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OCOBEHHOCTW KIINHWYECKOI0 TEHEHUA BPOXXAEHHOIO NMOPOKA
CEPZLUA — TETPAZlbl ®AJJIO Y AETEW PAHHEI0 BO3PACTA

/- N

FEATURES OF THE CLINICAL COURSE
OF CONGENITAL HEART DEFECT —
TETRAD OF FALLOT IN CHILDREN

OF AN EARLY AGE

N. Kuzibaeva

Summary. The severity of the condition of young children with Fallot’s
tetrad is determined by hypoxia and impaired hemorheology. The
clinical features of the course of Fallot's tetrad in young children include
the development of frequent dyspnea-cyanotic attacks, rhythm and
conduction disturbances, myocardial dysfunction, infective endocarditis,
brain abscess, and transient brain disorders.

Keywords: congenital heart defects, tetralogy of Fallot, children of an early
age.
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®anno, onpepensiowas MHOroobpasue KinHUYe-

CKMX NPOABMIEHNI NOPOKa, OnMcaHa B NiuTepatype
[IOCTAaTOUYHO MOApPOO6HO. VI3BECTHO, UTO KpalHAs CTeneHb
npasofenieHHOCTN bynbbyca cepaua (tetpaga ®anno) otnu-
YaeTcA UHTEHCMBHBIM BblpaXKeHVEM CUMMTOMOB, TUMYHbIX
ans atoro nopoka [1,2,3]. Cpean 6onbHbIX TeTpagon Ganno
Ha NepBOM rofly »W13HU1 Ype3BblUaliHO BbICOKasA CMEPTHOCTb
(60-80%). Tonbko Xupypruyeckoe neyeHre 3Tnx 6ONbHbIX
MOXeT MnpefoTBpaTMTb HebnaronpuATHbIA mncxop. MNoaTto-
My PaHHAA OMArHOCTUKA N CBOEBPEMEHHOE HamnpaBfieHue
6onbHbIX TeTpago Mansio Ha omnepauuu B KapAvosoru-
yeckne LEeHTPbl AMKTYIOTCA TPeOOBAHMAMM CaMOW >KU3HMW.
OfHaKo OO HacCTOAWEro BPEeMEHW AMArHOCTUKA TeTpagbl
®anno y petein o 3 neT NpeAcTaBnAeT elle 3HaunTesNIbHble
TPYAHOCTU, OBYCNIOBNEHHbIE TEM, UTO OCHOBHbIE CUMMTOMbI
3aboneBaHVA NOABNATCA HE OLHOMOMEHTHO 1 MOTYT 6bITb
CTepTbIMU: YTOUHEHME Xe AMarHo3a CNOXKHbIMKM MeToaaMun
nccnefoBaHmA NPakTUYeckn HEBO3MOXKHO([4,5].

n 0NMMOPGHOCTb aHaTOMUYECKMX BapUAHTOB TeTpaabl

PaznuyuatoT 6negHble 1 cuHre nx Gpopmbl. MocnegHue
XapaKTepun3ylTca HanuyMem NpenaAtcTBUA Ha NyTW OTTO-
Ka Kposu m3 X, NpakTUKyOT B OCHOBHOM C LIMiaHO30M
yawle npu obefHeHNN, pexe — Npu oboraweHnn Manoro
Kpyra([6,7,8]. LinaHO3 BO3HMKaeT npu coyeTaHWM CTEHO3a
NA c ppyrumun BINC B cBA3M co cOpocom crpaBa Ha ieBo
N CMeLLIeHN BEHO3HOW 1 apTepuanbHOn Kposu. M3BecTHoO,
UTO TAXKECTb COCTOAHUA Npu 6neaHbix dopmax BIMNC 3aBu-
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Anromayus. TAXecTb COCTOSHUA [ieTeil paHHero Bo3pacTa ¢ Tetpagoin Ganno
ONpenenseTca rnoKCueil 1 HapyLueHuem reMopeonoru. K KnuHuYeckam 0co-
BeHHOCTAM TeyeHus TeTpajbl Danno y aeTeit paHHero BO3pacTa OTHOCATCA pas-
BUTME YaCTbIX OIbILLIEYHO-LIAHOTUYHbIX MPUCTYTIOB, HAPYLLEHIA PUTMA U NPO-
BOZAUMOCTH, MUOKApAMaNbHble AUCOYHKLMM, MHOEKUMOHHOTO SHAOKAPAWTA,
abcLiecca ronoBHOO M03ra ¥ TPAH3UTOPHBIX MO3TOBbIX HAPYLLIEHMIA.

Knioyesble cosa: BPOXAEHHbIE NOPOKN cepAua, TeTpaja Oanno, getu PaHHEro
BO3pacTa.

cut ot HK n JIT, npn cnHmx ¢opmax — OT rMnoKCUmM 4acto
Ha ¢oHe nonuuyutemnn (2,4). OgHaKo MHOrMe Bpaun BUAN-
MO M3-3a Manol 0CBeAOMIEHHOCTU MPOBOAAT HeNpPaBUsib-
Hble JfleyebHble Mepbl. OTO U OMNPeAeNANo aAKTYasbHOCTb
JaHHon npobnemsbl y aeTein [9,10].

B paHHo paboTe npepcTtaBneHbl 0COGEHHOCTU KNu-
HUYECKOTO TeUEHMUA CNOXHbIX MOPOKOB M3 TPYNMbl CUHKX
(teTpapa ®anno) y geteli paHHero Bo3pacTa.

NlaTepuanel U MeTOAbl CCAEAOBaHIS

B ocHOBY uccnegoBaHMA MOMIOXKEH aHanuM3 pesynbTa-
TOB uccneposaHua 100 peten (62 ManbunKos, 38 AeBoYeK)
¢ BMNIC—Ttetpagon Manno B BO3pacTe OoT 2 MecALeB 4O 5 NeT,
HaXOAMBLUUXCS Ha CTALMOHAPHOM JleUeHN B AETCKOM Kap-
AvopeBmMatosiornyeckoMm otaeneHun Y «HaumoHanbHbIN
MeguumHckuin ueHTtp» M3 n C3H PT, 3a nepuog ¢ 2008
no 2014 rr. Bcem 60nbHbIM NPOBOANNNCL OBLLEKNHNYE-
CKue MeTofbl MCCNefoBaHuA, BKIYasa peHTreHorpaduio
rpygaHow KneTku, anekTpokapguorpaduio (KM n sxokap-
anorpaduio (3xoKl) ceppua. dxokapguorpaduryeckoe uc-
cnepoBaHune (OxoKI) npoBogunocb Ha annapaTe Toshiba
(AnoHwnAa) B pexumax M n B ¢ ncnonbsoBaHnem AeTCKOro
Jatyuka 5-7 Mru B O4fHOMEPHOM U [BYXMEPHOM pexXmnmax
CO CTaHAAPTHbIX no3uumi. WM3yyeHume xanob, aHamHesa
YKU3HW 1 3aboneBaHnA, NPOBOAMAN MO CreunanbHO paspa-
60TaHHOW NHAVBMAYANbHON KapTe.
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Tabnuua 1. JaHHble aHaMHe3a 0 MmaTepu 1 GaKTopbl pUcKa

Mpu3Hakn

(CBepgeHune o matepu)

Bo3pacT B rogax

TETPAJO ®AJIJIO
(n=100)

n______________ %

15-19 = =
20-24 40 40
25-29 26 26
30-34 25 25
35-39 8 8
40 v bonee 1 1
Obpa3oBaHue

CpenHee 89 89
Bbicwee 11 11
Mpodeccus

Cny»allan 7 7
Paboyas 9 9
CTypeHTKa 6 6
[lomoxo3siika 78 78
Hanunume npodeccrnoHanbHom BpeHoCTH

He nmeetca = =
[NogHATHe TaxeCTn 77 77
XuMmyeckme BellecTsa 1 1
[pyrve 1 1
HabntofeHune B KEHCKOM KOHCYbTaLnK 1 1
PocT xeHLwmHbl (cm)

MeHee 150 - -
150-159 43 43
160-169 53 53
170 1 6onee - -
Bec »keHLwmHbI (Kr)

50-59 = =
60-69 42 42
70-79 54 54
80 1 bonee - -

Bcem peTam, NOCTYyNMBLIMM B CTaLMOHap Ha obcnefoBa-
HMe U JIeYeHME, KPOME U3MEPEHNA aHTPOMNMOMETPUYECKIMX
napameTpoB, Obifiv NpPoBefeHbl AOMOHUTENIbHbIE METOAbl
nccnefoBaHuUa s NoATBepXKAeHNA AnarHosa. Kpome axo-
Kapanorpadumn cepgua Bcem getam 6binum nposeaeHbl K,
peHTreHorpadus opraHoB rpyaHoN KNeTkuy, NabopaTopHble
MeTofbl NCCNEeAOBaHMS.

Pe3yAbTaThl NCCAEAOB3HUS

Kak M3BECTHO, CyLIeCTBYIOT MHOXECTBO MPUYUH BNA-
oKX Ha GOPMUPOBaHUE BPOXKAEHHBIX MOPOKOB cepaLa
y BeTeli: COCTosHME 300POBbA MaTepy Jo- U BO Bpems be-
PEMEHHOCTWN, HACNeLCTBEHHAsA MNPenpPacrnooXeHHOCTb,
coumanbHO-6bITOBbIE, KiMMaToreorpapuyeckne ¢paktopobi.
BblwensnoxeHHble GaKTopbl YKasblBalOT Ha Heobxoau-
MOCTb KOMMIEKCHOTO M3YYEeHUA aHTe-, UHTPa- MU MOCTHa-

TaJIbHOTO NMepPUOAOB Pa3BUTUA pebeHKa. AHann3 GakTopoB
aKyLIepPCKOro aHamHe3a, TeueHns 6epeMeHHOCTM 1 POLOB
Y XEHLUUH 1 neprHaTaJbHOro aHamMHesa y AeTel nokasarn,
YTO BO3pacT maTepen, poamsmx ¢ Tetpagon Qanno ¢ BINC
HaumHanca crapwe 20 net (40%), ctapwe 25 net — 26%,
n ctapuwe 30 net — 25%.

CoumranbHoe NOSIOXeHNe MaTepen NMeNo HeManoBaX-
HOe 3HaueHue B pa3BuUTUM 6onesHun. 89% maTtepen nonyyu-
NN BCETO NNLWb cpeaHee obpaszoBaHme. M 78% 13 HuX 6binu
fomoxo3sankamu. Taxkenbiit GrU3nyeckuin Tpyg no Hawmm pe-
3ynbTaTtam, Obiil BO3IOXeEH Ha 77% maTtepe.

Bo3spacTt maTepen konebancs B npeaenax ot 20 o 40 ner.
(Onarpamma). Letn c TeTpagoni Panno vawe poxpganvcb
OT MaTepei B Bo3pacTte 20-24 net (40%). OT maTepen, Ko-
TOpble BXOAWNU B rpynmny cTapLuero ¢pepTunbHOro Bo3pacta
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Poxpernte pebeHKa © aHOMATIAMIT
Camomnp osEoNbHEN] EBEIOBIII
[lpexpeEpeMeHHEIE POTE
Becrmome Gomee 2 met
Jpo3HA ek MaTE
EmcTosHbIe HEMEHEHIE THHIKOE
HudexamoHHOR BOCTIATEHHE
3aboneEaHIE MOUEERIEOTAIIEN CHCTEMEL. .

Juddy=aent 300 1-2 cremesm

HITO

SzEeHMBOI DomesHe wHemyara 1 12 mrrmmss
HpoHIMECHIe TACTPHTEI

AHENITA

0 10

20 30 40 30 60 TO 30 90 100

[uarpamma 1. AHamHe3 maTepu

IOunarpamma 2

(cTapwe 35 neT) pogmnuce 8% aeTen. Yem cTapLue XKeHLmnHa
B BO3pacTe, TEM HE6NAronpuATHbIE CO34a0TCA YCNOBUA ANA
6yaywero pebeHka, cnocobctsya GopmMMpoBaHUO Minoaa
C Pa3nNYHbIMM NOPOKaMU C CaMOTrO Havana bepemMeHHOCTU.

OTAroweHHbIN aKkyLwepCKo-TMHEKONOrMYeCcKni aHamHes
ABNAETCA OQHON U3 BaXKHbIX MPUYMH B COCTOAHUN 3[0P0BbA
6ynyuiero pebeHka. Cpeay comaTnyeckmx 3abonesaHnii Ma-
Tepw, yXyALlaloLWwmx COCTOAHNE 3[0POBbA, Kak Ao bepemeH-
HOCTW, TaK 1 BO Bpema 6epemMeHHOCTU, IMANPYIOLLee MeCTO

164

3aHVMaIOT aHemMun — 93%, 3aboneBaHNA MOYENOIOBOWN CU-
cTembl — 92%, HUA- 60%, anddy3Hbiii 306 — 52%.

B rpynne petenn ¢ TeTpagort ®anno, matepu yaile cTpa-
Jann XPOHUYECKMMU BOCMaNUTENIbHbIMK 33a6051eBaHUAMU
MEHCKOW NONoBomn cuctembl — 74%.

Camonpou3BonbHble BbIKMABIWNM [0 HacToAwen 6e-
pemMeHHOCTH, BCTpeyanucb y 35% matepein. Mpexaespe-
MeHHble pofbl — Yy 10%. B 15% cnyuyaeB ncxogom npeg-
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Tabnuua 2
TETPALIO ®AJIJIO

Mpu3Hakn (n=100)
(CeedeHue o Mamepu)
Cpok bepemMeHHOCT B poaax (Hem)
28-31 = =
32-34 5 5
35-37 10 10
38-40 85 85
41-42 1 1
43 n bonee = =
KecapeBo ceyeHue - -

WwecTByloLWen 6epeMeHHOCTM 6bIo poXKaeHUem pebeHka
C aHoManuaMK. Y matepei 3Toi rpynnbl npu obcnegoBaHnm
BblABNeHO Hannunme TORCH — nHdekumm.

Cpean maTepeit obcnefoBaHHbIX AeTein npeobnaganu
MOBTOPHOPOAALLME KEHWMHDBI. 35% 60MbHbIX C TeTpagon
®anno poannNCb OT MHOTOPOXaBLUNX MaTepeil.

Mpu cpaBHEHUWN YCNIOBWIA MPOXMBAHWI cemeld, 60sb-
HbIX [eTen, BbIIBIEHO, YTO AOCTOBEPHO 4acCTo BCTpeya-
NINCb CeEMbA MPOXKMBaOLWMe B CeNbCKON mecTHOCTM 83%.
WNccneposaHua BbiaBunu, uto 84% peten ¢ BIMC poannnch
N BbIPOCAN B ManoobecneyeHHbIXx ceMbaX. KopoTkuii uH-
TepreHeTUYeCKNn UHTEPBan MeXAy pofamMu, BAUAET Kak
Ha cocTosiHMe 6yayuiero pebeHKa, Tak U Ha 310POBbe MaTe-
pv. Tak, nHTepBan mexxgy pogamu coctasun 1 rog —y 42%,
ot 1,5 go 2 net —y 58% matepei 605bHbIx feTten. C 60/b-
UMM NHTEPBANOM MeXyY POAaMM, KOTOPbIN TaK»Ke ABNAeTCA
He6naronpPUATHLBIM NEPUOLOM AETOPOAHOrO BO3pPacTa, pPo-
annucb 8% 60NbHbIX.

TeyeHne 6epeMeHHOCTU, ONpPeAeNAeT COCTOAHNKE 3L0PO-
BbA byayliero pebeHka. HecMoTpa Ha Hanunume 60MblWOro
KOMMYecTBa HayuHblXx paboT 06 oTpuuaTeNbHOM BAUAHUN
6NU3KOPOACTBEHHBIX OpayHbIX COI30B Ha 3[0POBbe Ae-
Tell, POAUBLLUXCA B TAaKOM Gpake, 4O CUX MOp B LieJIoM psage
CTPaH 3HaYMMOCTb AAaHHOW MNpPo6nemMbl He YMEHbLIAeTCs.
YacToTa POACTBEHHBIX OGPAKOB AOCTAaTOUHO LWMPOKO Ba-
pbUPYET B 3aBUCMMOCTY OT STHUYECKOW NPUHARSIEXKHOCTH,
penuruu, KynbTypbl U permoHa npoXxuBaHus. Takne cotosbl
ABNATCA TPaAULMOHHBIMK AnA GONbLIMHCTBA CTPaH, rae
npeob6napatoLen penurmein asnsaetca ncnam. OueHka coun-

anbHO — fAemorpadunyeckmx acnekToB POACTBEHHbIX Gpa-
KOB MOKa3blBaeT, UTo nx 6osee WNPOKOe pacnpocTpaHeHne
BO MHOMUX Ciy4yasx 06BbACHAETCSA NIOXMM S3KOHOMUYECKNM
MOMOXEHNEM, OTCYTCTBMEM OBPa30BaHUA U HU3KUM YPOB-
HeMm coluanbHoro obecneyeHus.

Pecny6nuka TafXWKUCTaH B CUy CBOUX 3THO-KYSbTY-
panbHbIX OCOOEHHOCTEN, TaKKe BXOAUT B CMMCOK CTPaH
C BbICOK/M MOKa3aTenemM 3ak/iloueHns POACTBEHHbIX 6pa-
KoB. Tak Kak 6paku mexpgy pOoACTBEHHUKaMU YBennyvBa-
10T PUCK poXKaeHUsa pebeHKa C BPOXAEHHbIMU MOPOKaMu
N cTUrMamm, 3ToT GaKTop BKIIOYEH B NepeyeHb GakTopos
pucka dopmurposaHua BIMNC B rpynne obcnepgyembix Hamum
feteint n coctaBun 29%. Ewe ogHMM 3THO-KyNbTypanbHbIM
$aKTOpOM XapaKTepHbiM B obcieayemori rpynne sABucA
cobnofeHne nocta «Ypasa», BbiABNEHHbIN Yy 51% MaTepei
obcnegyemon rpynnbl getein. Hannune aHemmmn 6epemeH-
HbIX, loKa3aHo y 96% matepei, rpunnom nepebonenu 99%
MaTepein, yrpoxaownn Bbikuabil — y 92%, TOKCUKO3bI 1
nonosuHbl 6epemeHHOCTN y 87%, Hedponatuern 1 cteneHn
cTpagann — 58% maTepeit ocHOBHOW rpynnbl. Mpun aHanu3e
cpoka 6epeMeHHOCTU BbIAIBNEHO, UTO y 85% maTepein poabl
6b1n1 CpoUHbIMY, B 38-40 Hegenb, y 10% — B 35-37 Hepenb,
ny 5% — npexpaespemeHHble pofbl B CpoKe 32-34 Hefenw.

HeobxoanMo OTMETUTb, YTO COOTHOLLEHUE POAUBLLMXCA
[OHOLIEHHbIMW N HEAOHOLLEHHbIMW OCTAaeTCs NOYTU OfINHA-
KoBbIM (58% 1 42%). 42% peTen poauanchb C PasnnYHbIMA
BapuaHTamn 3BYP. CpegHue nokasatenn maccbl U pocTa
obcnefyemMbix, UMenu TEHAEHLMIO K CHUXEHWIO, NperMyLLe-
CTBEHHO Y feTen € unmaHo3om (85%). HegoctatouHasa npu-
6aBKa mMaccbl Tena Habnoganacb y 97% feten.
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AHanu3 uctopuin 6onesHn 6oNbHbLIX AeTell Mokasa,
UTO K/MHUYECKMe MpU3HaKW, TAxecTb u TeyeHue BIIC
U3 TPynmnbl CUHUX CYLECTBEHHO OT/IMYAETCA OT TAKOBbIX
npu 6negHbix ¢popmax. Cpean LMAHOTMUYECKUX MOPOKOB
y Habnogaembix HaMK feTel, yalle BCero BCTpevaeTcs Te-
Tpapa ®anno, kotopas B 6ONbLIMHCTBE CNlyYaeB NpoTeKaeT
B TAXKENOW Knaccuyeckomn ¢opme. bnegHaa popma Habnto-
Janacb peflko 1 npoTtekana 6onee 6naronpuATHbIM Teye-
HMeM. Ha OCHOBaHWUM TaKMX KIUHUYECKUX NMPU3HAKOB Kak
oAbIWKa, LNaHO3, OfblWEeYHO-LMAHOTUYECKME NPUCTYNbI,
Wwym, anarHo3 TeTpaabl Manno MoxeT 6bITb 3anofo3peH
yXe B MepBble Hefjenn n Mecsaubl XU3HU geten. MouTtn
Y NOJIOBUHbI 6OMNbHBIX AeTEN NPeANoNIoXKeHUe O AnarHo3e
TeTpaga Panno BO3HMKAIOT yKe B pOoAUIIbHOM fiome. Taxe-
noe TeyeHue C LMAHO30M B Mepurofe HOBOPOXKAEHHOCTU
npossndaetca y 1\3 6onbHbIx. OfbllieyHO-UMaHOTUYeCKne
NPUCTYnbl 06bIYHO BO3HMKaANM y feten Ha 2-M, 3-M rogax
XN3HW. KNuHWYeckne nNpu3Haky OAblLLIEYHO-LMaHOTNYe-
CKUX MPUCTYNOB NPOABAANNCH BblPa)KeHHOW CnabocTbio
(100%), rny6oKkmMm yacTbiM gbixaHnem (100%), noTepeit co-
3HaHMA (85%).

BbIHY>XieHHOE MosioXKeHne pebeHKa (cTpemneHve npu-
HATb pa3nnyHble obneryaroLime NonoxeHns) obHapyxrBa-
nucb y Bex fieTeln ¢ TeTpagor Manno u c paHHero Bo3pacTa.

®dusnyeckoe pas3Butue geteli ¢ Tetpagon Oanno 3amet-
HO OT/IMYANOCh OT 30POBbIX AeTel. bonbHble AeTN YXKe po-
XAANNCb C HU3KOW Maccou Tena n poctom y 83%. Ha nepsom
roZly »u3Hu 6bICTPO NporpeccMpoBana rmnotTpodusa u yxe
K KoHUy 1 roga »u3Hu y 90% getein nmena MecTto rmnoTpo-
bu1A pasnNYHONM CTeNeHN.

TunuuHbIM NposBneHnem cnHux ¢opm BINC ¢ obegHeHN-
€M Manoro Kpyra sABUIMCb OAbILIEYHO-LINAHOTUYHbIE NpU-
cTynbl, Habnopaswreca y 90 fetei n3 100, 06bIYHO B paHHEM
Bo3pacte. OfblleYHO-LMaHOTUYECKNE NPUCTYMbI C poxae-
HUA NOABAANNCH OYeHb pefKo. K MecAYHOMY BO3pacTy, OHU
NPOABNANNCH yXKe Y 35% obcniefoBaHHbIX geTel. B Bo3pacte
6 MecsALEeB NoYTn Y BCeX BOMbHbIX ObIN BblpaXKeHbl OCHOB-
Hble KNMHMYeckne cumntombl TeTpagbl anno. M B rogosa-
oM Bo3pacTe BeflyLLne NPU3HaKM Obinn y BCex AeTel.

Y 5 60onbHbIX ¢ TO, oableYHO-LUMaHOTUYECKME NPU3Ha-
K/ COMPOBOXKAANUCb C notepen co3HaHuA. OHN BO3HUKa-
NN 13-3a Pa3BUTMA HeKOMMeHCcMpoBaHHoM runokcnn LIHC.
Mo MHeHWI0 MHOTMX aBTOPOB, B WX Pa3BUTUM GONbLUyIO
pOsb UrpaeT cna3m BbIBOAHOIO OTAENA MPABOro XeNlyaouKa
(1,2,3). CnocobcTByOWUMN paKTOpaMn ABWINCL OTHOCU-
TesIbHas TMNOXPOMHas xenesogepuunTHas aHemus (y 20%
[eTen), HapacTaHue cryueHusa Kposu (30%), npucoeaunHe-
Hue nHobekummn (y 40%) 1 BHyTpUUYepenHaa rmnepTeH3us
(45%). B cBsi3n € 3TUM, HaM NPUXOANIOCL NPOBOAUTL ANG-
depeHUManbHyl0 AMAarHOCTUKY pecnupaTopHo-adbdeKkTus-
HbIM MPUCTYNOB, KOTOpPble BO3HMKanu y 5 geten Ha ¢oHe

BMNC n3 rpynnbl, 4To HepeaKo 6blIO oYeHb TpyaHo. Y 25%
JeTel, 0cobeHHO Ha poHe oAbILEUYHO-UMAHOTUYHbBIX NpK-
CTYNOB BO3HUWKANN TPAH3UTOPHbIE HAPYLUEHMSA MO3FOBbIX
KpoBooOpalleHuiA, Mape3bl KOHEYHOCTEN, CyiOpOru U Kof-
nanTougHble coctoAHuA. B TepmmHanbHon ¢asze 6Gones-
HU (y 10% peTeln) pa3BuicA remMopparnyecknin CMHAPOM
B BMAE KPOBOTEUYEHUA U3 C/IM3UCTbIX 0b6ONIoYeK, 13 MecT
WHDBbEKUUA N T.A.

BaxkHbIMM cMNTOMamMyi y GOMbHbBIX ObUIM M3MEHEHUS
HOrTeBbIX danaHr B Buae «6apabaHHbIX nManoyeKk» U HOr-
Tell — B BMJE «4aCOBbIX CTEKOJ», KOTOpPbIe ABUVCL NpU-
3HaKaMW XPOHMYECKOW TUMOKCMM, YTO MOATBEPXKAAeTCA
JaHHbIMW apyrux aBTopos (1,2,3,4). OHM BO3HMKanu B pas-
NNYHbIE CPOKYM MOCHe poXxaeHWA. Y NoNoBMHbI 60IbHbIX Ha-
Yano NoABNEHUA «4YACOBbIX CTEKOM» U «bapabaHHbIX Nano-
Yek» BbIAIBJIEHbI C 6 MecAYHOro Bo3pacTa. OObIYHO B KOHLe
nepBOro, B Hayane BTOPOro roga »M3HU OHW NOABNANUCH
c KpalnHein ¢opmoi TeTpagbl ®anno (46%). Mpn 3ToM CHa-
Yyana BO3HMKaIM U3MEHEHWA HOTTel 1 3aTeM — HOITEBbIX
¢danaHr. Tonbko y 10-x geten ¢ TetTpagon Oannio coxpaHs-
NINCb U3MEHEHVA HOTTEN B BUE «4aCOBbIX CTEKON» 6e3 pop-
MUpPOBaHUsA «bapabaHHbIX NasioyeK», YTo CBUAETENIbCTBOBA-
no o Hanuuun 6onee nerkom cteneHy runokcun. CUMNTOMbI
XPOHMNYECKOW MMOKCUMM HEYKIIOHHO 1 NOCTOAAHHO HapacTa-
NN AW NOABNANCH Y OCTABLUKXCA eTel Mo Mepe 1X pocTa
N yXyALWweHNa COCTOAHNA.

PaclwimpeHmne KOXHbIX KanuaiAapHbIX CeTell Ha BeHax
1 B obnactu nba, snuracTpanbHasa Nynbcalmsa — BCTPeYa-
nacby 35% peten.

Cncrtonnueckoe ApoXKaHMe B HWKHEW 4acTu rpygHOMN
KreTKun cneBa BcTpevanocb y 15% peteli, cepfieynbiin ropb
6611 chopmupoBaH y 28% petel yxe B Bo3pacTte 5-6 neT.

Bce 60nbHble HE3aBMCKMMO OT aHATOMMUYECKOTO BapuaHTa
BINC 13 rpynnbl CUHUX NOCTYNanM B KNUHUKY B TAXENOM CO-
cToAHUK, npryem 50% 13 HUX — C OAbILLEYHO-LNAHOTUYHbI-
MV NpuCTynamu. Y Bcex geTen 3ToT NOPOK XapakTepm3oBan-
CA, Npexae BCEro, LeHTpanbHbIM LMiaHO30M, MPaBO-feBbIM
LUYHTOM, TUMOKUCEN, Meperpy3Kon NpaBoro »enygouKa, no-
nnumTEMMEN N HapyLUEeHeM CBEPTbIBAEMOCTW KPOBU.

OppbiwKy Habnoganun y 95%. becnoKomnHbIN COH BbiABMEH
y 45% petein. TaxecTb cOCTOAHMA BONbHbIX Obina 0bycnos-
NeHa He TONbKO NPUCTYNaMu TMMNOKCUU U OfbILLIEYHO — Ln-
aHOTMYECKNMU MPUCTYNaMK, @ TakKe NprcoeaNHEHHON MH-
TepKyppeHTHol nHoekumen —y 40% GOJbHbBIX.

OT cTeneHn rmnokcnn, 3aBucena N TAXKeCTb COCTOAHUSA
JeTel, B CBA3MN C YeM, OOLUM NPU3HAKOM O HUX ABUCA
LiMaHO3 KOXM 1 cnrM3ncTbix obonouek (100%), obycnosneH-
HbIX COPOCOM KPOBM CrpaBa HafeBO U CrOCOOCTBYIOLMX
pa3BuTHIO 06eHEHMA MaNlOro Kpyra KpoBoobpatleHus. Lin-
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dHO3 Yallle NoABNAAJNICA CO BTOPOro noJsiyrogna XU3H" v 6bin
6onee Bblpa>keH Ha CZIN3NCTbIX obonoukax, YWHbIX pakoBU-
HaX, akpaJibHbIX y4aCTKaXx Tena.

Mo MHeHWMO GONbLWIMHCTBA aBTOPOB, LMAHO3 MOABSA-
€TCcA B CBA3N C YBENUYEHNEM B KPOBW BOCCTAaHOBNEHHOTO
remorno6uHa go 50r\s1, ypoBeHb KOTOPOro 3aBUCUT OT CTe-
neHn MNCNonb3oBaHMA KpoBbto O2 B nerkux (obepgHeHue
nerkux u JIIN, yBenuuyeHme BeHO3HOW KpoBu (cbpoca KpoBu
13 NpaBbIX OTAENIOB CepALa B IEBblE M CTENEHU UCMOJb30-
BaHuA O2 TKaHaAmK (2,3). Y 90% 60MbHbIX LMAaHO3 COMPOo-
BOXKAasicA NoanumTeMmNER, O YeM COOBLLIADT TaKxKe gpyrue
aBTopbl (1,2,3,4).

OTTeHOK, pacnpoCTPaHEHHOCTb 1 CPOK MOABNEHNA Ln-
aHO3a 3aBUCUT OT aHaToMmyeckoro BapuaHTa BIC n pas-
HOCTU npouecca. bonee Bbipa)eHHbIN LMaHO3, 0cobeHHO
$1ONeTOBbLIN €ro OTTEHOK, OTMeYanca y AeTel C KpalHen
dopmoi TeTpagbl Ganno — 25%. LlmaHo3 y HUx noasnsanca
C POXOEHUA N HOCKN LeHTpaNbHbIN XxapakTep, nostomy PO2
B KPOBM BCerga Obiflo OUeHb HU3KUM, 1 He YBENUYMBANCSA
Aaxe npu gaye 100% ysnakHeHHoro O2. B gpyrux ciyyasx
OH Obin NepropanbHbIM UK MO TUMY akpouuaHo3a. [anee,
no mepe yBenMuyeHWA JABHOCTM Mpouecca U HapacTaHuA
aKTUBHOCTU pebeHKa, LMaHo3 CTaHOBWCA PacNpOCTPaHEH-
HbIM ocobeHHo npu TeTpage Oanno. LinaHos npu 6nefHbix
¢dopmax BINC, noasnanca c MOMeHTa pa3BUTUA NEFOUYHOW -
nepteH3un (JI1N) nnm HapacTaHus, a cTeneHb BbIPaXeHHOCTY
Obls1a BCerga MeHblue, Yem y aetein ¢ cuHmmn BMNC, n He co-
NpoBOXAaNnca NONNUUTEMUEN U NOBbLILIEHNEM FreMaToOKpu-
Ta, UTO NOATBEPXKAAETCA NCCIefOBaHMUAMN APYTX aBTOPOB
(1,2,3,4). Nnwb B cknepotuyeckon dasze JII oTmevanacb
TeHOAeHUMA K MOAMUMTEMUN M HapacCTaHWIO reMaTokpuTa
Ha $GOHe yMepeHHOro uraHo3a KOXu 1 CIM3UCTbIX 06050-
yek.

JeTn ¢ TAXKenbIMM NPUCTYNamu rMnoKcmm 6biam Hanpas-
NEeHbl Ha OMepPaTUBHOE NleYeHNe B SKCTPEHHOM MOpALKe.
Y 30% 60JIbHbIX, MOCTYIJIEHVE Ha CTaUMOHAPHOE fleyeHne
ObII0 CBA3AHO C NMPUCOEAVHEHNEM UHTEPKYPPEHTHBIX VH-
dekunn (OPBU unu KuwweyHbix nHGeKuuin).

Heob6xoanmo oTMETUTb, UTO YacTb MOCTyMNalLWmX aeTel
Ha NleyeHne VMenu conyTcTByioLe 3aboneBaHus, KOTO-
pble yXyAlWanu B Kakou-TO Mepe Mmelolmneca coctosHue.
Tak, y 85% 60bHbIX Mena MecTo rMNnoKCUYecKn—mLemu-
yeckad sHUedanonatuns, y 6% 60nbHbIX — cHApom [layHa,
MouTh y BCex OONbHbIX OTMEUYANoCh OTCTaBaHME B ¢pusmye-
CKOM U HEPBHO-MCMXUYECKOM pa3BuTtun. Y 20% 6O0NbHbIX
BbISIBJIEHO Hanmuvie AByX 1 bonee cTUrm An3ambpurioreHesa,
y 36% — coueTaHue 2x 1 6onee NaToNoruii.

Ha 6bicTpyto yTomnsaemocTb feTel, xanosanucb 80%
MaTepei. ¥ 98% 60nbHbIX ObIIN Kanobbl Ha NOTANBOCTD,
3aTpyAHeHVe Npy KOpMeHUN Yy feTeil paHHero Bo3pacTa

BbifiBJIEHbl Y 78%. B 75% cnyuyaeB Habnoganacb 3agepkka
NCUXOMOTOPHOrO Pa3BUTKA.

Mpy 06BEKTUBHOM OCMOTPE, Y MALMEHTOB C TETPAAON
®anno, HaXoAMBLINXCA MOJ HalLMM HabMloAEeHEM BblisiBe-
Hbl KNlaccuyecKre N3mMeHeHus.

Taxvkapaua BcTpeyvanacb y 65% petei, Kapamomera-
nma —y 10%. Mpwu aycKkynbTaumn BbiCAyLWIMBAETCA NPOAOI-
KUTENIbHbIN CUCTONMYECKUI LWYM Ha OCHOBaHWWM cepaua
1 BOOJb JIEBOrO Kpasa rpyauHbl —y 94% petein ¢ TeTpagon
@anno, uTo ABNAETCA PaHHUM CUMMTOMOM. XapaKTep LymMa
cepaua npu Tetpage Oanno 3aBUCKN OT CYXKEHUA BbIXOQHO-
ro TpakTa NPaBOro Xesnyfouka 1 BennunHbl fedekTa Mmex-
XKenygoukoBon neperopodku. Mpyn HapacTaHWMM CTEHO3a,
LLYM CTaHOBWJICA KOpoYe N MArye.

MpaHMubl cepaua ObIMU paclIMpPeHbl Y BCeX BOSbHbIX,
He TONbKO BMpaBo (85%), HO 1 B HEKOTOPbIX ciyyasx (15%)
BJIEBO.

Mpw aycKynbTaumm y Bcex 60ibHbIX onpeaensnca TUnmy-
HbI ANA CTEeHO3a NeroyHon apTepun rpybbiii cuctonnye-
CKUI WYM, [OCTUrAIOWNIA MaKCMyMa BO 2-3 Mexpebepbax
cneBa OT rpyauHbl. Y 65% aetell HAXOAUBLLUXCA B TAXKENOM
COCTOAHUN, C BbIPaXEeHHbIM LIMAHO30M, CUCTONUYECKUI
Wym 6bin HEFPOMKWI, TaK Kak MHTEHCMBHOCTb LUyMa 3aBu-
cena oT CTeneHn CTeHO3a NIero4YHON apTepun, KOTopbIil Bbin
BblpakeH B 3TOM rpynne. A y getei C MeHbLleln CTeneHblo
CTeHo3a neroyHow aptepum — 35%, Ha poHe OTCYTCTBUA
LiMaHOo3a BblCYLUNBANCA TPOMKMNIA CUCTONMYECKII LIYM.

HapyweHue cuctonnueckon GyHKLUN NeBOro Xenyaou-
Ka, BbiABNEHO y 54% petewn, a NpaBoro xenygouka — 25%.
MNpur3Hakn cepaeyHom He[oCTaTOMHOCTU MNPOABAAINCH
y 32% 60nbHbIX.

[ocToBepHbIM Npur3Hakom cuHmx ¢opm BI1C, asnnock
ocnabneHune NEroyHoro KOMNoHeHTa 2 ToHa Hag J1A y Bcex
60/bHbIX, BbIPaXEHHOCTb KOTOPOro Haxoamiacb B NPAMON
3aBUCMMOCTH OT cTeneHun cyxeHusa JIA. ObHapy»KeHuto 3To-
ro CMMMTOMa, HapAdy C aycKynbTauuei, noMorano GpoHo-
Kapauorpaduueckoe nccnegoBaHue, nposegeHHoe 20 ge-
TAM, O YeM CoobLIaloT Apyrvie aBTopbl (2,4).

YBenuueHne neyeHn scTpeyanocb y 10% geten ¢ TeTpa-
nown @anno.

Y 60nbLINHCTBA 6OMbHbIX (85%) B TeueHMe ofHOro roja
06bIYHO Habnogancs 1 unu 2 ann3oaa 6GPOHXUTOB Ha POHe
OPBW, pexe (45%) ocTpasa NMHEBMOHMA, YTO NoATBEPKAAET
penkKyto Ux yactoTy y getein ¢ cuHumn popmamm BMNC (1,2,3).
OpHako OPBU y Hux npoTekanu 6e3 Bblpa)keHHbIX KaTa-
panbHbIX ABMEHUN, C HEMPOTOKCMKo3oM (50%) n ¢ OBC —
CcMHApPOMOM (60%) B dase runokoarynalmm.
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YactoTa npucoeguHenma cencuca (y 20%) B Tom uncne
C pa3BuTMeM 3HZoKapauTa (y 10%) u acbuecca ronoBHOro
mo3ra (y 6 6onbHbiIx) y aeTten ¢ BMNC 13 rpynnbl 6bina ropas-
o 6onblue yem y fetei ¢ 6negHbiMrM dopmamy UTO Moa-
TBEPXKAeTcAa pe3ynbraTaMu HabnloaeHusa Opyrnx aBTopos
(2,3,4).

HapyweHue ¢yHKuMn muokappa npu tetpage danno
CONPOBOXAANNCb Yalle BCErO BblpaXXeHHOW MUOKapanasb-
HoW AnchyHKUMen (62%), UTo ObIIO CBA3AHO C Neperpy3Kon
nonocTein cepaua AaBNeHNEM, 0ObEMOM 1 MPOJOIHKUTESb-
HOCTW 3TOro BO3A4eNCTBUA.

Cpenu aputmnin y geteii ¢ Tetpagon Qanno, yalle BCTpe-
yanucb — 6pagraputmMnm —y 15%.

O6bwymn 3xokapanorpapuyeckummn npmsHakamm BIMC
U3 rpynmnbl CUHUX ABUAUCH runepTpodua 1 gunatayua no-
NOCTW NPaBoro xenygouka (y 50%), cy>keHune J1A (y 46%), pe-
ryprutauma Ha TpUKycnuaanbHOM KnanaHe (y 45% peten).
K TMNWYHbIM Npr3Hakam B 3aBMCUMOCTM OT aHAaTOMUYECKO-
ro BapuaHTa BINC m3 rpynnbl CMHUX OTHOCWAUCHL aTpe3uA
TPEXCTBOPYATOro KnanaHa aHOMaslbHOe PacrnonoXKeHne ma-
rMCTPanbHbIX COCYAOB AEKCTPano3numa aopTbl KOPPUrnpy-
towre nedpeKTbl UIv NPOTOKM.

PaHHUMM 1 obwwmmmn 3snekTpokapanorpadrnyecknmm
casuramm y mHorux getein ¢ BINC us rpynnbl CUHUX ABUANCD
NpU3HaKn neperpyskn npasbix oTgenos cepgua. Y 70%
6onbHbIX ¢ TeTpagolri Oanso oTMeyanacb CMHYCOBasA Taxu-
KapauA. BbipaxkeHHOe OTKMIOHeHMe 3NeKTPUYeCcKom ocu
cepAua BNpaBo oTMeYanocb y 65% geten, Npu3HaKkm runep-
Tpoduun npasoro xenygouka — y 39%. MNpusHaku runep-
Tpoduu neBoro xenynouka —y 16%. CHUKeHMe NpoLeccos
penonapu3aummn xenygoukos —y 21%. HenonHaa 6nokaga
npaBow HOXKW NyuyKa [ca 3apernctpuposaHa y 48% fgetein.
CynpaBeHTpUKynApHasa aKcTpacuctonua BbiseneHa y 10%
60nbHbIX. [TOBbILEHHAA 3NEKTPUYECKAn aKTUBHOCTb 06enx
XenypoukoB —y 7%.

YCC konebanoco B npegenax ot 80 o 180 B MUHYTY B 3a-
BMCUMOCTU OT BO3pacTa.

HamHoro yvale 3apernctpmpoBaHa YacTU4Hasa N pexe
nonHaa 6nokaga NpaBon HOXKWM nydka lmca — y 55%.

Y 6onblUMHCTBA feTel (68%) MENN MeCTo HapyLIeHUs Npo-
LeccoB penonapmsaunn (HU3KOAMMAUTYAHbIN, W303/eK-
TPUYHBIN 1 OTpULLATeNbHbIV 3ybel T B CTaHZAPTHBIX M JIEBbIX
rPY4HbIX OTBEAEHUAX, HepPeKOo CO CMelleHneM cermeHTa ST
HUXKe U30NNHNK, PeXKe BbICOKOaMMAUTYAHbIN 3ybey T B 3TrX
oTBeAeHUAX).

XapaKTepHbIMW  PEHTFEeHONOrNYECKUMI  MPU3HaAKaMK
y Bcex geteln ¢ BIMC n3 rpynnbl cMHKX, 6binn obeaHeHne Ma-
NOro Kpyra KpoBoobpalyeHna — 97%, yBeniyeHne NpaBoro
npepcepanna — 52% n npasoro xenygoyka — 100%. Kor-
durypauma cepmeuHon TeHu 3aBucena ot Buga BIC. Tak,
y Bcex feTel ¢ TeTpagon Qanno tmnmuHomn Gopmon cepaua
6bina «6allmMayoK» NPy OTCYTCTBUN YBENNYEHNWA ero pasme-
poB. YBenuueHne cepgua B NonepeyvyHnKe BCTpeyanocb —
y 71% 60nbHbIX, AeKCTpano3numa aopTbl Obina BbiAB/EHa
Yawe — 80%, yem npu IXOrpadpuryeckom nccneaoBaHNn —
Y 3 peteii c TeTpagon ®anno umeno mMecto paclwmpeHve
KOpHEN NEerkmx M HesHauuTenbHOe YCUSIEHUEe NEeroYyHoro
PVCYHKa, KOTopble, BUANMO, CBA3aHbl C BOSHUKHOBEHMEM
KonnaTepaseln 3a cueT 6POHXMANbHbIX COCYLOB.

N3meHeHnAa B KpoBu y geten ¢ TeTpagon Manno nvenn
CBOW XapaKTepHble 0COBGEHHOCTU, CBA3AHHbIE C FTMMOKCUEN.
Tak y Bcex naumeHTOB npu ob6cneoBaHNY BbIBNEHO KOM-
neHcaTopHOe yBeNMyeHne YPoBHA reMornobuHa, cpefHue
nokasaTenun Kotoporo coctasmnu 136,2 + 4,5 r\n, B npege-
nax konebaHun ot 136 go 195 r\n. NMonnuntemmnsa, passue-
LAACA BCNeACTBME XPOHUYECKOWN TMMOKCUMN COXpaHsanachb
JonroBpemeHHo. KonnuyectBo 3pUTPOLMTOB HaxOAMnochb
B npepenax ot 3,5 oo 6,0. LiseTHon nokasatenb o1 0,8 go 1,1.
Catypauusa Kucnopoga rno AaHHbIM MyNbCOKCUMETPUN, KO-
nebanacb B npegenax ot 51 o 83%.

BoiBOAbI

KnnHnuyeckoe TeyeHme 1 TAXKECTb COCTOAHMA feTel paH-
Hero Bo3pacTa ¢ TeTpagon Manno onpefenaeTca rmnokcmnen
1 HapyLleHreM remopeonornu. K KnmHnyecknm ocobeHHo-
cTam TeueHna TeTpaabl Panno y geTen paHHero Bo3pacrta
OTHOCATCA [pPa3BuUTMe 4YacTblX OAbllLUeYHO-LUNaHOTUYHbIX
NPUCTYNoOB, HapyLeHNa pUuTMa U NPOBOAUMOCTI, MNOKap-
OunanbHble AnCcOYHKUMW, WHPEKLUMOHHOro 3SHAOKapawTa,
abcuecca ronoBHOro Mo3ra U TPAH3MTOPHbIX MO3rOBbIX Ha-
pyLIEeHNA.
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