(hYHKCMOHANMN OH XaHrOMMW Kab3naTu My3MUH.
MaBof Ba yCcynxon TafAKUKOT. TagKukoT gap
HaTuyau omysuin 140 Haap 6eMOpPOHM TUpUDTOPK
Kab3nMATN MY3MWH ry3apoHuja LUYyAaacT, K/ a3 OHxo 6a
53 (37,9%) HathapalloH aMannETN YappOXUKN HaKLLIABM
rysapoHufa wypgaact. 3aHxo 6yaaHg 106 (75,7%) Ba
mMapaxo 34 (24.3%) Hadap. [dap TawxucoTn 6eMOpoH
6a Taiip a3 ycynxou aHbaHaBW, MHYYHWUH 3MEKTPO-
TEPMOMETPUAKN pyfJan raBc JOXWA Kapha LuyAaacT.
HaTnyaxon TagKMKOT: Taxnuau HaTu4axo Hu-
LIOH MeAMXaHA, KN Kab3naTun My3MUH aap 3aMUHaxom
MHKUWO(U HYKCOHM Ba YOWTMpLIABUN pyfan rasc
6a AK KaTop XyCyCMATXOM TarmpoTu Kopu (PyHKCK-
OHa/M oBapfa MepacoHaf, Ku OHpo 60 TalIXWUCOTK
Maxcyc MyalsiH Kapja mewasag. bapou 6axogmxuu
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LAaKUKWU KOpW XapakaTu pyfau rasc 6MonoTeHcuanxo
6osf a3 caTxu nappav nyobum cabt Kappa wasap.
TarnpoTxo HULWOHAMXaHAAX0N 6MONOTEHCHUANXOU
pyjau rasc gurapryHuxou xoc sobacta 6a mapxunau
Kab3nmaTh My3MUH Ba MUHTaKaxou ryHoryHu pygau
rasc gopag.

Xynoca. ANroputMu Tawxucotn 6emopum
Kab3nmaTh My3MuH 6054 YYHWUH YCYNXOoW TawXucpo
fap 6ap rupag: uppurorpadus, naccaxm maxaynu 6a-
puii gap py4axo, KonoHockonua 60 31eKTpoTepMoMu-
omeTpusa, TKMC 60 3 D mogenu Ba «KONOHOCKONUAN
BUpTyanu». 2. bapou Taxnunm mydaccanu xonatu
KOpW pyfaun raec, mapxunau Kabsuart, MUHTUX0OU Tak-
TUKau OKUNoHan Tabobat omy3uwin 6uonoTeHcnanu
pygaun raBc axaMusaTV KanoH Jopag.

PEOKWE BPOXXAEHHbIE 3AEO/IEBAHNA B AETCKOW KAPAVNOXUPYPI N

1AO «HayuHbIil LeHTP NeanaTpPUM 1 AeTCKON XMpyprum» MUHUCTePCTBA 3paBOOXPaHeHNUs Pecny6anKu

Ka3zaxcTaH

20IBY «HaynoHanbHbIi MEANLWHCKNUIA MCCNef0BATENbCKNIA LEHTP CEPAEYHO-COCYAUCT O XMPYpPruu
nmenun A.H. bakynesa» MuHucTepcTBa 34paBooxpaHeHns Poccuiickoin degepayun
3HAO «Kasaxckuii HaunmoHanbHbIi MeLULUHCKNIA YHUBEpCUTEeT umeHn C. ActheHansposa», I. AimaTbl,

Pecnybnuka KasaxcTad.

CapceHb6aeBa 'ynb>kaH VICKEHAMPOBHA - K.M.H. 3aMeCTWUTeNb AMpekTopa no Hayke AO «HayuHblii
LEeHTp negnaTpunm n LeTCKOR xmpyprum» MuHucTepcTBa 34paBoOXpaHeHus pecnybamkn KasaxcTa;

e-talhm*an75@ TalT

Llenb nccnenosaHus: AHanM3 co6CTBEHHOrO MaTepuana U3yueHust peaKux HO30MOMWIA, BCTPEUAKOLLMXCS B 16 TCKOM

KapAVonoruu U Kapamoxupypriau.

MaTepuanbl U MeTOAbl UCCNEeLOBAHNA: HOBOPOXKAEHHbIe U AeTu ¢ - 18 naumeHTOoB 3a nepuog 2010-2019 rr.

BceM geTaAM npoBefeHbl CTaH4apTHbIE MeTOLbl UCCNeA0BaHMA: YbTPa3ByKOBbIE UCCNEL0BAHNA CepALa U COCyAoB
(OXOKT), aHrvokapauorpadums, 3KI, KT no nokaszaHusam, nabopaTopHble 1 rTMCTONOMMYECKMe UCCNEOBaHNS, U3YYeHbI
MakponpenapaThbl, METOJ «CyXOil Kanu» Ha COnyTCTBYHOLLME BPOXKAEHHbIE 3a601eBaHNs 06MeHa BELLECTB.

PesynbTaThbl nccnefoBaHna 1 Ux o6cy>kaeHne: Cpean 06CnefoBaHHbIX NauneHTOoB OblI0: HOBOPOXKAEHHbIX- 5
nauveHTos; Ao 1roga-5; o 5neT-8 nauuveHToB. Cpean o6CnedyemMbix naumMeHToB, ObiMM AUArHOCTUPOBaHbl Takue,
pefiko BCTpevatoLyecs HO30/0TUM, Kak: MHOXKeCTBeHHble pabJoMUOMbI cepaua -y 6 naumeHToB (33%), y ogHoro u3
KOTOPbIX NOATBEP>KAEH BPOXKAEHHbIA Ty6eposHbIit cknepo3 (bonesHb MpuHra-bypHesnnns); 130AMpoBaHHas rMraHT -
ckas kucTa npasoro npegcepaus-1 (5,5%), NOPOKM MUTPAILHOIO Y a0PTaILHOIO KianaHa € pasBuTUeM Bblpa>KeHHOM
MUKCEMaTO3HOI fedhopMauyy 1 PYHKUMOHANBHON HeAOCTaTOYHOCTM BCTPeUanmch y 6 aeTell ¢ MyKonoaucaxapugo-
30M (33,3%); (hmbpoma MMTpPaNbHOrO KnanaHay HOBOpPOXKAeHHOro -1 (5,5%); u30nmMpoBaHHas runoniasvs npasoro
>Kenygouka -1 cnyvaii (5,5%), 1 cnyyain ¢ Tpuagoii Mapdana (5,5%). MpegcTasneHbl 0COGEHHOCTU KIMHUYECKOTO 1
WHCTPYMEHTA/IbHOr0 UCCNef0BaHNsA y [AaHHOr0 KOHTUHreHTa NalneHToB.

BbiBogpl: Ha ocHOBaHWM pe3ybTaTOB aHanmsa Mbl CYATAEM O HEOBXOAUMOCT Y MyNbTUANCLMNAMHAPHOIO Nogxosa
y JeTeil CO CNOXKHbIMU BPOXKAEHHbLIMY NMOPOKaMM cepaua v cocyaoB, B 0COBEHHOCTW C COMy TCTBYOLMMY 3a60NeBaHN-
AMW. STO HEOBXOAMMO MPU BbIGOPE TaKTUKM U CPOKOB OMepaunii Ha CepALe M cocyfax, AMHAMWUYECKOro HabnoaeHus
1 Ha3HaYeHWs MeAMKaMeHTO3HOW Tepanuny nauyeHTOB.

KntoueBble cioBa: BPOXKAEHHbIE MOPOKY CepALa, TMMoniasusa Npasoro »enyaouka, Kapavoxupypris, Kapauonorus,
MyKononvicaxapuios, HOBOPOXKAeHHbIe,pabaomMnoma, Ty6eposHbIil CKNepos.
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RARE CONGENITAL DISEASES IN PEDIATRIC CARDIAC SURGERY

1Scientific Center ofPediatrics and Pediatric Surgery of the Ministry of Health of the Republic of Kazakhstan.
Almaty, Republic of Kazakhstan.

2FGBU *‘National Medical Research Center of Cardiovascular Surgery named after A.N. Bakulev “of the Ministry
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Sarsenbaeva Gulzhan Iskendirovna - Deputy of Director on Science, Candidate ofMedical Sciences, cardiac-
surgeon; E-mail:gulzhan75@mail.ru

Aim. To conduct an analysis ofthe own material on a study of rare diseases in pediatric cardiology and cardiac
surgery.

Material and methods. The study included 18 newborns and children observedfor the period of 2010-2019.
All children underwent standard examination methods: ultrasound examinations of the heart and blood vessels
(Echocardiography); angiocardiography; ECG; CT according to indications; laboratory and histological studies;
macro preparations examination; “dry drop” methodfor congenital metabolic diseases.

Results. Examined patients included: 5 newborns; 5 patients up to 1year; 8 patients up to 5 years. Following
rarely encountered diseases were found: multiple heart rhabdomyomas - in 6 patients (33%), one ofwhom had confirmed
congenital tuberous sclerosis (Pringle-Bournville disease); an isolated giant cyst of the right atrium-1 (5.5%), mitral
and aortic valve defects with the development of marked myxematous deformation andfunctional insufficiency were
found in 6 children with mucopolysaccharidosis (33.3%); mitral valve fibroma in a newborn -1 (5.5%); isolated right
ventricular hypoplasia - 1 case (5.5%); 1 case with the Marfan triad (5.5%). Thefeatures of clinical and instrumental
examination of these patients categories are presented.

Conclusions. Based on the results of the analysis, we consider the necessity ofa multidisciplinary approach for
children with complex congenital defects ofheart and blood vessels, especially with comorbidities. This is necessary
to consider choosing the tactics and timing of operations on the heart and blood vessels, dynamic observation and the
medication prescription.

Keywords: congenital heart defects, right ventricular hypoplasia, cardiac surgery, cardiology, mucopolysaccharidosis,
newborns, rhabdomyoma, tuberous sclerosis.

AKTyanbHocTb. K pegkum 3ab0/feBaHNAM OTHO-  AMarHOCTWKE, TaKTUKE W IEYEHUU 3TOr0 CAOXKHOIO
CATCA NPAKTUYECKMN BCe FeHeTuYeckune 3aboneBaHUs.  KOHTUHIeHTa 60/bHbIX. BpoXaeHHbIe NOPOKK cep-
OfHako cpeam pegkux 3abonesaHuii ecTb 3a6oneBaHNs  La 'y AeTeil - o4Ha M3 Hambosee pacnpoCTPaHeHHbIX
BPOX/EHHOI0, MH(EKLMOHHOIO, ayTOMMMYHHOIO MW BHYTPUYTPOGHbLIX aHOManuin y geteil (COCTaBnsOT
TOKCMYECKOro npoucxoxgeHusa. B uenom, npuumHbl  0Kono 30% OT ymcna BCeEX BPOXKAEHHbLIX NMOPOKOB pas-
BO3HWKHOBEHMA 60MbLWIMHCTBA PefKUX 3a60neBaHNn  BUTUS). PasnnyatoT 6onbwe 160 BMAOB BPOXAEHHbIX
Ha CerofHAWHNA AeHb OCTAOTCA HEM3BECTHbI. B Mupe  MOpOKOB cepaua y AeTei.

He CYLLEeCTBYET Kakoro-to efjMHOro ypoBHSA pacrnpo- Pa3BuTve COBPEMEHHON MpeHaTanbHON AMa-
CTpaHeHHOCTW 3a60/1IeBaHNSA B NOMYNALMMK, NPU KOTO-  THOCTUKM MO3BOAUAN LUATHOCTUPOBATb COXHbIE,
pOM €ero HayMHalT CUMTaTb PefKUM. Tak, CUNTAeTCAd  KOMOWMHUPOBAHHbIE BPOXAEHHbIE aHOManuu. B oT-
peakuM 3aboneBaHue, KOrga 4yacToTa BCTPEYaeMOCTM  €4eCTBEHHOM KapAMOXUPYPrum U Kapanonornu B Ha-
B CLUA - 1:1500, AnoHua - 1:2500, Poccua - 10  crofuiee BpeMs MMeeTCd TeHAEHLNA K BCTPeYaeMoCTu

cnyyae Ha 100 Tbic. [12]. BCE Yallle CMOXHbIX, COYETAHHbIX aHOMASIMIA N peaKnx
B HacToslLlee BpeMsA COBPEMEHHas KapAuOXupyp-  MaTonoruin ceppua v CocynoB Yy AeTeit.
rms cosfgana BO3MOXHOCTb pagnKanbHON KOpPPeKLmm Lienb nuccnefosaHusa: MsyyeHune pefKux BpoX-

MHOTMX BPOXAEHHbIX MOPOKOB cepiua B 60nee paH-  LEHHbIX aHOManuin cepaua u CoCyfoB, BCTpeyaro-
HeM AeTCKOM BO3pacTe, W, eCTECTBEHHO OMpPeAennNio  LMXCA B AETCKOW KapAMOXMPYpPrum n Kapauonoruu.
OFPOMHBIA MHTEpPec K AaHHOW npobneme pasnuy- MaTepuanbl N MeToAbl UccnegoBaHnA: Hoso-
HbIX ee acnekToB. HecMoTpsA Ha o4YeBUAHble ycne-  poXxfAeHHble n geTu (18 nayueHToB), 3a nepuog 2010-
XMW B NIEYEHNUN BPOXAEHHbIX NOPOKoB cepaua (BMC) 2019 rr. Bcem fetam nposefeHbl CTaHAapTHble Me-
y [eTell, 0CTaeTcs [OCTaTOYHO MHOFO BOMPOCOB B TOAbl UCCMELOBaHUSA: yNbTPa3ByKOBbIE UCC/EL0BaAHMNS
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cepaua un cocypos (3XOKI), aHrnokapauorpapus,
3KT, KT no nokasaHusm, nabopaTtopHble U FMCTONO-
rMyeckue UCCnefoBaHUA, U3yYeHbl MaKponpenaparsbl,
MEeTOJ, «CYXOi Kannu» Ha CONyTCTBYIOLLME BPOXAEH-
Hble 3a60neBaHMA 0OMeHa BELLEeCTB.

Pe3ynbTaTtbl UCCNefoBaHMA N UX 06CYXKAeHUeE:
Cpeau o6cnefioBaHHbIX NaLMEHTOB 6bl/I0: HOBOPOX-
JeHHbIX - 5 nmaymneHTos; go lroga - 5; go 5 net - 8
nauneHToB. Cpeau obcnefyemblX nalyuMeHToB, 6bi1u
[AMarHoCcTUpoBaHbl TakMe pefKo BCTpeyarLinecs Ho-
30/10TUU, KaK: MHOXXECTBEHHbIE pPabaoMUOMbI Cepa-
ua -y 6 naumeHTtoB (33%), y 04HOro U3 KOTOPbIX
NOATBEPXAEH BPOXKAEHHbIA Ty6epo3HbIl CKnepos
(BonesHb MpuHrna-bypHesunns); M30NupoBaHHas
rmraHTcKas Kucrta npaeoro npegcepgus - 1 (5,5%),
MOPOKN MUTPaNbHOro M aopTanbHOro KianaHa ¢ pas-
BUTMEM BbIPaXXEHHOW MUKCEMATO3HOW Aedopmauum n
(hYHKLMOHANbHOW HefOoCTaTOYHOCTW BCTPeYanuch y
6 peteii ¢ mykononucaxapugosom (33,3%); gpubpoma
MUTPaNbLHOro KnanaHay HOBOpPOXAeHHOro - 1 (5,5%);
M30/1MPOBaHHAA TMNonaasnua npaBoro xenygoyka - 1
cnyuyaii (5,5%), 1 cnyyaii ¢ Tpnagoii Mapdana (5,5%).

MpoonepupoBaHo - 9 geTtein (60%): pagnkans-
HOoe ncceyeHne obpasoBaHUn cepaue -y 2 feTei,
UMNIaHTauna Kapguoctumynaropa - 1, paankansHas
Koppekuus BIMC Ha oTKpbITOM cepaue - 4. Ymep 1na-
LIMEHT € Ty6epo3HbIM CKnepo3oM (6,6%). 6 nauneHToB
MOAYYUIN KOHCePBaTUBHYIO Tepanuio guypeTukamu,
KapgmomMmeTabonutamu, 6eTa-610KaTopamm n cnew-
NPUYECKYIO (PEPMEHTO-3aMECTUTE/IbHYIO Tepanuio.

B Hawwux cnyyasx BCcTpeyanucb pabaoMuombl y
6 nauuveHToBs, hMbpoma MUTPaNbLHOrO KfanaHa-y 1,
M30/IMPOBaHHasA KMUCTa npasoro npegcepgausa-y 1 Mo-
cnegHue 2 obpasoBaHus 6blnM yaneHbl y NaLMeHToB
M Ha rMCTONIOFMYECKOM WCCnefoBaHUN MpenapaTos
- onarHos noateepxaeH. B 1 (5,5%) cnyvae y nayu-
eHTa ¢ pabfoMMOMON MUOKapaa oTMeyancs perpecc
npouecca, 4 naymeHTa (22%) HaxoasaTca B HacTosLLee
BPEMS Ha AMHaMWU4YeCcKOM HabnwgeHun. B Hawwmx
aHannsnmpyembix HabnogeHnsax, pabgoMmnomsl cepaua
BO BCeX 5 cfiyyaax guarHoctuposaHbl Ha AXOKI y
NauneHToB Cy4yaliHO, 6e3 KNMHWUYECKMX MPOSBAEHWI
(83%), n nuwwb B 1 cnyyae (27%) ¢ NaToNoOrMyecKUMu
cumnToMamu. B cnyuaax Hanmuus ubpomsl 1 KUCTI
B cepAue, CAMNTOMbI Y MauWeHTOB MPOSABAANNCL B
BUAe HapyLleHua puTMa cepaua.

pynna geTeli ¢ BPOXAEHHOIW naTonoruein kna-
naHoB Ha (hoHe opdaHHOro 3abonesaHns o6meHa Be-
WwecTB - Mykononucaxapugosa (MIC) B HacToALee
Bpems ABMAETCA UHTEPECOM Hallero HabneHus.
Mbl npoaHanusupoBann 38 cny4aes, r4e y AaHHOM
KaTeropmm oTMeyaroTCs creunduyeckue natosorunye-
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CK/We W3MEHEHWA B CepALe B 3aBUCUMOCTU OT Tuna
MMC (MPS) B 100% cnyuasx. Cpeam feTeld, KOTOPbIX
Mbl Habntoganu, 6bi1o0 8 geteit ¢ MPS | Tuna (25%),
14 manbyukoB ¢ MPS tuna Il (43,7%), 4 peTeli ¢
MPS Ttuna IVA (12,5%) n 6 geteit ¢ MPS tnna VI
(18,7%). B 6,2% cnyuaax y nayumeHtos ¢ MTC I
TUNa 0TMevanacb BblpaXKeHHaa AunaTauus KopHa aop-
Tbl U CMHYCa BanbcanbBbl. B 6onblINHCTBE Cnyyaes
y MauueHToB 0TMEYanochb NaTosorug MUTpasbHOro
KnanaHa (MWKCeMaTo3Hoe M3MeHeHue CTBOPOK, YA-
NNHEHWe nepefHeil CTBOPKM W pasfiMyHble CTEMeHW
peryprutaumuu), Ha BTOPOM MECTe - HeloCTaTOYHOCTb
aopTasibHOro KnanaHa v B pefKux ciydyaax - nopa-
XeHue TpUKycnupanbHoro knanaHa. MNauuneHTam c
1 tunom MIMC npoBogunack cneynguyeckas gep-
MeHTO-3aMecTUTeNbHasA Tepanus, Ha ()OHe KOTOPOWi
0TMeyaeTca NOMoXUTeNbHaA TEHAEHLMA: He nporpec-
CUpYeT peryprutaumns n oTMeyancs He3HauuTeNbHbIN
perpecc nNaTonOrMyeckMx HapyLlleHnii Ha KnanaHax,
[LOMONHUTENIbHO MauMeHTaM NpoBoAuiach No nokasa-
HUA MeAMKaMeHTO3Has Tepanus nHrnbutopammn AMNd
N BUypeTmkamu.

Mo Hawum HabnwgeHuam oTmevanca 1 cnyuvai
Hanuuua Tpuagbl MaptaHa, BnepBble BblABNEHHOW Y
feBoyku B 12 net. [leBoyka Haxofmnacb Ha guHammye-
CKOM HabnofeHve y opTtorneja ¢ AMarHo3oM aHoMaus
KOCTHO-MbILLIEYHOWN CUCTEMbI - «3anaBLlas rpyanHa.
Mepen opToneanMyeckoin onepauueli - KOppekuuu
rpyauvHel, nposefeHa OXOKI, rge Brnepsble AMarHo-
CTUPOBAHO YMEPEHHOe pacliupeHne KOpHSA aopTbl U
AMCNNAacTUYECKME U3MEHEHUS Ha KnanaHax MuUTpasb-
HOro ¥ aopTasbHOro KnanaHa v BbICTaBAEH CUHLPOM
MapdaHa. PebeHKy NpoBefleHO reHeTUYecKoe uc-
cnefoBaHue, rae NoATBepXAeH cuHapom MapdaHa.
3TO roBOPUT O TOM, YTO HEO6XOAUMO 0653aTenbHOe
nposegeHne IXOKI B rpynne geTei ¢ HapyLUEHNAMM
KOCTHO-MbILLEYHON 1 COeNHNTENbHOW TKaHWU.

MpepocTaBisieM HECKOMbKO K/IUHUYECKUX Cly-
YaeB pefKO BCTpeyaloLmMxcs HO30M0rMiA B LETCKOM
KapAnonoruv v Kapanoxupypruu:

KnuHudeckuin cnydaii 1. MauuneHT K. HoOBO-
POXAEHHbIA, NOCTYyNaeT Ha 3 CYTKM NOCe POXAeHNs
M3 pOAUNIBHOTO AOMa B KapAUOXUPYPruyeckoe oT-
[leneHne ¢ amarHo3om «HapylweHue putma cepgua.
Bpagvnkapaua no 40 ygapos B MUHYTY. lonHaa atpu-
OBeHTpUKynApHaa 6nokaga (ABB)» ¢ npusHakamu
BblpaXXEHHON cepAeyHoli HegocTaTouHOCTU. B kapgu-
OXMPYPrMYeckoM OTAeNeHNMN BbICTaBMeH KAMHUYECKUIA
AuarHo3 «MHoXecTBeHHble pabgoMnomMbl cepaua.
MonHas ABB. HK 2-3 cteneHun. 0o 3KCTPeHHbIM No-
KasaHWAM NauueHTy NpoBefieHa onepauus- UMMJaH-
Tauuns kapguoctumynatopa (3KC). Mocne onepauun
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COCTOsiHME CcTabu/IbHOE, OYeHb TsKenoe. OAHAKO Ha
2 CyTKM mocfie onepauuy 0TMeYaeTcs pPe3Koe yxya-
LeHNe COCTOSAHMA, NPOrpeccMpoBaHne HeAoCcTaTou-
HOCTU KPOBOOGPALLEHUS U TSXENON apTepuanbHoii
TUNOKCEMUM C IeTaNlbHbIM UCXOAOM MaLueHTa.

Ha ayToncuu nayMeHTy BbICTaB/eH NaTo/oroaHa-
TOMUYECKUIt AnarHo3 «Ty6eposHblii CKepos. bonesHb

PucyHok 1 Ty6epc (pabgomuoma) B 0651acTu Npasoro
aTpUO-BEHTPUKYNAPHOTO KnanaHa

PucyHok 3. O6CTpyKUMa TPUKYCNUAaIbLHOIO
KnanaHa Tybepcom

HUA MUKPONpenapaToB BM3yanu3npoBaHbl TUMUYHbIE
KNETKN U U3MEHEHWS B TKaHAX OPraHoB, XapaKTepHble
0N LaHHOW pefKoi naTonorum, Kak - Ty6epo3HbIi
cKnepos (puc 5).

KnuHnyecknii cnyyaii 2. MNayueHT T. HoBo-
POXAEHHBIW, 3 AHA XWU3HW, [OHOLIEHHbI. Moka3aTenn
reMoAuHaMWKN HOBOPOXAEHHOIO Noc/ie POXAeHUs
cTabunbHble. MpoBegeHa IXOKI, rae oTmevaeTcs
M30N1MPOBAHHAA TUMONAA3MA MPaBOro Xenygouka
(3XOKTI paHHble: pubposHoe Konbuo (PK) Tpuky-
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MpuHrna-bypHesunna. O6CTPyKUNSA TpUKycnuaanib-
HOro KnanaHa. Ha makponpenaparax: 06HapyXeHbl B
ro/I0BHOM MO3re MHOXECTBEHHble «paspacTaHua» u
06pa3oBaHuA - Ty6epcbl pa3MyHbIX pa3Mepos, MHO-
XEeCTBeHHble paboMUMOMbI B CEPAEYHBIX KaMepax C
obcTpykumein knanaHos (puc. 1, 2, 3, 4).

Mpwn npoBefeHVe TMCTONONMYECKOro UCC/ea0Ba-

PucyHok 2. MHO>KeCTBeHHbIe Tybepchbl B
ME>KMONMYLLIAPHONA LLENM roloBHOIO Mo3ra

PucyHok 4. MHO>KeCTBeHHble TYy6epchbl B
MUoKapze cepaua

cnugansHoro knanaHa (TK)-0,8 cm, ®K MuTpasbHoro
knanaHa (MK) -1,1 cm, guameTp nNpuTOKa Npasoro
xenygouka (MX)- 0,76 cm, guameTtp oTToka MXK- 1,1
cm, cooTHoweHne ®K MK/TK- 0,7, 0TKpbITOE 0Bab-
HOe OKHO- 4,5 MM, NIeroYHbIiA KnanaH- 6e3 natonoruu).
PebeHKy npoBefeHa KOMMbIOTEPHAsA aHrnorpagus c
KOHTpacTUpOBaHWEM, F4e OTMEeYaeTCqd U30/IMPOBaHHas
runonnasuns npaeoro xenygouyka (puc. 6)

MauuneHT BbiNUCaH Ha ambynaTopHoe Habntoge-
HWE, YYUTbIBAA OTCYTCTBME MPU3HAKOB MMMOKCEMUN U



PucyHok 5. MMKpPOCKOMNMYeCKoe nccnefoBaHme
Ty6epcoB rooBHOro Mo3ra, NpeAcTaBs/eHHble
TMraHTCKUMMN KNeTKamn 1 AUCMOP(IHbIMU HEMPOHaMMU.
Ty6epcoB B r0NOBHOM MO3re, HeipounTbl C
Ha/IMMNLWIMMKW Ha HUX FKounMTamm

HeJ0CTaTOUYHOCTM KpoBoOo6palleHus. JaHHbli cinyyaii
Mbl MPEACTaBWUIM, YUNTbIBASA, YTO B MUPE ONUCAHO
TONbKO 29 cny4vyaeB M30AMPOBaHHOW rMnonniasnm
npasoro »enygoudka [11, 13].

TakuM 06pa3om, B AETCKOW KapAnonormm n Kap-
OVNOXMPYPIUM MMeeT MecTO BCTPeYaeMOCTb peaKux
HO30/10TUI, UMEIOLLME CMIOXHOCTb UX ANATHOCTMKU
M nevyeHns. Y nayMeHTOB C pPeAKMMU HO30/10TUAMU
aHOManmmn cepieyHbiX Kamep U COCYZ0B pa3BuBaloTCS
Yalle OCNOXHEHUS B NocneonepawyoHHOM Mepuoae,
KNMMHUYEeCKoe TeueHue 3a60n1eBaHNA MMeeT 0CO6EHHO-
CTW Ha 3Tane KOHCepBaTUBHOW Tepanuu. AunarHocTuKa
pefKO BCTpeyarwmnxcs u cnoxHolx BIMC TpebyeT
6onee BHMMATE/IbHOIO U3YUYeHUS aHaMHe3a U NposBIe-
HWiA 3a60M1eBaHUS, LWIMPOKOTO CNeKTpa 06cnefoBaHNs,
4YTO AUKTYeT Heo6X0AMMOCTb HanpaBieHUs Takux
[eTeli B CNeLmanm3mpoBaHHble Kapanoxmpyprmyeckume
M KapAuonormyeckume LEeHTpb.

BbiBOgbl: Ha ocHOBe Hawux HabMOAEHUA Mbl
PEKOMeHAYeM:

1 Y10 npu MHOXECTBEHHbIX pabfoMmMoMax cepa-
La nayMeHTam Heo6xo4MMO NPOBOAWUTb KOMMbIOTEP-
HYI0 TOMOrpaduio ronoBHOrO Mo3ra, A48 UCKIYeHus
6one3Hun MpuHrna-bypHeBunnsa. Tak Kak, B Hallem
cnydyae, NpoBefeHNe HelipocoHorpadum y naumneHTta
c Tybepcamn B cepfue [0 onepauun 6b11o He UHpOp-
MaTWUBHbIM 415 ANArHOCTUKU MOPaXEHUS TOI0BHOIO
mo3ra. Tybepo3Hoe mopakeHuWe rONOBHOr0 MoO3ra
6b1710 BbIABMEHO CMy4aiiHO Ha ayTomncum.

2. MayneHTam ¢ TSHKENOWN naTtonorueid KnanaHoB
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PucyHok 6. KomnbloTepHas aHruorpadms
KOHTpacTupoBaHveMm. V3onnposaHHas
runoniasua npasoro >Kenyfoyka.

npu MIMC Heobxo4MMO NPOBOANTL CNELUPUYECKYIO
Tepanuio, U Ha (POHE Yero B AasibHeileM NpUHMMaTh
pelleHve O CpoKax onepauuy Ha KnanaHax. Kak us-
BECTHO, BOB/IEYEHNE B MATONIOrMYECKMNIA MpoLecc cepa-
Lia 1 COCYAO0B ABNAeTCA BeAyLleli MPUUNHOI Hebnaro-
NMPUATHOrO MPOrHO3a C NeTanbHbIM UCXOAOM feTeit
¢ MIMC, B 96% cnyyvaes. NposaBneHnUs nopaxeHus
cepAaua pasHble, U MOTYT K/IMHWYECKU NPOTeKaTb B
BUEe MWOKapAWTOB, TMNepTpoun Muokapga, auna-
TaLMOHHON KapLuoMMonaTun, aHeBpU3IMaTUUECKUX
M3MEHEHWI CTEHKWM NEBOr0 Xenyfouka, gunarauuu
KOpPHSA aopTbl, NOPaXXeHUd KnamnaHos, Kak B Buie
CTeHO03a, TaK W HefocTatoyHocTy [1, 9]. MopaxeHue
cepaua BO3MOXHO npu Bcex Tunax MIC, HO npe-
MMYLLECTBEHHO BCTPEYAETCA U [aeT PaHHIO KINHUKY
npm MMNC I, Il n VI Tnnax [6, 7, 8]. ¥ 60-90% pgetei
¢ MTIC npeBanupyeTt NopakeHuWe KianaHHOro anna-
paTa cepgua, npu atom cpean getein ¢ MMC I, Il n
VI B 92% cnyyaeB pernctpupyercsd HeLoCTaTOYHOCTb
MUTPA/IbHOrO KnanaHa, B 57% - aopTa/bHOro KnanaHa
[2, 6, 7]. B Hawux HabnogeHUAX B 601bLLINHCTBE
C/lyyaeB TaKxe BCTPeyaeTcs NaTonorus MUTPasbHOro
KnanaHa.
3.
reHetuyeckum 3abonesaHvem. CornacHo JaHHbIM
CTAaTUCTMKM BCTpeyaeTca AaHHoe 3aboneBaHue y 1
yenoseka 13 5000. B 6onblINHCTBE Cny4vaeB 601e3Hb
HOCUT HacneACTBEHHbIN xapakTep. B 75% cny4aes
poaMTenu nepejatoT MyTUPOBaHHbIM FeH CBOMM LeTAM
[4, 8]. B Hawem cny4yae npu cny4yaiiHOM MPOBeLEHWM

CuHgpom MapdaHa aBnseTcqd OYeHb pefKuMm
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3XOKI nauueHTy ¢ aHOManuei rpyauHbl BbiCTaB-
NEeH AmarHos - Tpmaga MapdaHa, NOATBEPXAEHHbI
reHeTUYEeCKMM uccnefosaHnem. Moatomy cnegyer
nposoauTb OXOKI Bcem feTaMm CO CTUTMaMWn 3M-
6puoreHesa U OTK/IOHEHUSAMU B KOCTHO-MbILLEYHO
cucTeme, AMCnnasnsiMm COegNHUTENbHON TKaHMU.

4. Onyxonu cepfua B KAMHUYECKOA MpakTu

BCTpeyvarTca Heyacto. Mx vactorta coctasnset 0,002-
1,5% oT Bcex BCKpbITHiA [10, 14]. PegkocTb pasButus
onyxonei cepaua 06bACHAT 0CO6EHHOCTAMU MeTa-
60/1vM3Ma MuMoKapAa, 6bICTPbIM KPOBOTOKOM BHYTpPU
cepAua 1 OrpaHNYeHHOCTbIO NMM{AaTUUeCcKUxX coeam-
HeHuid cepaua [14].

Hanbonee yactoli fO6pOKa4YeCTBEHHOM OMyXo0-
Nblo cepALa ABASETCA MUKCOMA, Ha [4OJI0 KOTOPOM
NMPUXOLUTCS NOYTU MOJIOBUHA BCEX NMEPBUYHBIX OMY-
xonei cepgua. Munkcoma BCTpevaeTcs npeumyLle-
CTBEHHO Yy ntogein B Bospacte 30-60 neT, B 2-3 pasa
yauie - y XeHWwuH [2, 5]. B Hawwnx HabnwoaeHnax
Hambosiee 4acTo BCTpevyanucb pabioMUOMbI, pexe
KUCTbl U nbpoMbl. BCceM nauneHTam ¢ MHOXECTBEH-
HbIMW pabAoMUOMaMUN Mbl PEKOMEHAYEM MPOBOAUTH
KT ronoBHoro mosra gns ucknw4veHus tybeposa. Y
feTeil MOryT 6bITb Cly4yau CMOHTAHHO perpeccuu
pabgomumombl MMokapaa. KnmHuka 3aBucuUT OT J10Ka-
nvsaumu onyxonn. Ecnm coctofHWe HWKaK He npo-
ABNAETCA KIMHUYECKUN, XUPYPTUYECKOE NeYeHne He
nokasaHo [3, 5]. B Hawwux HabnwogeHuax B 83,3%
cny4yasx nayuneHTbl ¢ pabgomMmomamMuy Haxoguanch
Ha JMHaMWYECKOM HabntogeHun.
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XYJ1I0OCA
.. CapceHbaeBa, A.N. Kum, A.K. Tynebaesa

BEMOPUX,0/ HOAMPU MOAP30A AP
KAPVOY,APPOX, M KYOAKOH

Makcagn TafKWUKOT: Tax/uam Xyau MaBoau
OMY3WLLM HO30/0TUAN HOAMP, KU Jap Kap4Amonorus
Ba Yappox,un AuNn KyfakoH MyLLIOXuja MellaBaj

MaBoj Ba YyCY/IKOM TayKUKOT: HaB304OHY
KyfakoH - 18 6emop fap gaspau a3 conu 2010 To
2019 maBpuaun Taxyuy yapop rupudraHg. X,amau
KYJaKOH a3 YCYNnxou CTaH4apTUu MyOUHa - TaxynyoTu
yntpacagouu guny parxo (3XOKT), aHrnokapguo-
rpatums, 3K, TK a3 pyiiv HUWOHAOLXO, MyOUHan
nabopaTopilt Ba rMcCTONOrA rysawTaHg. X,am3amMoH
MUKPONpenapaTxo Taxyuy Ba YCynm «yarpau XyLIK»
6apou owWwKop KapgaHu 6emMopuxon Mogap3oann my-
6ogmnanm mogaaxo HW3 TaTbuy Kapga Lyg.

Hatnyan TaykKMKOT Ba MyyoKMMaun OHyo: [ap
MUEHN GeMOpPOHM MyouHawypaa 5 Has3og, 5 6emopu
TO fiKcona, 8 natcmeHTn T0 5 cona 6ynaHa. Aap 6emo-
POHU TaxTu MyouHa Gemopuxoun Hoaupe 6a MOHaHAM

YK 616.342.-089.87/06-084
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pabgomuoman Gewymopu aun 3uMHu 6 (33%) Ha-
thap, fap Ak 6emop Tacannybmu Ty6epo3um Mogap3o4i
(6emopun MpuHr-bypHeBunna), KMcTam asmm m3o-
narcusawyfan newannn poct gap maspugu 1 (5,5%)
6emMop, HyYyCOHUW KnanaHu muTpanii Ba woxpar 60
NHKUWOGKW gedopmaTtcusam 3yxypeédran MMKpomaTosii
XxaHromu 6 (33,3%) naTcueHT 60 MyKononncaxapupaos,
runonnasmay n3onaTcusawygan Mebgadanm pocT gap
1 (5,5%) xognca, hubpoman KnanaHy MUTPaIin 3uM-
Hu 1 Hae3opg (5,5%) Ba 1 (5,5%) xoauca 60 ceroHau
MapaH Tawxuc rapamg

Xynoca. [lap acocu HaTuyaxou Taxnun 6a xy-
nocae omajgem, Ku fap MaBpuAN KyLAKOHW TUpUd-
TOPU HYYCOHXOW Mypakkabu mogaps3ogumu puny
parxo, xycycaH 60 6emopuxoun xambacTa MyHOCU-
6aTu MynTugaHHii 3apyp act. X,aHrOMU UHTUX06U
Tap3y MyxsnaTu amanuétu guny parxo, gMHamuKau
HasopaTy TabliHU Myonuyan Lopyi fap 6emMopoH
WH yCyn 3apyp acT.

Kanumayon Kanugi: HyyCOHXOM MOAap30fvu
4un, TMNonnasuan Mebjadan pocT, Kapauovappoxi,
Kapnonorus, MykKononmcaxapuaos, HaB3of4oH, pa6-
JOMUOMa, Tacannyou Ty6eposii.
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AHaIM3VpyeMbIii MaTepuan BKIOYaeT 0630p COBPEMEHHON NMMTEepaTypbl NOCBSLLEHHON AMArHOCTUKE, NIEYEHNIO

N NnpounakTUKe HeCOCTOATENLHOCTU KyNbTW ABEHAALATUNEPCTHON KUWKNA. VIMETCA MHOXKECTBO cnoco6os
YKPbITUS KyNbTU ABEHAALATUNEPCTHOR KULLIKW, HO HE OAHO W3 HUX He ABNSETCA HaAeXKHbIM MeTO0A0M. VIMEHHO
NO3TOMY, HECOCTOATENbHOCTb LUBOB AYOAeHaIbHOW KyNbTU He TepseT CBOK aKTyalbHOCTb MO Cell AeHb. Mo gaH-
HbIM IMTepPaTypbl, HECOCTOATENLHOCTD LUBOB [yOAEHATLHON KynbTu BCTpedaeTca oT 0,9% go 18% u 6onee, 4yTo
ABNAETCA CaMbIM FPO3HbIM OCNOMKHEHWEM pe3eKLmnn >Kenyaka no bunbpoT Il. OcHoBHasA NpuyMHa CMepTU 6OMbHbIX
C HECOCTOATENbHOCTb LUBOB yOfeHANbHOW KylbTW - CBULLEBOE UCTOLLEHWE W NePUTOHUT. N4 AMarHoCTUKN He-
COCTOSTENbHOCTb LUBOB [yOfeHaNbHON KynbTU NCNOMb3yT (hU3nKabHble, NabopaTOopHble U UHCTPYMEHTalbHbIe
MeTOfbl UccnegoBaHus. JleueHne HeCOCTOATENLHOCTb LUBOB AyOfeHaNbHON KynbTy Xupypruyeckoe. ns eé npodm-
NAaKTUKN HEOOXOAMM KOMMIEKCHbIV NOAXOA: HaJEeXKHOe CLUMBAHWE W YKPbITUe KynbTu (NepuToHusauns). Pag asTopos
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