEHUI BOBMOYKHO U B MEXATAITHBIX NIEPUOAX.

B OGonpmmHCTBE ciyyaeB Kak[as MOCIEyIOLIas 3TamHas onepauus HPUBOAUT K YIy4IIEHUIO
cocrossHus. CrieayeT NMOHUMAaTh, YTO KOJIMYECTBO ATANOB HE OKOHYATENBHO M MOTYT MOTPeOOBaThCS
JIOTIOJTHUTENbHBIE OTIEpaTUBHbIE BMEIIATENbCTBA (B CiIydae ObICTPOTO YXYALICHUs COCTOSIHUSA PEOCHKA).

ANbTepHaTUBON reMOJMHAMUYECKUX KOPPEKLUN MOKET CTaTh ONEpalus MEpecajku cepiaua Win
KOMIUIEKCa cepue-nerkue. JlanHas mporuenypa MoKeT ObITh BBIIIOJIHEHA Ha JIIOOOM ATarle JIeYeHUs MpH
HaJIMYUU )KU3HEHHO 3HAYMMBIX ITOKa3aHUM.

JleyeHne NaHHOTO BPOKJIEHHOTO MOpOKa Ceplla 3a4acTyro TpeOyeT JUIMTENBbHOTO HaXOXKJICHHS B
O0JIbHUYHBIX YCIOBUAX M YACTOTO HAOIIOJCHUS B MEXITAITHOM MEPHUOJIE, YTO TAKXKe TpeOyeT MOHUMaHHUS
Y MaKCUMAaJIbHOW OTBETCTBEHHOCTH POJUTEIIEH.

BaxHO He mpomycKaTh KOHTPOJIbHbIE 00CIeI0BaHMUs MTOCIIE ONEPALUH, JUIsl CBOEBPEMEHHON OLIEHKU
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pE3yJIbTaTOB KOPPEKIUHU U BBISIBIICHUS BO3MOXKHBIX OCJIOYKHEHMH, ClIe0BaTh PEKOMEHJALUsAM Bpada U
CBOEBPEMEHHO IIPUHUMATh BCE Ha3HAUEHHBIE ITPENapaThl.
[Tpunoxxenue I'1-I'N

LUkanb! oueHkKw, BONMPOCHUKUN N Aapyrme oueHO4YHble MHCTPYMEHTbl COCTOAHUA NauuneHTa,
npunBeaeHHble B KNMIMHNYECKUX peKkoMeHaauunsax

Her.

Hoggsle, n3nannsie B 2020-2025 rr. 1 odpunmansHO yTBepKaAEHHBIE MuH31paBoM PO,
KIIMHUYECKHE peKOMEHAANHU (PyKOBOJICTBA, MPOTOKOJIBI JICUEHHSI) — HA HAILIEM caiTe.
HHuTtepHeT-ccpuIKa:
http://disuria.ru/load/zakonodatelstvo/klinicheskie_rekomendacii_protokoly_lechenija/54.

Ecau rae-to kem-1o ,Z[aHHBIfI JOKYMCHT ObLI paHec paciicuarald, 1aHHOC H3o6pa>1<eHHe QR'KOI[EI
IIOMOXXCT BaM 6bICTpO nepeﬁTH 10 CCBIJIKE C 6YMaX(HOﬁ KOIMU — B HEM HAXOJUTCS 3Ta CChLIKA.
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