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AKTYyaJIbHOCTb IIPO0JIEeMBbI

Bpoxnennsie nopoku cepana (BIIC) npeacTapisitoT 0JiHy U3 caMbIX
pPaCIpOCTPAHEHHBIX BPOXJEHHBIX AaHOMAJIMM y JeTeil, MO YacToTe
BCTPEYAEMOCTH 3aHUMAIOIIYIO TPETh€ MECTO IIOCJI€  BPOXKIACHHOU
MaTOJIOTUX OMOPHO-/IBUTaTEJIbHOTO aImlapara W IEHTPAIbHOM HEPBHOMU
cuctembl [H.A. benokons, B.II. Tlomzonkos, 1991; JI.A. bokepus, N.H.
CrynakoB, P.I'. T'yakoma, 2006; E.I'. JleBuenko, 2003]. Yacto BIIC
BBISBJISIIOTCSI B COCTaBE CUHJIPOMOB MOJIMCUCTEMHBIX aHOMAIUH, MPU STOM
Ha COCTOSIHUE OpraHu3Ma M TaKTUKYy JICYCHHUS] BIMUSIET KaXIbld U3
koMmrnoHeHTOB cuHapoma [E.I". Jleuenko, B.A. To6ommn, H.I1. Kotinykosa,
2000]. HMccnenoBanusi MOCAEAHUX JET YOSAUTEIBHO CBHUIETEIBCTBYIOT O
HEYKJIOHHOM POCTE YaCTOThl BOBHUKHOBEHHMS CHHJIPOMOB MHO>KECTBEHHBIX
BPOXKJCHHBIX TOPOKOB  pPa3BUTHUS, UYTO JUKTYeT HEOOXOAUMOCTh
pa3pabOTKU MPOTOKOJIa BEJCHUSI JAHHOW KaTEropuM MAlMEHTOB Ha BCEX
JTamax TrOCMUTAILHOIO TIEpUOJia TMPU BBIMOJIHEHUM XUPYPrUUYECKOU
koppexuuu BIIC.

OnHUM W3 CHHAPOMOB TOJMCHUCTEMHBIX aHOMaJui, B COCTaBe
KOTOPBIX ~ BO3MOKHO  HaJW4yM€  BPOXKIECHHOW IMATOJIOTUH CEpJEeUHO-
cocyaucToil cuctemsl, siBisgercs cunapom Noonan. Cunapom Noonan kak
OTJIENIbHBIM T€HEeTUYECKU CHHIpPOM ObLI ommcaH B 1963 r. u Ha3BaH 10
bamunuu amepukaHckoro kapauonora J.A. Noonan, BrepBble yka3aBIIei
Ha HO30JIOTMYECKYI0 MHANBUIYaJIbHOCTh PaHEE BBIJCIECHHOIO KOMILJIEKCA
BPOXKJICHHBIX MOPOKOB pa3BUTHS. K KIMHUYECKUM NPOSIBICHUSM CUHIpPOMA
Noonan oTHOCST MpU3HAKU TUCIUIA3UU COCAUHUTEILHON TKAaHU, aHOMAJTUU
Pa3BUTHSI MOYEBBIACIUTEIBHOM CHCTEMbI, MATOJOTUIO LIEHTpaIbHOU
HEPBHOW CHCTEMBI, HAPYLIECHUS CBEPThIBaOIIE cucteMbl kKpoBu. BIIC y
namueHToB ¢ cuHapomoMm NOONaN BCTpeyaroTCs, MO JaHHBIM Pa3IMYHBIX

aBTOpoB, ¢ dyactotoi or 50 mo 80% [M. Burch, M. Sharland, E.



Shinebourne, 1993; J.A. Noonan, 1994; J.E. Allanson, 2005] u
MPEUMYIIIECTBEHHO  MPEJCTABICHb  CTEHO30M  JIETOYHOM  apTepuu
(KaraHHBIM WJIN KOMOMHHUPOBAHHBIM), runepTpodpuyeckon
KapJIMOMHOIIATUEN, 1e(PEKTOM MEXIpeacepaHON MeperopoaKu, nedexTom
MEXOKETYTOUYKOBOM MEPETOPOIKH.

[IpoBeneHHBIA  aHaIM3  OTEUYECTBEHHBIX M 3apyOEkHBIX
JUTEPATYpPHBIX MCTOYHHUKOB TMOKAa3aJl, 4YTO JIE€TAJILHOTO HCCIIEIOBAHMUS,
MOCBSIIIEHHOTO H3Y4YeHWI0 BIUsSHUA cuHApoMa NoOonan Ha TeuyeHue
OJMVDKAWIIEro  TMOCJIEONEpPalMOHHOT0  MepuoAa TMPU  XUPYPIHUECKOM
neyenun BIIC, He mnpoBOAWIIOCH, MOATOMY TMpEACTaBlIeHHas padoTa
SBJIIETCSI 11€J1eCO00pPa3HOM U aKTyaIbHOM.

Heanb ucciaenoBanmnsi: pa3padboTaTh TAaKTUKY BEJCHUS MAIIUEHTOB C
cuaapomom Noonan nipu xupyprudeckoit koppexunu BIIC.

3amavu ncciie10BaHuA

1. TIpoBecTH pETPOCNEKTUBHBIA aHAIU3 HUCXOJHOTO0 KIMHUYECKOTO
cocTosiHusl nanreHToB ¢ pasznuuHbiMu BIIC B cocraBe cunapoma
Noonan mpu MOCTYIUICHUH B CTAI[HOHAP.

2. Pa3paboraTh miuaH oOciieoBaHMs MAMEHTOB ¢ cuHApoMoM Noonan
IpU TMOATOTOBKE K XUPYPTrUYECKOMY BMEMIATENLCTBY MO TOBOIY
BIIC.

3. Onenutp BausHHe cuHapoma NOONan Ha TedeHHe OMKaANIIEro
MOCJICONEPAIIMOHHOTO TMEPUOJa MPHU BHIMOJIHEHUU XUPYPrUueCKOU
koppekuuu BIIC.

Hay4Hasi HOBU3HA

JlanHast pa0GoTa SIBISETCS TEPBHIM B OTCUYECTBEHHOW JUTEpaType
00O0IIAIOIMIUM  HCCIICIOBAaHUEM, TIOCBSIICHHBIM M3YYCHUIO  BIIUSHUSA
cugapomMa NOONan Ha TedeHHE OJMKANIIETO MOCICONePAMOHHOTO

Nepuojia Mpu BBINOJHEHUU xupyprudyeckoil koppekuuu BIIC. Ha



OCHOBAHMHM INOJYYEHHBIX PE3YyJbTAaTOB BIIEPBBIC JOKA3aHO, YTO ITALIMEHTHI,
crpanarome BIIC B coctaBe cunapoma NOONan, cocTaBisiOT Tpymniy
pUCKA IO Pa3BUTHIO OCJIOXHEHHUM, OIPEACIAIOIIMNX TSKECTh TEUCHUS
OnmKalIlero MmocieonepaluoHHoro nepuosa. Bnepssie pazpaboTtaH IuiaH
oOcieroBaHus MAMeHTOB ¢ cuHApoMoM NOONan Ha 3Tare MOATOTOBKH K
OIIEpaTUBHOMY BMELIATENILCTBY, YTO IO3BOJIMT ONTUMHU3UPOBATH TAKTHUKY
BEJICHUS YKa3aHHOTO KOHTHHI€HTa OOJIbHBIX IIPH XHUPYPTUYECKOM JICUEHHUH
BPO’KJICHHBIX aHOMAJIUI pa3BUTHUS CEPAECUYHO-COCYAUCTON CUCTEMBI.

IIpakTH4Yeckast 3HAYUMOCTDH MCCICAOBAHUS

[IpakTueckass 3HaYUMOCTh pPAOOTHI 3aKIOYaeTCs B pa3paboOTKe
TAaKTUKU BEACHHUS MAalKMEHTOB, CTpajaroliux cuHapomoM Noonan, mpu
xupypruyeckoMm sieueHnu BIIC ¢ yueToM BIMsSHUA TaHHOTO T€HETUYECKOTO
CUHApPOMA Ha TEUECHHE ONM>KAMILIEro MOCIE0NepauoOHHOrO Nepruoaa.

IHonoxeHus nuccepTalui, BBIHOCHMbIE HA 3aIUTY

1. IMammentam ¢ cuHgpomom NOONan, KOTOPHIM IIAHUPYETCS
BBITIOJIHEHUE Xupyprudeckoil koppekiuu BIIC, nHeoOxomumo
IIPOBEJICHHE KOMIIJIEKCHOTO o0creoBaHus C LENBIO
CBOEBPEMEHHOTO  BBISIBJICHUS 3KCTpAaKapAHAJIbHONM MAaTOJIOTHUH,
XapaKTEPHOU JUIsl TaHHOTO TEHETUYECKOr0 CUHAPOMA.

2. IMammentsl, crpagaronue BIIC B cocraBe cuuHmpoma Noonan,
COCTABJSIIOT ~ IPYIIly PpHCKAa [0  Pa3BUTHIO  OCJIOKHEHUH,
ONPEAESIFOLINX TSKECTh TE€YEHUS OnmoKaifiero
MOCJIEONEPAIIMIOHHOTO MTEPUO/IA.

3. OcnoxHeHUsT  OMIDKAWIEro  MOCJIEONEpalMOHHOTO0  Tepuoa,
pa3BUBalIIMecs Yy TNanueHToB ¢ cuHapomom Noonan mpu
xupypruueckont koppekuuu BIIC, reneTnueckn 1eTepMUHUPOBAHBI.
Peanuszanus pe3yibTaToB MCCIeI0BAHUSA

OcHOBHBIC ITOJIOXKCHUA )41 IMPAKTHYCCKHEC PECKOMCHAAINH,



chOopMyIUPOBAHHBIC B AMCCEPTALIUU, HALUTH TPUMEHEHUE B MPAKTUYECKOM
NEATENIBHOCTH  OTAeneHnd HaydHoro mneHTpa CepaedHO-COCYIMCTOU
xupyprun uM. A.H. bakyneBa PAMH, 3aHuMarommxcsi XupyprudecKum
neyenuem BIIC.

AnpoOauus aucceprauuu

Marepuanel auccepranu Ja0joxkeHsl 15 centssops 2010 roga Ha
O0BbeIUHEHHOW  KOH(EpPeHIMH OTHIEJICHHA HEOTIOXKHONH  XUPYpruu
BpPOKIEHHBIX IIOPOKOB CEP/Ila y AETEN paHHETO BO3pacTa, XUPYpPruuecKOro
JICYEHUs BPOXKICHHBIX IOPOKOB Cepllla y AETEed paHHEro BO3pacTa,
XUPYPruyecKoro JEUYCHUs BPOXKICHHBIX TOPOKOB  cepala Yy JeTeu
CTaplIero BO3pacTa, PEKOHCTPYKTUBHOW XHUPYPTHH HOBOPOKICHHBIX H
JeTed TEepBOrOo ToJa JKU3HU C BPOXICHHBIMU TOPOKaMHU CEpJla,
WHTCHCUBHOW KapJUOJIOTUM HEJOHOLIEHHBIX W TPYAHBIX JETel ¢
BpPOKJAEHHBIMU ITOPOKaMH cep/iia HaydyHoro neHTpa cepieuHo-coCyAUCTOM
xupypruu uM. A.H. bakynesa PAMH.

Iy6oaukanuu

[To Teme muccepranuu OmyOJUKOBAaHO 6 TMEYaTHBIX PabOT, B TOM
yuciae 3 CcTaTbu B BEAYUIMX PEIEH3UPYEMbIX HAyUHBIX W3JAAHUSX,
onpeaeneHHbix BAK.

O0beM u CTPYKTYpa AUCCEPTALUU

HuccepTtanus uznoxkena Ha 138 cTpaHuilax MalTuHOMUCHOTO TEKCTa,
collepkuT 24 TabiuIbl, WUTFOCTpUpOBaHa 6 pucyHkamu. PaboTta coctout
U3 BBeACHUS, 4-X TJaB, OOCYXICHHUS, 3aKJIIOYEHUS, BBIBOJIOB,
MPAaKTUYECKUX PEKOMEHJAIMA M CIHCKA JIUTepaTyphl, BKIIOUaromero 46

OTE€YECTBECHHBIX 1 79 HHOCTPAHHBIX HCTOYHHUKOB.



OcHoOBHOE coep:xkaHue padoThI

MarepuaJj u MeTOABI HCCIETOBAHUSA

3a mepuon ¢ suBapsa 1999 roga no nexkadps 2008 roma B Hayunom
LIEHTpE cepaeuHo-cocyaucTol xupypruu um. A.H. bakynea PAMH
xupypruueckas koppekuus paziauunbix BIIC Obuia BblmosnHeHa 37-mu
nanueHTam ¢ cuagpomom Noonan. V 28-mu nauuentoB (75,7%) nuarHos
cuaapoma Noonan Obul MOATBEPKJIEH BPAuOM-T€HETUKOM Ha OCHOBAHHHU
MPOBEJICHHOTO0 KOMILUIEKCHOTO oOclieoBanus, y 9-tu 0onbHbIX (24,3%) —
nocTaBieH QeHoTunuuecku. 18 obcienoBaHHbIX 00JBHBIX (48,6%) ObLTH
My3KCKOTO ToJia, 19 6onbHbIX (51,4%) — skeHckoro mosa. Bo3pact 001bHBIX
BappupoBan oT 8,5 mec. 10 16 ner. Macca Tena manqueHToOB Kosiedaaach
oT 5,6 kT 110 39 KT.

B 3aBucumoctn ot cnoxknoctu BIIC Bce manueHThl ¢ CHHAPOMOM
Noonan ObLu pa3aesieHbl Ha IBE MOATPYIIIIbL:

1. manmenTs! ¢ u3onupoBaHHbiM BIIC (kianaHHbIi CTEHO3 JIETOYHOM
apTepuy, KOMOMHHPOBAHHBIA CTEHO3 JIETOYHOM apTepuH, OTKPBITHIN
apTepUaNIbHBIN MPOTOK, AEPEKT MEXKIPEACEPAHON EPETOPOIKH, AaHOMAIIUS
Domretina) — 16 yenosek (43,2%);

2. mamueHTsl ¢ kKomOmHHpoBaHHBIM BIIC (pasnuunble coueTaHus
CeNTaANbHBIX Je(EeKTOB C OOCTpYyKLUHEH BBIBOAHBIX TPAKTOB JIEBOTO U
IIPaBOr0 JKENyI0YKOB, a TaKKe C KJAallaHHOM maTtoJjiorueil) — 21 yenosek
(56,8%).

B KOHTpOdBHYIO Tpynmy Mbl BKIIOUWIM 35 mMauuMeHToB 0e3
TF€HEeTUYECKOM TMAaTOJIOTHH, KOTOpble ObUIM ONEPUPOBAHBI IO TMOBOIY
paznmuunbix BIIC B HayyHoM LieHTpe cCeplieuHO-COCYIUCTON XHUPYPTHUH
uM. A.H. bakynesa PAMH 3a mepuony c sHBaps 1999 roma mo
nexadps 2008 roga. 16 yenoBek U3 KOHTPOJIbHOU rpymnbl (45,7%) Oblu

Mykckoro mona, 19 uemoek (54,3%) — xeHckoro mona. Bospacrt



OOJIbHBIX BapbUpoBal OT 7 Mec. g0 15 mer. Macca Tena malueHTOB
KoJsiebajgach OT 5 Kr 10 34 KT.

B 3aBucumoctu ot cinoxknoctu BIIC Bce mamueHThl KOHTPOJBHOM
IPYIIIBI TaK)Ke OBLIN pa3/iesieHbl Ha ABE MOATPYIIIIbL:

1. manments! ¢ uzonupoBanHbiM BIIC (knanaHHBIN CTEHO3 JIETOYHOM
apTepu, KOMOMHUPOBAHHBIH CTEHO3 JIETOYHOM aptepud, JedexT
MEXIPEICEPIHON MEPETrOPOAKH, AehEKT MEKIKETYT0YKOBOM TIEPETOPOIKH,
OTKPBITBIM apTepHaNbHBIM MPOTOK, aHOMaIUs DOmmTeliHa) — 18 denoBek
(51,4%);

2. manueHThl ¢ KoMOMHUpoBaHHBIM BIIC (pa3zmuunble couyeTaHus
CENTaJbHBIX JIePEKTOB ¢ OOCTPYKIMEH BBIBOAHBIX TPAKTOB JIEBOTO H
IIPaBOT0 JKEIyI0YKOB, a TaKKe C KJAlaHHOM maTtojioruen) — 17 yenoBek
(48,6%).

Bce manueHThl OCHOBHOM M KOHTPOJIBHOM TPYIIT ObLIM 00CIIeI0BaHbBI
(0 CTaHIAPTHOMY MPOTOKOJTY, BKJIFOUABIIIEMY (dbuzuKanbHOE
oOcretoBaHme,  dJIEKTpokapauorpaduio, peHTreHorpadguioo  rpyaHOU
KJICTKH, TPAHCTOPAKAJIbHYIO dXOKapAHUOrpaduio U IIBETHOE JIOMIIIICPOBCKOE
KapTUpOBaHWE, a TakXke JlabopaTOpHbIE METOAbl  MCCIEAOBAHUS
(KIMHUYECKUW  aHamu3  KPOBH,  KIMHUYECKUA  aHAIM3  MOYH,
KoaryynorpamMmmy). B psiie ciydaeB C 1EJbIO YTOUYHEHHUS! aHATOMHUYECKHUX
ocobennoctret BIIC manueHTamM BBIONHSIM KaTETEpU3AIlAI0 TOJIOCTEH
cep/ra u aHTHoKapauorpaduio.

Ha moMeHT mocTyruieHusi B CTallMOHAp KIMHUYECKOE COCTOSTHUE
MAlMEHTOB OCHOBHOM TPYNIIBl PACIEHUBAJIOCh KAK CPEAHEHW CTEIEeHU
TSOKECTH WiId - TspKenoe. JKajoObl MalMeHTOB ObLIM  MPEICTaBJICHBI
YTOMJISIEMOCTBIO, OJIBIIIIKOM B MOKOE€ W/WiaU Tpu (U3HUYECKOW Harpyske,
CHIDKCHHMEM amIeTUTa, TOBBIIMICHHON MOTIMBOCTBIO. IIpn 0OBEKTUBHOM

HCCIICAO0OBAaHUN OOJIBHBIX 06pa111aJ10 Ha ceO0s BHUMaHWE HAJIMYHC OJABIIIKH,



TaxuKapAuu, TernaToMerajluu, OTEeKOoB. TakuMm o00pa3oMm, MpPU3HAKU
HEJOCTATOYHOCTH KPOBOOOPAIEHUSI PA3TUYHON CTENEHU BBIPAKEHHOCTU
ObLT 0TMEUeHBI Y Bcex 00ibHBIX (100%) u He ABISIHMCH celUUIHBIMU
st cuaapoma Noonan. V' 29-tu denoBek (78,4%) Obuia BbIsIBIICHA
HeJI0CTaTOYHOCTh KpoBooOpamenus: (HK) 1 crenenu, y 6-Tu manueHTOB
(16,2%) — HK 2A cremenu, y 2-x YeJOBEK HAOIIOAIMCh IIPH3HAKU
HK 2b crenenu.

Y manuMeHTOB OCHOBHOM Trpynmbl OBUIO OTMEUEHO HaJIU4ue
MHOXECTBEHHBIX CTUTM JIU33MOpPUOTEHE3a COCIUHUTEIBHOM TKaHU
(rumepTenopu3M, NTO3 BEK, BBICOKAs TpaHUIlAa pocTa  BOJOC,
HU3KOPACIIOJI0KEHHBIE YIITHBIE PAKOBUHBI, KOKHBIE KPHLIIOBUAHBIC CKIIAJIKH
B oOnactu 1ieu, AepopManus TPyJHOM KIETKH). DKCTpakapAualbHas
naToJiorTusl OblIa TMpEACTaBIIEHA AHOMAJIUSMHU DPA3BUTHS MOUYEMOJIOBOU
CUCTEMBI  (KpPUNTOPXHU3M, YyJIBOGHHE TIIOYKH, CTEHO3 MOYETOUYHHUKA,
THIOIUTa3Usl  TIOYEK,  MHUEJO0IKTa3Wsi,  THUIOCMagusi),  MaTOJOTHEl
[EHTPAJIbHOW HEPBHON CHUCTEMBI (33/IepKKa TEMIIOB TICHXOMOTOPHOTO
pPa3BUTHS, CHHIIPOM MBIIIEYHOW THUMNOTOHWUHU, CHUHAPOM TICUXOMOTOPHOM
pPacTOPMOXKEHHOCTH, TpybOe OpraHuvecKoe TMOpaKeHHWEe IIEHTPAIbHON
HEPBHOU cUCTEMBI), AedeKTaMH pa3BUTHUs cKeleTa (aedopMaius rpyIHON
KJIETKH, CKOJHMO3, IIJIOCKO-BalmbrycHas nedopMaiusi CTOM), a TaKkke
MaTOJIOTUEW OpPraHoB 3peHus U ciyxa (Kocorjazue, MUOMNUs, KoioOoma
paay’KKU, CHUKEHHE CITyXa).

JlanHble ANEKTPOKapIAMOTpaUuecKoro M PpPEHTreHOrpapuyecKoro
uccienoBanuil He npotuBopeurn BeisiBieHHOMY BIIC. [lpu BbionHEeHUN
TPAHCTOPAKAILHON dXOKapAuorpaduu TalMeHTaM C KJIAalaHHBIM HWIIH
KOMOMHUPOBAHHBIM CTEHO30M JIETOYHOM apTepuu y 5-TH 4denoBek (25%)
OB BBISIBJICHBI JUCIUIACTUYHBIE CTBOPKH JIETOYHOTO KJalaHa, dYTo

ABIIIeTCS XapakTepHbIM Juist cuaapoma Noonan. [pu apyrux BIIC nannbie
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sxoKkapauorpaduu HE SIBISUIMCh CHEHUPUYHBIMH [l YKA3aHHOTO
TE€HETUYECKOT0 CUHAPOMA.

[Io pe3ynapTaTaM KIMHUYECKOTO aHalW3a KpPOBM HA MOMEHT
noctyrmiaeHuss y 3-x mamueHtoB (9,7%) oTrMeuanach TPOMOOIUTOTICHHS.
VYpoBeHb cosiepxanus TPOMOOIIMTOB MPU 3TOM BapbUPOBAI OT 95x10%1 1o
105x10%n u cocraBun B cpegmeM 99,3+5,1x10%m1. VYV 2-X maummpeHTOB
(5,4%), crpamaBmmx BIIC nmMaHoTuyeckoro THma, OBLIO BBISBICHO
KOMIIEHCATOPHOE TOBBIIICHUE COJIEP>KaHUsI TeMOITIOOMHA U 3PUTPOIMTOB
nepudepudeckoil KpOBH, UYTO HE SABISIIOCH CIEHM(DUUHBIM AJII CHHIPOMA
Noonan.

[lo nanHbIM Kkoarynorpammbel y 4-x OosbHbiX (10,8%) ObLIO
OTMEYECHO YATUHEHHUE aKTUBUPOBAHHOTO 4aCTUYHOTO
TPOMOOIIJIACTUHOBOTO BpeMEHH B mpezenax ot 56,0 ¢ 1o 65,7 ¢ (B cpeaHem
61,314,1 ¢). Bo Bcex cnyuasx y/UIMHEHHE aKTUBUPOBAHHOTO YACTUYHOTO
TPpOMOOIIACTUHOBOIO ~ BPEMEHUM  COYETAIOCh  C  HOPMAJIbHBIMHU
MOKa3aTeliIMMU  MPOTPOMOMHOBOTO  TeCTa,  YTO  XapaKTEepPU3YeT
TUNO(YHKIUIO TJIa3MEHHBIX  (AKTOPOB, YYACTBYIOIIMX TOJBKO BO
BHyTpeHHeM MexaHusme cBepThiBaHus (paktopel XII, Xl, X, VIII). IIpu
ATOM Yy MAIlMEHTOB HE HAOII0JANIOCh TeMOPpPAaruYecKuX SIBICHUN KaK Ha
MOMEHT OCMOTpa, TaK W B aHaMHe3e. JlaJbHEMIero WCCiIeI0BaHus
CBEPTBHIBAIOLIEH CHCTEMBbl KpPOBHM C IICNbIO BBISBICHUS BO3MOXKHBIX
HapyIICHUH reMocTa3a Ha JI00NepallMOHHOM 3Tare He MPOBOAUIIOCH.

1 mamueHT ocHoBHOM rpymmbl  (2,7%) cTpagan  00JIe3HBIO
Bunnebpanna v moCTynmuil Ha ONepaTUBHOE JICYCHHUE MOCIIE KOHCYIbTAIIUU
remMaToJIora.

Y 100% mnanueHTOB  OCHOBHOM  IpyHmbl  BCE  IOKAa3aTeNH
KJIIMHAYECKOTO aHAJIM3a MOYH MPHU MOCTYIUICHUH B CTAIMOHAP HAXOUIINCH

B IIpeJiesiax BO3PACTHOM HOPMBI.
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KivHuueckoe CcOCTOSIHME TMalMeHTOB KOHTPOJBHOM TpyNmbl Ha
MOMEHT TMOCTYIIJICHUSI B CTAallMOHAp TaKXKE PACIEHUBAJIOCh KaK CpeaHen
CTENEHU TsDKECTH WU Tspkenoe. Y Bcex OonbHBIX (100%) oTMeuanuch
NPU3HAKK HEJIOCTATOYHOCTH KPOBOOOpAIIEHUS Pa3IMYHOM  CTETEeHU
BBIPDAKEHHOCTH, TOpH 3TOM y 31-ro mauuenrta (88,6%) Obla BbIsBIEHA
HK 1 ctenenu, y 4-x yenosek (11,4%) — HK 2A crenenu.

VY manueHToB KOHTPOJIBLHOMN TPYIIIBI 0 JaHHBIM WHCTPYMEHTATBHBIX
U 7a00paTOPHBIX METOAOB HCCIEAOBAHUS CHELMPUUECKUX H3MEHEHUU

OTMEYEHO HE ObLIO.

Pe3yabTaThl ncclieI0BaHUS U 00CY KIeHHeE.

[Ipu cpaBHEHHHM HWCXOIHOTO KIMHHUYECKOTO COCTOSHHUS OOJBHBIX
OCHOBHOW ¥  KOHTPOJBHOW TPYNI 1O CTEHNEHU BBIPAKECHHOCTH
HEJIOCTaTOYHOCTH KPOBOOOPAIICHHUS CTATUCTUYECKU 3HAYUMBIX Pa3IuYHid
MEXKly TpyIIaMH BhISIBJIEHO HEe ObUIO (Tabsmiia Nel).

Tabmuma Nel.
Pacnipenenenne manueHTOB MO CTEMEHU BBIPAXKEHHOCTH HEIOCTATOUHOCTH

KpOBOOOpAIIEHHS MPHU MOCTYIJIEHWU B cTaiinoHap, p>0,05.

OcuoBnas rpynna (n=37) | KonrponsHas rpymma (N=35)
Crenenp HK
abc. % abc. %
I 29 78,4 31 88,6
A 6 16,2 4 11,4
b 2 5,4 - -

CnekTp 3KCTpakapAHAIbHOW MATOJOTHHM OTIMYAJICS y MalHeHTOB
OCHOBHOW M KOHTPOJIHOMW Tpymm. Y OOJbHBIX KOHTPOJILHOW TPYIIILI HE
HaOJII0/IaJIOCh  aHOMAJIMM  Pa3BUTHS TOYEK M MOYEBBLICIUTEIHHOM

CHCTCMBI, I[C(I)GKTOB Pa3BUTHA CKCJICTA, IIATOJIOIMKM OPraHOB 3pPCHHUA H
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CIIyXa, BBISBICHHBIX Yy IAIMEHTOB OCHOBHOW rpymnmnbl. [latonorust co
CTOPOHBI HEPBHOW CHCTEMBI B BUJIE 3aJEPKKHA IICUXOMOTOPHOTO Pa3BUTHUSA
HaOMofalach y ManMeHToB ob6eux rpynn. OpraHudeckoe MopaxeHue
LHEHTPAIbHOM HEPBHOM CHUCTEMbl C TpyObIMH JIBUTATEIbHBIMH U
WHTEJUICKTYaIbHBIMU HapyIieHUussMA, TudQy3HasT MBITIICYHAs TUTIOTOHMS, &
TaK)K€ CHHJIPOM TICUXOMOTOPHOM PAaCTOPMOKEHHOCTH OBbUIM BBISBIICHBI
TOJIBKO Y TAallMEHTOB ¢ cuHapomom Noonan.

Bcem mammentam ocHoBHOM W KOHTpodsHOUM rpymm (100%) Obuia
BBITIOJIHEHA Xupyprudeckas koppekuus BIIC, npu stom cnerubuynas 1is
nanuMeHToB ¢ cuHapomoM NOONan mnpenomnepanvoHHas MOATOTOBKA HE
npoBojuiack. B ocHOBHOUM rpymme Obuio BhiMoigHeHO 30 omepanuii B
YCIIOBUSIX HCKYCCTBEHHOTO KpoBOoOOpamieHusi, 4 omnepauua — 10
«3aKpBITOM» METOAMKE MW 16 SHOOBACKYISIPHBIX  XUPYPIHUECKHUX
BMEIIATEILCTB. B KOHTPOJIBHON TpyIiie ObLIO BBIMOJIHEHO 27 omepaluii ¢
UCIIOJIb30BAHUEM HMCKYCCTBEHHOT'O KPOBOOOpAILEHUS, MO «3aKPBITON»
METO/IMKE — 4 oTepalnu, YHJI0BACKYIAPHBIX BMeMaTeascTB — 11.

[Toaxoasl xk xupypruueckomy JedeHuto BIIC y mamuenToB o6eux
IPYIII HE OTANYaNUCh. COTJacCHO JAHHBIM BBIITOJTHEHHOTO UCCIIEIOBAHUS, Y
nmanuMeHToB ¢ cuHapomoMm NOONan, omepupoBaHHBIX IO  TOBOIY
KJIAMIAHHOTO WJIM KOMOMHUPOBAHHOIO CTEHO3a JIETOYHOM apTepuH, MpHU
VMHTPAONEPAMOHHOW PEBU3UM JIETOYHOTO KJIarlaHa JOCTOBEPHO Yalle
BCTPEYAIIUCH TUCIUIACTUYHBIC (OTEYHBIC, e(HOPMUPOBAHHBIC, 3HAUUTEITHLHO

YTOJIIEHHBIE) CTBOPKU (Tabimua Ne2).
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Tao6ania Ne2.
Pacnipenenenre nanpeHTOB B 3aBUCHMOCTH OT MEXaHU3Ma (pOPMUPOBAHUS

KJIAaIaHHOTO CTEHO3a Jieroynou aprepuu, p<0,05.

Mexanusm OcHoBHas rpymma KontpombHast
Ne (bopMupoBaHus (n=15) rpynma (N=11)
CTEHO3a abc. % abc. %

Cpanienue CTBOpOK

1. KJIallaHa 110 2 13,3 10 90,9
KOMHCCYpam
Jlucrmasusi CTBOPOK
2. P 13 86,7 1 9,1
KJIaraHa

Hanuume XxapakTepHBIX IS MamueHToB ¢ cuHApoMoM Noonan
JTUCIUIACTHYHBIX CTBOPOK JIETOYHOTO KJjamaHa MOXET TMPUBOIUTh K
CHUKEHUIO 3¢ HEeKTUBHOCTH TPaHCIIOMUHAIBHON OaJITTOHHOM
BaJIbBYJIOIJIACTUKK KJIAIMIAHHOTO CTEHO3a JIeroyHoW aptepun. OgHAKO
cpaBHEeHHE 3(PGEKTUBHOCTH BBINIOJHEHUS OalJIOHHOW BalIbBYJIOILIACTHKHU
KJIAIAHHOTO CTE€HO3a JIETOYHOW apTEpPUM Yy IMAlMEHTOB OCHOBHOM U
KOHTPOJIBHOM TPYMNI HE SIBJIUIOCH 3aJa4ye€ll HACTOSIETO MCCIECNOBAHUS U
3aCNy’)KMBAeT JICTAIbHOTO UW3YYEHHS Ha  PaCIIUPEHHOW  BBIOOpKE
MaIMEHTOB.

Teduenne OmKalIero TMOCICONEPAIMOHHOTO Teproja  ObLIO
npociexeHo y  100% nDanueHToB OCHOBHOM W KOHTPOJIBHOW TpyII,
BBDKUBILKX MOcJE XUpyprudaeckor koppexkunu BIIC.

B mocneomnepanimoHHOM TepHoOie BCE MAIMEHTHI, 32 UCKIIOYCHUEM
OOJIBbHBIX, TIOIBEPTIINXCS 9HOBACKYJISPHBIM XUPYPTHUECKUM
BMEIIIATEILCTBAM, HY)KIAJIUCh B HWCKYCCTBCHHOW BCHTHIIAIIMM JICTKHX,

MPOJOJDKUTEIFHOCTh  KOTOPOM  Obuta  pasznuyHoil.  MCKycCTBEHHYIO
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BEHTWISILIUIO JIETKUX CYUTAIM JUIMTEIbHON MpU TMPOBEICHUU TOCIETHEN
0onee 48 Jacos.

Bce OonbHBIE, KpOME€ TMAIMEHTOB, MEPEHECHINX MEepPEBI3KY
OTKpPBITOTO apTEPUATBHOTO MPOTOKA W HHAOBACKYJISAPHYIO KOPPEKIIHUIO
BIIC, B mnocneonepallOHHOM TMEPUOJE TMOJAydald HMHOTPOIHYIO
noAJiepkKy. BbpiOop HMHOTpomHOro mnpemnapara (IonamMuH, J0OyTaMuH,
aJipEeHaJnH), a TaKXkKe HeoOXOoIuMas JT0O3UPOBKA OMPENEISIIUCH CTENEHBIO
BBIPAKEHHOCTU CEPACYHON HEAOCTATOYHOCTU. JI03MpPOBKM JOMAMUHA HE
Oonee 5 MKI/KI/MUH., afapeHanuHa — He Bbie 0,05 MKI/KI/MUH. cUyUTaIH
CpPeIHUMHU TepareBTHYECKUMU. B Tex ciydasx, Koraa s Mmojjaep KaHus
aJICKBaTHOM T'€MOJIMHAMUKHU TPeOOBAJIMCH J03bl MHOTPOITHBIX MpEnapaTos,
MPEBBIIAIONINE TEPANEBTUYECKUE, a TaKXKe MPU HAJWYUU y MalMeHTa
3HAUUTENIBHBIX TIOTEPh M0 JIpEHa)KaM, Pa3BUTHU THUAPOTOPAKCA WIH
ruaponepukapaa, OMMKaWIIUN MOCICONepalluOHHBIN MEePUO CUUTAICS
OCJIOKHEHHBIM CEPJICYHON HEJOCTATOUHOCTHIO.

[Tpu aHau3e KJIIMHUYECKOTO COCTOSIHUS MalKeHTOB
OCHOBHOW Tpynmbl B OMDKallieM TOCICONEPAIIMOHHOM  TEPHOJIE
MBI OIIEHHWBAJIM CJEAYIOIIME TOKa3aTenau: 1) MIUTEeIbHOCTh IPOBEACHUS
MCKYCCTBEHHOW BEHTUJISIIUU JIETKUX; 2) MPOJIOKUTEILHOCT MPEObIBAaHUS
nalveHTa B OTACJICHUM peaHUMalMd U WHTEHCUBHOW Tepaliuu;
3) AMUTENbHOCTh MPUMEHEHUSI HWHOTPOIHOW NOAJEPKKHU; 4) BUIBI H
YaCTOTy IOCJEONEPAIMOHHBIX OCJIOXHEHHI; 5) MNpOAOJIKUTEIBHOCTD
rOCTIUTATN3AIINH,

B Xone BBINIOTHEHHOTO WCCIEIOBAHUS MBI CpPAaBHUJIU TEUYEHUE
OJIMDKAKMIIETo TMOCICONEePalMOHHOTO TMeprUojia y TMallMeHTOB OCHOBHOW U
KOHTPOJIBHOM  TPYIIII. CormacHo  pe3yinpTaTaM  MPOBEACHHOTO
CPaBHUTEIIBHOTO  aHaidu3a, MalueHTel ¢ cu"apomoM  Noonan,

onepupoBaHHbIe MO MoBOAY u3onupoBanHoro BIIC, mocroBepHo Oosee
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JUINTEJIbHO  HAXOIWIMCh  HA HUCKYCCTBEHHOM  BEHTWJISIUM JIETKHUX
(tabmuma Ne3), yTo TpeOoBasi0O YBEIMYEHUS CPOKOB TMpeObIBaHUS B
OTJCJICHNH pEaHWMallMd M HMHTEHCUBHON Ttepanmuu — 3,842,5 cyr. B
ocHoBHoM rpymmne (N=11) u 1,4+0,5 cyr. B KOHTpOJIBbHOH rpymme (N=12)
(p<0,05).
Tabmuna Ne 3.
Pacnpenenenne manueHTOB OCHOBHOW M KOHTPOJIBHOM I'PYIIII €
n30aupoBaHHbIM BIIC B 3aBUCMMOCTH OT ITPOJIOJKATEIBHOCTH

HMCKYCCTBEHHOW BEHTHJIAIIUHM JieTkuX, p<0,05.

OcHoBHas rpyrmma KoHTposbHas rpyrma
[TpoI0KUTETEHOCTh
(n=12) (n=14)
NBJI (u)
a0c. % a0c. %
48 4 1 MeHee 6 50 14 100
Bosee 48 u 6 50 - -

[Tarimentsr ¢ cuaapomoMm NoOONan, omepwpoBaHHBIE TIO TOBOMY
koMOunupoBanHoro BIIC, noctoBepHo 6osee JIMTENBHO HAXOAWIUCH HA
HUCKYCCTBEHHOW BEHTWJISIIUM JieTKUX (Tabnmuua Ne4), 4dtro TpeboBaso
YBEJIMYCHHUS CPOKOB TMpeOBbIBaHWS B  OTACICHUM pEaHUMaIluu |
WHTEHCUBHOU Tepanmuu — 4,942,0 cyT. y NanuMeHTOB OCHOBHOW TPYIIIBI
(n=14) u 2,6£1,4 cyT. y maneHTOB KOHTpOJbHOM rpymisl (N=13) (p<0,05),
a TakKe TMPOJODKUTEIBHOCTH TOCHUTAIM3AIMM B CTalllOHApE —
19,345,0 cyT. y manueHnToB ocHoBHOU rpymmbl (N=15) u 16,4+6,9 cyrt. y

NaIMEeHTOB KOHTPoJIbHOU Tpymsl (N=13) (p<0,05).
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Tabmuma Ne 4.
Pacnpenenenne manueHTOB OCHOBHOM M KOHTPOJIBHOM TPYIII €
koMOuHupoBaHHbIM BIIC B 3aBUCMMOCTH OT IPOAOIHKUTEIBHOCTH

MCKYCCTBEHHOW BEHTWJISAINU JeTkux, p<0,05.

OcHoBHas rpymma KoHTposbHas rpyrma
[IpomomKUTENbHOCTD
(n=14) (n=13)
NBJI (u)
a0c. % a0c. %
48 4 u MeHee 4 28,6 9 69,2
Bonee 48 4 10 71,4 4 30,8

[TaiMeHTBl OCHOBHOW TPYyMIbI, OINEPHUPOBAHHBIE 110 IOBOIY
xomOunupoBanaoro BIIC (n=13), mojy4aiu HHOTPONHYIO MOJICPIKKY
JIOCTOBEpHO OoJjiee amuTenbHo — 7,2+1,8 cyT., 4UeM MaiueHThl KOHTPOJIbHOMN
rpynnel (N=13) — 5,941,3 cyr.,, 4ro, B CBOIO oOuYepeab, TPeOOBAJIO
YBEIIMYCHUS MPOIOJDKUTEIIBHOCTH MpeObIBanus B cTanronape (p<0,05).

VY manueHTOB OCHOBHOM TPYIIITBI HAOO0JIEe YaCThIM OCIIOKHEHHUEM B
OMmKalIeM  TOCICONEPAIlMOHHOM  TEpUOJIe  SBWJIACH  CEepeHHAs
HeJ0CcTaToYHOCTh (16 yenoBek, mnn 54,8%). PazBuTtue rupporopakca Kak
MPOSIBJICHHS CEPJICYHON HEJIOCTATOYHOCTH HAOMIOAAIOCh Y 3-X OOJIBHBIX
(10,3%) u moBnekyso 3a coOOW JPEHUPOBAHUE IUICBPAIHHOM TOJIOCTH.
[IyHknmst ~ TOJIOCTH TIepUKapia IO TIOBOAY THApOIEpHKapaa Oblia
BbITNIOJTHEHA Y 4-X nauueHToB (13,7%).

BToppiM 10 YacToTe BCTPEYaEMOCTH OCJIOXHEHHEM OKa3alcs
MOCTKApJIUOTOMHBIN cuHApoM (8 manueHtoB, wian 25,8%). Ilpu stom
MIOJIOKUTENBHBIA TepaneBTUYCCKUN AP (EeKT ObLT TOCTUTHYT Ha (oHe
METUKAMCHTO3HOW Tepanuy HECTCPOUIHBIMH IPOTHBOBOCIIAIMTEILHBIMU
CpEIICTBAMH WJIN KOPTUKOCTEPOUTHBIMU TOPMOHAMHU.

Ha TperbeM MecTe 10 4acTOTE BCTPEUAEMOCTH OCJIOKHEHUH ObuN
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OTMEUEHBI CIIO)KHbIE HAPYIICHUS PUTMA, BBIABJICHHBIE Y S5-TH YEJIOBEK
(16,1%). V 4-x manuenTtoB (12,9%) B OmmkaleM IOCICOTICPAITMOHHOM
nepuojic  OTMEYAIUCh  HEBPOJOTMYECKHE  HapylIeHUss B BUJC
sHIE(daTONaTUN  PA3UYHOTO TeHEe3a, KOTOpble ObUIM  KYNMHPOBAHBI
METUKaMEHTO3HO. [Tpuznaku JIBIXaTeTLHOM HEJI0CTaTOYHOCTH
HaOmoaanmuch y 4-x mnauueHtoB (12,9%).

Y 2-x nauumeHToB (6,5%) paHHUN MOCJIECONEPAIMOHHBIA TEPUO]
ocnoxxkHwica Jumdopeeid. B ciywae pasButus aumdbopen OOIBHBIM
poBOJMIach UHQPY3UST OKTPEOTHAA B JO3UPOBKE 2 MKI/KI/4. Y OJHOTO
namnueHTa Ha (oHe Tepanmuu OKTPEOTHAOM JuM@opest Obla KymupoBaHa.
Bropomy GosibHOMY Obljia BBIMOJHEHA PEBU3HS TUICBPATBHON TOJIOCTH C
MPOITMBAHUEM U KOATYJIAIMEH BCEX BO3MOKHBIX HCTOYHHKOB JTUM(Opeu B
CBS3M C BO300OHOBJIICHHEM IIOCTYIUICHHUS XMJIC3HOTO OTACIISIEMOrO TIO
IJIEBPAJIBHBIM JPEHAKaM IOCJIE MPEKPAICHUS BBEICHUS OKTPEOTHIA.

Y 2-x uyenoek (6,5%) paHHUN MOCIIEONEPALUOHHBIA TEPUOT
OCIIO)KHHJICS Pa3BUTHUEM KPOBOTEUEHUS IO TMEPUKAPIUATBHOMY JPECHAXKY
(TeMn KpOBOTEYEHHMsI COCTaBWJI Ooyiee S5 MII/Kr/4), 0O0YyCIOBICHHOTO
HapyIIEHUSIMHA CBEPTHIBAIOMIEH CHUCTEMBbI KpPOBH. Y OOOWX MAIMeHTOB
KPOBOTEUECHHE OBLIO KyMTMPOBAHO KOHCEPBATUBHO.

Y 3-X TmanMeHTOoB C MUCXOAHO CHIKEHHBIM  COJIEp)KaHUEM
TPpOMOOITUTOB B  OJMIKAWIIIEM TMOCJIEONEPAMOHHOM TiepHojie  ObLIO
OTMEUEHO TPOTrPEeCCUPOBAHUE TPOMOOIMTOIICHUN: YPOBEHb TPOMOOIIMTOB
neprdeprIecKoil KpoBH BapsHpoBai ot 53x10%1 mo 67x10%1 (B cpemnem
60,7i7,1X109/n), IIpU 3TOM TeMOPpParuvecKux SIBJICHUUA HE HaOI0aIoCh.
Ha d¢one Ttpancdy3uun TpomMOoImuTapHOi Macchl OBLT  JOCTUTHYT
MOJIOKUTENbHBIA  A(P(EKT, W Ha MOMEHT BBIMUCKA U3 CTalMoOHapa
cojiep>KaHre TPOMOOUUTOB Tepudepruueckol KpOBH COOTBETCTBOBAJIO

HCXOAHBIM 3HAYCHMUAM.
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[Tocne crabunm3anu COCTOSHHMSI TAIMEHTHl BBIMUCBHIBAIUCH TI0]
HaOJIOICHUE KapJuoJioTa 0 MECTy JKHTelbcTBa. [loaxoapl K Tepamuu
XPOHUYECKON CepACUHON HENOCTATOYHOCTH HE SABJISUIUCH CHEIU(UIHBIMU
JUIsL TAIMEeHTOoB ¢ cuHapoMoMm NOONan ¥ BKJIIOYAIM MPUEM CEPICYHBIX
TJIMKO3U/IOB, npenapaToB KaJIus, JTINYPETHUKOB, WHTHOUTOPOB
AHTMOTEH3UHIIPEBPAIIAIOIIETO bepmenTa, OeTa-aipeHO0I0KATOPOB,
aHTUATPETaHTHBIX CPEJCTB, KapAUOTPOPUUIECKUX TpermapaTtoB. B ciydae
BBINOJIHEHUS TMAIMECHTY MPOTE3UPOBAHUS KJIallaHA CEpALla MEXaHUYECKUM
MPOTE30M B CXEMY JICUCHHS OOSA3aTENHHO BKIIOYAIM AHTHKOATYJISTHTHYIO
TEPAMNUIO MO/ KOHTPOJIEM MMOKa3aTeNIed CBEPTHIBAIOIIECH CUCTEMBI KPOBH.

B xozme mpoBEeNEHHOIO MCCIEAOBAHUA Mbl OTMETWIM pPa3HULY B
KOJINYECTBE IMOCICONEPALMOHHBIX OCIIOKHEHUN Y NMAalMEHTOB OCHOBHOW U
KOHTPOJIbHOM rpymnn (Tabmnuia Ne5).

Ta6numa 5.
OcnoxxHeHus OauXKanIero nocaeonepalioHHOro Mepruojia y marueHToB

OCHOBHOM ¥ KOHTPOJIBHOM TPYIIIL.

KonnuecTBo KomunuecTBo
CJIy4acB B CJIy4acB B
Ne | Bwuasl ocnoxHeHui % 7 %
OCHOBHOM KOHTPOJIbBHOM
rpymnme (N=37) rpymrne (N=35)
Cepneunas
1 16 54,8 9 25,7
' HEJIOCTATOYHOCTD
[TocTkapAMOTOMHBIN
2. 8 25,8 4 11,4
CHUHJIpOM
3. | Hapymenus putma 5 16,1 5 14,3
Hesponornueckue
4. 4 12,9 4 11,4
HapylIeHUs
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JIpIxaTenbHas
5. 4 12,9 6 17,1
HEJIOCTATOYHOCTh
6. JInmdopes 2 6,5 - -
7. KpoBoteuenue 2 6,5 - -

Cpenu 60JbHBIX OCHOBHOM TPYIIIBI YACTOTA Pa3BUTH B OMDKanIIeM
MOCJICONIEPAIIMIOHHOM ~ TIEPUOJIE  CEpACYHON HEIOCTaTOYHOCTH  Oblia
JIOCTOBEPHO BBILLIE MO CPaBHEHUIO ¢ KOHTPOJBHOM T'PYIIION M COCTaBUJIA
54,8%. IlocTKapAMOTOMHBII CHHJIPOM y MAUUEHTOB ¢ cuHapomoM Noonan
Obu1 BbIABIEH B 25,8% ciydaeB, B TO BpeMsi Kak y OOJbHBIX U3
KOHTpoJibHOM rpymnmbl — B 11,4% caywgaeB (p<0,05). Y mnamueHToB
OCHOBHOHM rpymnmnbl ObUla Takke€ OTMEUEHa TEHACHIMS K Ooljiee 4yacToMy
pa3BUTHIO B  OMWKallieM  MOCIECONEPAlIMOHHOM  IEPUOJE  TaKUX
OCJIO’KHEHUH, KaK HapyllleHusl pUTMa, KpOBOTEUEHUE, JTUMPOpes..

XapakTep IMOCJIEONEPAUOHHBIX  OCJIOXHEHUH Yy  TNAlUEHTOB
OCHOBHOW TpPYIIIBI MBI MOXEM CBfA3aTb, B OIPEACIICHHOM CTEIEHH, C
HaJIMYMEeM TeHeTHueckoro 3aboneBanusi — cuHapoma Noonan. boree
4acTO€ pPa3BUTHE CEPACUYHON HETOCTATOYHOCTH y MAIlUEHTOB, CTPAJAIOIINX
cuaapomoM Noonan, MoxkeT ompenensTbcsi CHU)KEHHEM IoKa3aTelsiel
HPHEPreTHYeckoro obMeHa U AU(PPy3HON MBIIIEYHOM TUIIOTOHHUEH.
Pa3Butune NOCTKapAMOTOMHOTO CUHApOMA NOATBEPKAACT
IPEIpacloNokKeHHOCTh O0NbHBIX ¢ cuHapomoM NoOOnan k pa3iuyHbBIM
ayTOMMMYHHBIM TpolieccaM. Hanuune y 1aHHOTO KOHTMHT€HTA MallieHTOB
JUCIUIa3UMA  COCAUHUTENBHOW  TKaHW, B  YacTHOCTH  JMCIUIA3UHU
COEIMHUTETbHOTKAHHBIX CTPYKTYpP Cep/illa, MOKET OKa3bIBaTh BIMSHUE HA
pa3BUTHE CIOKHBIX HapylIeHW puTtMma. Pa3BuTHe KpOBOTEUEHUS Y
OOJBHBIX OCHOBHOW I'PYIIBI MBI CBSI3bIBAEM C MCXOJHBIMH HApPYIIECHUSMHU

CBEPTHIBAIOIIEH CUCTEMBI KPOBH, pa3BUTHE JUMGOpen — C AHUCIUIa3Hel
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CTeHKH  JUMGPATUYECKUX  COCYJOB W MPOTOKOB.  Jlucrasus
COCIMHUTEIHLHON TKAaHU YKa3bIBAE€T HA BO3MOXKHOE HAJIMYKE Yy MAI[UEHTOB,
cTpajnaomux cuHapomoMm NOONaN, CUCTEMHOrO MOPa)KEHUS COCYIOB B
BUJIC AHEBPU3M U TOBBIIICHHOW JIOMKOCTH H3-3a JAE(PEKTOB CTPOCHUS
COCYIUCTOM CTEHKH, UYTO WIPAET BAXHYID pOJib B  Pa3BUTUU
COOTBETCTBYIOIIMX MMOCIECONEPAUOHHBIX OCIIOKHEHUMN.

Pacripenenenne neTaqbHOCTH B MOCIEONEPAMOHHOM IIEPUOJIE TIO
UCCIENyEeMbIM TpyINaM ObLJIO CJIEAYIOIIMM: B OCHOBHOW Tpymre
JeTaabHOCTh cocTaBmia 16,2% (6 uenoBek), B KOHTPOJIBHOM TpyIIIe —
11,4% (4 nanuenTta). OCHOBHBIMM NPUYMHAMU JIETATHLHOCTH B OCHOBHOM
rpynie sSIBUJIUCh OTEK TOJIOBHOIO MO3Ta C BKJIMHEHUEM CTBOJIA B OOJIBIIOE
3aTBUJIOYHOE OTBepCcTHE Ha (hOHE MOJUOPraHHON HEIOCTATOYHOCTH M Ha
(dhoHe Mporpeccupyronieil 1eroyHo-cepAeUHON HE0CTATOYHOCTH, CI0KHbBIE
HapylIeHUsI pUTMa, OCTpasi CEpPACYHO-COCYAUCTas HEAOCTATOYHOCTh Ha
(¢oHE MaCCHBHOTO SHJIOTpaxeajlbHOTO KPOBOTEUYEHHUS, a TaKXke OocTpas
ceplieyHasi HeJI0CTaTOYHOCTh, 00ycioBiIeHHass ucxoaHo TsxkenbiM BIIC u
TPAaBMaTUYHOCTHIO MOBTOPHBIX XUPYPTHUECKUX BMEIIATEIbCTB.

CrekTp sKCTpakapAuaIbHON MaTOJOTUU Y TOTUOMINX MAlMEHTOB U3
OCHOBHOW TpyMNIbl ObUI TPEICTABICH OPTaHUYECKUM MOPAKEHUEM
IEHTPAJbHOM HEPBHOM CHUCTEMBI, BPOXKJACHHBIMU TMOPOKAMH Pa3BUTHUS
MOYEBBIIETUTEIBHON CUCTEMBI (rumnorutazus MOYKH, CTEHO3
MOYETOYHUKOB), aHOMAJIMEH CTPOCHUS CTCHKU JTUM(ATUUECKNX COCYIOB, a
Takke He AupepeHIMPOBAHHBIMA HA  JIOOMNEpPAallMOHHOM  3Tare
HapylleHUsIMA reMocrtasa. [IpoBeass aHanu3 CMEPTENIbHBIX HCXOJOB, MbI
NPUIIUIM K BBIBOJy, YTO Ha TOCJICONEPAMOHHYIO JIETaIbHOCTh Y
MalueHToB ¢ cuHapomMoM NOONAN TOBIUSIO HECKOJBKO (PaKTOPOB:
ucxoaHast TsbkecTb cocTostHus o BIIC U skcTpakapAWIBHON MAaTOJIOTUH,

TPaBMAaTUIHOCTD XUPYPIrudeCKoro BMCIIaTCIbCTBA, Pa3BUTHC B
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OJIDKaiIIIeM OCICONePalIMOHHOM TIEPHO/IC CI0KHBIX HApYIICHUN pUTMa U
MACCHUBHOTO 3HJIOTPAXEAIBHOTO KPOBOTCUCHMUSL.

B KOHTponBHOM TpyIllie HKCTpakapAuaibHasl MMAaTOJIOTHUS HMeENa
MECTO y 2-X IMOTruOImMX TAalMeHTOB, HE SBJIsAIach TIpyOboil W Obuia
MPEICTABIICHA TUNEPTCH3NOHHO-THAPOIEhaTbHBIM CHHIPOMOM B CTaauu
KOMIICHCAIIUM, TUNepTpoduelt HeOHbIX MUHAAIUH 2 CTENEHH, 3aJIePIKKOM
TEMIIOB  IICUXOMOTOPHOTO  Pa3BUTHUS  BCIEACTBUE IMEPUHATAIBHOIO
MOPAXKEHUS LIEHTPAIBHOW HEPBHOM CHCTEMBI, a TAKXKE MaXOBOW T'PBLKEH.
[IpoBenst aHanmu3 JETaIbHBIX UCXOJ0B Y MAIMEHTOB KOHTPOJIbHOM TPYIIIIEI,
Mbl MPUIUIM K BBIBOAY, YTO Ha IMOCICONEPANUOHHYIO JIETAIIBHOCTD
TTOBJIUSUIM MCXOAHAast TshKecTh cocTosHusa 1o BIIC, OGonpmor o0beM u
TPaBMATUYHOCTh  XHPYPrUYECKOTO  BMEIIATEIbCTBA,  IATEIBHOCTD
MPOBEJICHUSI HCKYCCTBEHHOTO KPOBOOOpAIIICHUSI.

CpaBHuBas (hakTOpbl, OKa3aBIIHUE BIMSHUE HA MOCICONEPAIMOHHYIO
JIETATLHOCTh B O0€UX rpymnmnax OOJIbHBIX, B OINPEIAEICHHON CTENEHU MBI
MOKEM CBA3aTh MIPUYUHBI JIETAIBHOCTH B OCHOBHOMW T'PYIIIE C HAJTUYUEM Y
MOTHOIINX MAIMEHTOB TeHETHYSCKOM MaTojIoTuu — cuHApoMa Noonan.

Ha ocHoBaHuMM MPOBEEHHOIO aHalM3a Mbl TTO3BOJIUIIU ceOe clenaTh
CJICTYFOIIIUE BHIBOIBI.

BoeiBOABI
1. IIpu cpaBHEHMM HCXOJHOTO KIUHHYECKOTO COCTOSTHUS OOJIbHBIX

OCHOBHOM W KOHTPOJIbHOM TPYyHIl IO CTEIEHU BBIPAXKEHHOCTHU

HEJIOCTATOYHOCTH KPOBOOOpAICHUS] CTAaTUCTUYECKH 3HAYMMBIX

pa3IMuUi MEXTY TPYIIaMHy BbISIBICHO HE OBLIO.

2. ITammmentam ¢ cuagpomoM Noonan 1pu  TOATOTOBKE K

XUPYpPruueckoMy BMemareabcTBy no mnoBoay BIIC weoOxomumo

BBIMIOJIHATh, TOMUMO CTaHIAPTHBIX [JJI  KapJIHOJOTHYECKOTO

0O0JIBHOTO HHCTPYMCHTAJILHBIX H J'Ia60paTOpHBIX JANArHOCTHUYCCKUX



22

npoLeayp, KOMIUIEKCHOE HUCCIIEIOBAHUE CBEPTHIBAIOIIEH CHCTEMBbI
KpPOBH, a TaKXe€ YJbTPa3BYKOBOE WCCJIEIOBAaHUE TIOYEK U
MOYEBBIJICTUTEIILHON CUCTEMBI.
[Ipu BeIMONHEHNUH XuUpyprudeckoil koppekunn BIIC y manueHTOB €
cungpomoMm Noonan cepjiedyHas HEIOCTaTOYHOCTh B OJIMKaiIiem
MOCJICONEPAIIMIOHHOM MEPUOJE Pa3BUBAETCA JIOCTOBEPHO Halle
(54,8%), yeM y manuMeHTOB 0€3 JaHHON T€HETUYECKON MaTOJOTUH
(25,7%).
[TocTKapAMOTOMHBIN CUHIPOM B OJM>KaWIIEM MOCICONEPAIMOHHOM
NEPHOJIE BCTPEUAETCS JOCTOBEPHO Yallle Y MALMEHTOB C CHHAPOMOM
Noonan (25,8%) 1o cpaBHEHHIO C TMalMEHTaMH KOHTPOJIbHOU
rpymsl (11,4%).
[TanmenTtsl ¢ cunapomoM NOONAN TpU XUPYPIHUYECKOM JICUCHUHU
BIIC oTHOcsTCS K Tpymme pucKa IO pPa3BUTUIO B Onwkaiiiiem
MOCJICONEPAITMOHHOM TIEPUOJI€ TAKUX OCJIOKHEHHM, KaK HapyIICHUs
putMa, TuMdopes, KpOBOTECUCHHE.
[Tanuents! ¢ cuaapomom Noonan, onepupoBansbie 1o ooy BIIC,
HYKJAI0TCS B oonee MPOJAOTKUTETLHOM MIPOBEICHUN
UCKYCCTBEHHOW BeHTW IALMU JieTkuX (p<0,05) u Oonee qmurensHOM
npeObIBaHUM B OTACIICHUM PEaHUMAllMd W WHTEHCHUBHOW TEparuu
(p<0,05) mo cpaBHEHUIO C MalMEHTAMU, HE HMMEIOIIMMHU JaHHOM
T€HETUYECKOM MAaTOJIOTUH.

HpaKanecmle PEKOMEHIAIINHU
[locne moaTBepKIAeHUs TEHETUKOM auarfo3a cuaapoma Noonan
HEOOXOJMMO COCTaBUTH IUTAH OOCJICIOBAHUS TMAIMEHTa C IIEJIBIO
BBISIBJICHUSI XapaKTEPHBIX JJIs1 JAHHOM MAaTOJIOTUHM OPOKOB Pa3BUTHS
BHYTPEHHHUX OPTaHOB.

Bcem manuentaMm, CTpagarliM CUHIPOMOM Noonan, Heob6xoanma
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KOHCYJIbTallUsl ~ KapauoJiora C  OOS3aTENIbHBIM  BBIIIOJIHEHUEM
IXOKapauorpauyeckoro ucciae10BaHusl.

3. INammentam c¢ cungpomoMm NoOONan, KOTOPbIM  IUIAHUPYETCS
BBINIOJIHEHUE Xupypruueckoil koppekuuun BIIC, Heobxoanmbl
KOHCYJbTallMsl I'€MaroJiora M KOMIUIEKCHOE  HCCIIEIOBAaHUE
CBEPTBHIBAIOUIE  CUCTEMBI  KPOBHM, JaXX€ IIpU  OTCYTCTBHUHU
reMOpparuuecKux sBJICHUI B aHAMHE3E.

4. MMaumentam c¢ cu"apomoM Noonan Ha »3Tane NOATOTOBKU K
xupypruueckoMmy  jedeHutro  BIIC  noka3aHa  KOHCYJIbTalus
He(dposora ¢ 00sA3aTeNIbHBIM MPOBEACHUEM  YIBTPA3BYKOBOTO
VICCJIETOBAHMSI IOYEK U MOYEBBIIEIUTEIBHON CHCTEMBI.

5. [Maumentsr ¢ cungpomMom  Noonan mepen  BBINOJHEHUEM
OMEepaTUBHOIO BMemarenabcTBa 1o noBoay BIIC nommkHbBI OBITH

06CHGI[OBaHI>I HCBPOJIOT'OM.
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