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runmlmllnbm nnnnnenc
tH3MainnoBo), FOCTMHNLA
(BEST WESTERN VEGA Hoteln

congressZO17 radh.ru

E-mail: congressZO17@radh.ru

UHdopmaumoHHoe nucbmo Ne1

r'NYBOKOYBAXXAEMBbIE KOJIJIET N!

TpeTunit cbe3a POCCUNCKUX AETCKUX XMPYProB C MeXAYHapOAHbIM yYyacTuem 6yaeT NnpoxoauTb
19-21 okTA6psa 2017 ropa B MockBe
B rocTuHuue «BEST WESTERN VEGA Hotel» roctuHuuyHoro komnnekca U3MANNOBO
(M3amamnosckoe wocce, A. 71, 3oHa 3B, ctaHuma metpo «lMapTusaHckas».

Ans yyactusa B Cbesae Heob6xoanmMo opopMuTh 3asBKy Ha yyactue B KoHrpecce u Ha nyonukaumio Te3amcoB Ha opuLmanbHOM
caunTe cbe3pga: congress2017.radh.ru. Teaucbl npuHMMalOTCs NO BCEM pa3aenam Xupypruyeckux 6onesHen ageTckoro Bospacra.

KpaWHuM cpok noga4ym Te3ncoB U 3asiBOK Ha y4actue 20 uroHsa 2017 r.

BHUMAHUE!!! PewueHnem OprkomuteTta Cbesaa Kk neyatn NpMHUMAaloTCA TONbKO onayeHHble Teauckl. MaTtepuansl Chesna oyayt
ony6nvMKoBaHbl B NPUIIOXEHUU K XypHany «POCCUINCKMIA BECTHUK AETCKOW XUPYpPruu, aHecTe3Morioruu U peaHuMatonormmny.

CtoumocTb ny6nukauum tesucoB — 300 py6nen.

PEKBU3UTbI ANA OMIATbI: UM CbIPOBA MAPUHA BITADVMPOBHA; HH 772901061704; OrPHIAM 316774600462160; KT 0; Ten. 8(925) 518-43-18;
Bank AO «AlTb®A-BAHK» . Mocksa; BIK 044525593; p/c 40802810502870001357; «/c 30101810200000000593; 8 'Y BAHKA POCCUM 10 Li®O

Tesucbl GyayT NPUHUMATBCS B NeYaTh MPY HANMYMK KONUK NaTEXHOTO NOPYYEHMSs, NPUCIAHHO NMMCHMOM, MO haKCy UK MO SMEKTPOHHOW MouTe.

I'IPEJJ,BAPI/ITEHbHAFl NPOrPAMMA CBHE3OA
Cungpom MHTpaa6,q0MMHaanom rnnepTeHanm.
CVHAPOM «KOPOTKOW KULLKUY» Y AETeW.
[nadparmansHble rpbkn Y HOBOPOXAEHHbIX.
BeHTpanbHble rpbbkn y geten.
Pepnkune v ocnoxHeHHble opMbl MHBarMHaLmMn y AeTen.
CTOMBI B HEOTIOXHOW AETCKOW XMPYpPrum.
Xupyprusi ceneseHkn y oeTen (He rematonorus).
Henpobnactomel y aeTei.
CoBpeMeHHbIe TEXHOMOrMM B NIACTUHECKOW 1 PEKOHCTPYK-
TUBHOWN XMPYPrm AeTcKoro Bo3pacTa.
. MynsTvancumnnmHapHbIn NOAXO04, B AETCKON KOMBYCTMONOmm.
. AKTyanbHble BOMpOChk! XMPYPrimn ronosbl U LWEeN y AeTen.

©CoOoNOORAWN =

A
wWN—=0O

. Xvpyprusi BpoXaeHHo 1 NnpnobpeTeHHOM NaTonorum Bepx-
Hen KOHEYHOCTU Yy OeTen.

=N
N

. QHpockonus B TpaBmMartonorum n optonegum AeTCcKoro Bospacra.

. Bupeoceccus «Kak s 310 genato» (BuaeodparMeHT — 3 MuH,

obcyxneHne — 2 MuH).

15. PEKOHCTPYKTMBHO-NMacTU4eCcKve onepawumv B 4ETCKOW ypo-
NOrMn-aHAPONOrnK.

16. CoyeTaHHas yponoruyeckas natosniorns npyu aHopekTarb-
HbIX ManbdopmaLmsx.

17. OHAOBE3NKOCKONUYECKME MAHWMYNALMN MPU MOPOKaX HUX-
HMX MOYEBbLIX NyTEN.

Bo n3bexaHve HegopasymeHwii npocbba 3aBedyloM Kade-
ZpaMu, pyKOBOAMTENSIM OTAENOB, MMaBHbIM AeTCKUM crnelmanu-
CTaM XMPYpPru4eckoro Npodunst pacnpocTpaHuTb LaHHYH WH-
chopmaLmio cpeau COTPYAHWKOB, Xenakowwyx NpucnaTth Tesnchl
Ha CbEe3[] 1 KEenalLmMX y4acTBoBaTh B pabore cbeana.

B PAMKAX CbE30A BYOYT NPOBEOEHDI:

a) 18 oktabpsa: VI Poccunckui ctyaeHyeckunn hopym «Mano-
VHBa3MBHbIE TEXHOMOrMM B AeTckon xupyprium. OT Teopum K npak-
TUKe», MOCBALLEHHbIN namaTn npodeccopa A.B. lepacbkuHa.
MecTo npoBegeHus: Mocksa, yn. OctposutsaHosa, 4. 1, PHUMY
um. H.W. Muporosa, YLIMT.

Cpok nogaum 3asBku: go 15 ceHTa6psa 2017.

3asBKkM nopgaBaTb Ha 3aNeKTPOoHHbIN agpec: forum@dhir.ru.
KoHkypcHas nporpamma 6yaet onybnvkoBaHa 3a Mecsil, 1o Me-
ponpuATHS.

[Ins MHOTOPOZHMX Y4YaCTHWUKOB BO3MOXHA OpraHu3auus pasme-
LeHWs (No NpeABapuUTENbHON 3asiBKe).

6) 21 okTA6pA: KoHkypc monoabix Bpayen U yyYeHbix. KoH-
Kypc Bynet npoxoauTb B hOpMe MOCTEPHON ceccun (pasmepel
noctepa: 110 cm x 80 cm, opreHTaumsa BepTukanbHas). K yya-
CTUIO B KOHKYpCE Hay4HblX paboT JonyckakTcs crneuuanqctbl
B BO3pacTe Ao 35 net u He 6onee AByx aBTOPOB B paboTe.

MecTo npoBeaeHnus: roctuHula «BEST WESTERN VEGA Hotel» roctHuuHoro komnnekca UISMAMNOBO

Cpok nogauu 3aaBku: oo 15 ceHtabpa 2017 roga.

3asiBKM npucbinartb Ha oduUmManbHbI caiT kKoHrpecca: congress2017.radh.ru.
®dopma 3aaBKM: 3asBKa AOMKHA BKIOYaTb CrieaytoLime obssaTtensHble pasaensl: HasBaHve, asTop/asTopbl (He bonee AByX), yupexaeHue,
Hay4Hblii PYKOBOAMTENb, KPaTKO: aKTyanbHOCTb, Liefb, MaTepuars! U MeToAbl, pe3yneTarthl, BeiBoAbl (He 6onee 1500 3Hako 6e3 npobenos).

BHUMAHMUE!!! Pa6otbl, npucnaHHble Ha koHKypc 0o 20 uioHsa 2017 roaa, 6yayT onybnvkoBaHbl B Matepuanax cbesga
B NofHOM ob6beme GecnnaTtHo, a ny4ywme paboTtbl OyoyT pekoMeHAoBaHbl Ans nybnukaumm B NofHOM obbeme B XXypHare
«Poccuickuin BECTHUK JETCKON XMPYPrimn, aHeCTE3NONOorMn u peaHnmaronorumy!!!

NPOXWUBAHMUE. INo Bonpocam pa3mMeLLeHs y4acTHIKOB Cbe3ana obpaliiaitecs k MeHemkepy: Ten.: +7 (495) 933-78-78, nob. 119. E-mail: opa@msk.welt.ru. Masen Okaes.
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AeTCKOM XUPYpPruu, aHecteanonorun U peaHuMaTonoruu

Yeaxaemvie uumameru!

Peoakyuonnasa konnecus JHcypHania NPUHANLG peuieHUe
UHUUUUPOBAMb HOBYI0 UHMEPAKMUGHYIO PYyOPUKY Ha-
wezo uzoanus — «Illucoma 6 peoaxyuroy. Hoeonozus ouc-
KYCCUOHHOU RA0WAOKU, RPEononazanuias aKmugHoe
U Heo0A3amelbHO KOMNAUMEHMAPHOe 83aumooeiicmeue
6 cucmeme «aemop — yumamenv — pPEUeH3eHm — IKC-
nepmy, pakmuuecku nponucana 6 muccuu ycypuaia. 00o-
HAaKo mpaouyuu pyccKkoil epavedOHoul uiKoavl, Hepa3pole-
HO C6A3AHHbIE C 0CTUKAMHOCHbIO U KOPHOPAMUBHOIL 3AKPLIMOCHbIO UeX08020
coobuecmea, Ha NPOMANHCEHUU PAOA 1€ YOEPHCUBAIU HAC ONL NPAMO20 CHIO-
KHO6EeHUA MHeHUull Ha cmpanuyax uzoanus. Henezkue pazoymvsa npueenu mens
K NOHUMAHUI0 AKMYANbHOU OUAIEKMUKU — Y8AXdCeHUE K UCMOKAM He 00NHCHO
02paHUYUBaAmMb NPABA HLIHEUIHE20 NOKOJIEHUA CHEUUAIUCHOo8 Ha hopmuposa-
Hue coocmeennoii nosuyuu. bonee mozo, mne npedocmagnsemcsa, 4mo cnocoo-
HOCMb K OMKDLINMOMY 00MEHYy MHEHUAMU A6NAEHMCA 0YEe8UOHBIM NPUIHAKOM
npogheccuonanvholl u 2paxcoanckoii 3penocmu. OmeemcmeeHHOCHb 3a NO0OOP
KOMNEmeHmHbIX U He3ABUCUMbBIX IKCHEPMO8, HECOMHEHHO, ABNAEMCA 30HOU
OMEemcmeeHHOCMU 21A8HO20 PeOaKmopa.

Beeoenue noeoii pyopuku, no moemy MHeHu10, A6UMCA OONOJTHUMETbHHIM
CIMUMYNOM K (DOPpMUPOGAHUIO OMEEMCMEEHHO20 UHCMUMYMA PeUeH3UPOosa-
HUA PYKORUCEI CO2NACHO MPedOBAHUAM MEHCOYHAPOOHBIX 0a3 OAHHBIX U NO-
GbIUICHUI0 UHmMeEpeca HAWUX Yumamesiell K COO0ePHCAHU U ophopmaeHuro

cmameil.

C ysarxcenuem < B.M. Po3unos

" -y
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HEOTNOXHAA XUPYPTMYECKAA NOMOLLb AETAM B CTALIUOHAPAX

117 B3POCIIbIX

MeTpo3aBOACKUI FOCYAAPCTBEHHbIA YHUBEPCHTET, Kadieapa neauaTpum U AeTCkon xupypruu, Metposasoack, Kapenua

Grigorovich L.N.

ESSENTIAL SURGICAL CARE PROVIDED TO CHILDREN IN HOSPITALS

FOR ADULTS

Petrozavodsk State University, department of pediatrics and pediatric surgery, Petrozavodsk, Karelia

Pe3ome

B cratbe mpoBoaMTCS aHAIM3 OKa3aHUS HEOTIOXK-
HOW XHUPYpru4eCcKOM MOMOIIM JETSM B CTallMOHApax
st B3pocibix B PecnyOnuke Kapenms. [Toutun 60%
JeTell ¢ XHpYpruuecKuMH 3a0oieBaHUsMH, TpeOy-
IONIMMH HEOTJIOXKHOTO BMELIATENILCTBA, ONEPUPYIOT
B LleHTpanbHBIX pallOHHBIX OOJBHUIAX OOIIUE XUPYP-
ri. Hemocrarounele 3HaHMsST 0COOGHHOCTEH IETCKOTO
BO3pacTa MPUBOAAT K OOJBIIOMY KOJNMYECTBY TaKTH-
YECKUX M TEXHHUYECKHUX OIMMOOK. 15 ner Haszanm B pe-
THOHE NPOBEACHA peraMeHTalusl paloHHBIX JieyeO-
HO-TIPO(UIAKTHYECKUX YUPEKICHUN B 3aBUCHMOCTH
OT UX BO3MOXHOCTEH OKa3aHUsl SKCTPEHHOH XHUPYp-
THUYECKOHM MOMOIIM JeTSM pa3HOro BO3pacTa U COCTO-
SHUS. DTO MO3BOJIMIIO 3HAYUTENBHO YITyUIIUTh PE3YIib-
TaThl JICYCHUS TAKUX OOJBHBIX.

Knrouesvle cnosa: opeanusayus Xupypeuueckou
nOMOWU, OEMCKAsl Xupypaus, CIMayuoHapul 07 63P0OC-
JIbIX, 0emu

TpeBoKHBIE CHUMITOMBI MPOQPECCHOHATHHOTO He-
Onaronony4usi CBsSI3aHbI CO CJIOXKHBIM I1OJIOXKEHUEM
Bce HauMOHaIbHOM MenuuuHbl. I[loxanyi, cTouT
HauyaTb C HEOTIO)KHOHM JETCKOM XMpPYpPrHHM M TpaBMa-
TOJIOTMM — HauOonee ApaMaTHYHBIX Kak MO pe3ylib-
TaraM (OCJIOKHEHUs, MHBAIWAM3ALMS, JETaIbHOCTD),
TaK | MO OTKJIMKaM HaceJeHHs (3KanoObl, MyOIuKauu
B CMU, cynebuple paszbuparenscTsa). HeornoxHas
XUPYPrusl BCErAa SIBISIACH BaXKHBIM IIOKa3aTeIeM CO-
CTOSIHMSI BCEl XUpypruueckor ciyxObl. Kakumu Obl
He OBUIM JIOCTHXEHUS B PAa3IUUHBIX pa3fesiaX CIelu-
ANM3UPOBAaHHOW XHMPYpPIHH, HEOJIaronoiaydue B HEOT-
JIO)KHOM IIOMOIIM XUPYPIHUYECKUM OOJIBHBIM CHUXKAET
oO111ee NpeaCcTaBICHUE O COCTOSHUN XUPYPIUH B CTpa-

Abstract

The article analyzes the procedure of rendering
essential surgical care to children in hospitals for
adults in Karelia. Almost 60% children suffering
from surgical diseases that require urgent surgery
are operated by general surgeons at central regional
hospitals. A vast number of tactical and technical
mistakes are made due to insufficient knowledge
of peculiarities seen in children. Regulation of re-
gional medical and prophylactic institutions was
done in the region 15 years ago depending on their
possibilities to render urgent surgical care to chil-
dren at different ages and in different conditions.
This enabled significant improvement of treatment
results for these patients.

Key words: organization of medical care, pedi-
atric surgery, hospitals for adults, children

HE WA peruoHe. U 3To MOHATHO — BeNb CIEITHATN3U-
POBaHHYIO TIOMOIIH OKa3hIBAIOT CIIEIIUANNCTHI, @ HEOT-
TIOXKHAS — YAEN XUPYPTrOB JISYeOHBIX YIPEKISHHH BCeX
YpOBHEH, BKJIIOYast JI0OyI0 paiiloHHYyI0 OonpHHLIY. Bee
CKa3aHHOE OTHOCUTCSI B MTOJIHOM Mepe U K HEOTJIOKHOMN
XUPYPIHH JSTCKOTO BO3pacTa.

B OGompmmHCTBE ceBepo-3amagHBIX M BOCTOYHBIX
pernoHoB Poccuy moMoms AETAM C OCTPBIMH XHPYP-
TMYeCKUMH 3a0oieBaHuAMHU oKasbiBaeTcs B 40-50%
CIIy4aeB OOIIMMHU XUPYypraMu paiOHHBIX OOJBHHIL.
K wuCKIIIOYeHHSM MOXXHO OTHECTH HOBOPOXKICHHBIX,
UMU 3aHUMAIOTCS MEAUATPHI U, 3aM0JJ03PUB XUPYPIHU-
YECKYIO TATOJIOTHIO, CPa3y CBSA3BIBAIOTCS C ACTCKUMU
XUpPypraMH peruoHabHOTO eHTpa. Uto kacaercs fe-
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Teit OoJiee cTapIero Bo3pacra ¢ OCTpHIMH XHUPYpPrude-  XHPYpPrH, a He o01ue Xupypru B [{eHTpanbHbIX paiioH-
CKHMH 3a00JIeBaHUSIMH U TPABMaMH, TO UMH, Kak mpa-  Heix O0onbHUax (L[PB), xoTopele, kak OBUIO CKa3aHO,
BUJIO, 3aHMMAIOTCSI OOIIME XUPYPrd W TPABMAaTOJOTM  OKAa3bIBAIOT HEOTIOXKHYIO MOMOIb pumepHo 40-60%
paiionHoit OGonpHuIBL. C merbMu oHM Berpedatorcst  (!!!) mereil. He Bce M3 HUX, HO MHOTHE BCE JENaroT
peIKo, TaKk Kak paiioHbl Y HAaC MaJIOHACEJIEHHBIE, U TI0-  TaK, KaK OHM MPUBBIKIIN JIENAaTh y B3POCIBIX MaIHeH-
TOMY KaXKIbIi peOeHOK, 0COOEHHO MJIAJIIIEro Bo3pacta  ToB. K cokalleHHIO, MBI HE MOXKEM NPHUBECTH TOYHBIC
(o 3 ner), Ans XUpypra U TPaBMAaToJIOra, IOCTOSHHO  IHM(QPBI TOr0, KaK OKa3blBaeTcs MOMoIlb AeTsM B LIPb
paloTaromux co B3pOCIBIMH, BCETa Cephe3Has AMA-  PETHOHOB, TaK KaK BOT yxke Oojee 20 JIET B TOAOBBIX

THOCTHYECKas U jiedeOHas mpobiema. oTYeTax pallOHHBIX XHPYProB OTCYTCTBYeT B «Dopme
MHoroe u3meHui10ch 3a nocineanue 30 et B 1eued-  30» («HeomnoxkHast Xxupyprudeckasi moMolb») rpada
HO-IMarHOCTUYECKOM IIPOLECCE NPU OKa3aHUU MOMO-  «U3 HUX y JeTeit go 15 ner». IIpaBna, Teneps Kk AeTsaM

LY JIETSAM C HEOTJIO)KHOM XUPYPIHUUECKOHM MATOJOTUENH.  OTHOCST MOAPOCTKOB A0 17 et BkmtountensHo. Cre-
IIpumeHeHue COBpEMEHHBIX JTy4eBbIX MeTonoB (Y3U,  moBarenbHO, mouTH /ABa fAecsTKa JieT B PO orcyTcTByeT
CKT, MPT), sH10CKONMYECKIX METOJIOB, 3KCIIpecc-1a-  MHQOpMalHs O KOJMYECTBE OETeH C OCTPO XHUpyp-
0OOpaTOPHBIX METOAUK 3HAUYUTEIHLHO COKPATWIO BpeMs  T'MYECKOW NaTOJOTHEH OpraHoB OPIONIHOW TMOJOCTH,
Y TIOBBICHJIO TOYHOCTH PACIIO3HABAHUSI OONBLIMHCTBA  CPOKAaX WX TOCTYIUICHUS W BBITIOJHEHUS OIICPaIlHid,
OKCTPEHHBIX M CPOYHBIX 3a00JIeBaHHMII BO BCEX MEPU-  a TAKKE CBENEHHS 00 OCIOKHECHUAX M HCXOAaX MpH-
0llax AETCKOro Bo3pacTa. bonbllive M3MEHEHUs IPO-  MEPHO Y IOJIOBUHBI JIeTed ¢ 3TOM maronorueil. Takas
M30IIJIN TAK)KE B METOAAX JICUCHUS. BO-TIepBBIX, M 9TO  CTaTUCTHKA MMEETCS TOJIBKO B OTUETaX AETCKUX XH-
camoe Ba)XHOE, ITPH psijie 3a00IeBaHUM PE3KO CYy3HIINCh  PYPrHYECKUX OTICNCHHH, T.€. OpraHu3aropaM 3apa-
MOKa3aHUs K ONEPaTUBHOMY JIEUEHHIO. BooxpaHeHus B P® m3BectHo Tombko 50% cBeneHuit
[IpumepoM dABISIETCA HMHBarMHaLUMs KHILIEYHUKA, O JICTAIHHOCTHU JETEH OT SKCTPEHHOM XHUPYpruyecKon
KOTOpasi B HaIM AHU Y 95-97% nerelr uzneduBaeTCs naronorunu. Ho maxke st 50% HeU3BECTHHI ITTaBHBEIM
KOHcepBaTuBHO. [IpuMepHO Takue ke pe3yabTarbl 10-  CHELUAIMCTaM B PETHOHAX, U MOTOMY HE MOTYT OBITh
CTUTHYTBI IIPU 3aKPBITHIX MOBPEKACHUAX MAPEHXUMa-  OPHUEHTHPOM IS MPOBEACHUS HEOOXOAMMBIX OPIMEpO-
TO3HBIX OPTraHOB OPIOLIHO TOJOCTH, JaXKe TOTA, KOTAa  MPUSATHIA B CBOCH «eTapXum».
TaKue TPaBMbI COMPOBOXKIAIOTCS WHTpaabJOMUHAIIb- MBI KOCHYITHCH JIUIIb HEOTIOKHOM a0IOMIHAIIEHON
HBIM KpoBOTeueHHeM. Pexe cranu mpou3BOAWUTH AMA-  XHPYpPrud. Ho K HEOTIOKHON XUPYPTHH OTHOCSITCS
THOCTHYECKYIO JIaapOTOMMIO TPHW HEBO3MOXXHOCTH  TaK)Ke THOMHO-BOCIAJHUTEIbHBIE 3a00I€BaHNS KOCTEH,
UCKJIIOYUTh OCTPBIM alIeHIULIUT WIN APYroe OCTpOE€  CYCTaBOB, MSTKHUX TkKaHed. Ilpm 3Tux 3aboneBaHumsX
XUpYypruueckoe 3a00j1eBaHNE MHIICBAPUTEIBHOIO Ka-  HEPEAKO BO3HUKAIOT TSDKENIBIC OCIOKHEHHMS, 3aKaH-
Hasa. B Tex ke ciyuasx, Korma omnepanys BCE-TaKM  YHMBAIOMIMECS HEOJArompusATHBIM HMCXOIOM WIIM WHBa-
HE00XOMMa, CTaJIM MOJIb30BAThCS SHAOCKONMYECKUMH  JIMJHOCTBIO. A JIeTCKasi TpaBMa, U He TOIBKO KOCTHas,
TEXHOJIOTUSIMH, YTO YMEHBIIMIO Pa3BUTHE CIIA€UHOTO  HO M TepMHUYECKas, 4eperrHO-MO3roBas, MONIuTpaBma?
nporiecca B OPIOIIHOMN IMOJIOCTH U PE3KO COKPATHIIO KO- B 3THX pa3nenax Takas ke KapTHHA, KaK U B HEOTIIOXK-
JMYECTBO MAllMEHTOB C PaHHEW M MO3MHEH craeyHoil  Hoi abgomuHanbHOM xupypruu: B LIPB netu ¢ tpaBmoii
HEIPOXOAHMOCTBIO KHIIEYHHKAa. Bce pexe mMpoWs3BO-  HE BBIACISAIOTCSA B OTUETaX, CIEN0BaTeIbHO, HE MOTYT
JIUTCS TaK Ha3bIBAEMBIH «TyaJeT» OPIOLIHOM MOMOCTH,  OBITh MOABEPTHYTHI JETAIFHOMY aHANN3y (TPUYUHEI,
T.€. MBITE OPIONIHOW TMOJIOCTH NMPH PAaCHpOCTPaHEH-  JMACHOCTHKA, JICUCHHUE, OCIIONKHEHUS, JIETAIBHOCTB).
HBIX IEPUTOHNTAX C APEHUPOBAHUEM PA3IMYHBIX OTAE-  KcTard, KOMWYeCTBO TPaBMHUPOBAHHBIX JIETEH yBEIH-
J10B OPIOMIHO# MONOCTH TPyOKaMu M MapiIeBBIMU TaM-  YUBAETCS C KaXKIBIM TOJOM, O YeM CBHUJIETEIBCTBYIOT
MOHAaMH. YIUIM OT O€cCIIONIe3HOro BHYTPUIIOIOCTHOTO  Takue ¢elaepanbHbIE MMOKa3aTenu, kak «JleTckas 3abo-
BBEACHUS aHTHOMOTHMKOB, Ja M AHTUOMOTHUKU CTajM  JIeBaeMOCTb» U «JleTrckas cmepTHOCTB». Cpeau mpH-
BBIOMpATh B 3aBUCHMOCTH OT PE3YyJIbTaTOB OaKTEPHO-  YHH ITHX JIBYX IlOKazaTesei 2—3-¢ peHTHHTOBBIE MeCTa
JIOTUYECKOTO HCCIIEOBAHUS Yy KaKIOro KOHKPETHOTO  3aHMMAIOT « BHEUTHWe MpUYuHB», T. €. TPaBMBI, OTPAaB-

001BHOTO. neHwus, youiicTa, camoyOuiicTBa, 6e3 pacmupoBKH.
MOoKHO IEPEUUCIUTD EIIE MHOTO U3MEHEHHU, KOTO- Kax rmaBnble cnienuanucTsl peruoHoB U Bceil Poc-
pBI€ HCTIONB3YIOT IETCKHE XUPYPTH B COBPEMEHHOI HE-  CUU MOTYT Pa3padaThiBaTh MEPONPUSTHS 0 YITydIIe-

OTJIOXKHOH XUpypruu. HO,I[‘IepKHeM, HUMCHHO ACTCKHC HHUIO 3THUX HOKa3aTeHCﬁ, €CJIIN UM HCU3BCCTHBI KOH-
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KpEeTHBIE TPHYUHBI? B 0THOM pernoHe 3To MOTyT OBITH
TPAHCHOPTHBIE TPAaBMBI, B IPYIrOM — >KECTOKOE o0pa-
LICHHE B CEMBE, B TPETHEM — LIKOJIbHBIE TPaBMEI. [1o-
JIOOHBIE TPYIZHOCTH MCIBITHIBAIOT U OOJIACTHBIE U pe-
CnyOJIMKaHCKUE TNIaBHBIE XUPYPTH, KOTOphIe HE 3HAIOT
NPUYHMHBl TO3HUX TOCTYIUICHHH OOJIHBIX C HEOT-
JIO)KHBIMU XUPYPrU4eCKUMH 3a00JI€BaHUAMU, IO3THUX
onepanuii, MPUYUHbI OCJIOXKHEHUH U T. 1.

Cunrato 11e1ecoo0pa3HbIM KPaTKO KOCHYTHCS KpH-
TEPUEB «IO3JHET0 IOCTYIUIEHUS», NMPHUHATBIX B Ha-
HIMX UCTOPHAX OOJIE3HH CTAIIMOHAPHBIX OONBHBIX (He-
3aBHCHMO OT BO3pacTa mnamnuenra). Bo-nepBeix, B PO
TaKUM BPEMEHHBIM KpHTEpHeM ObUTO 24 Yaca OT Ha-
yasia 3a00JIeBaHMsl WIN MOIXy4eHHUs TpaBMbl. B TO ke
BpEMSsI, €CIIH B3ATh 3a 3TAJOH «OCTPBIM ANMEHAULIAT,
TO A7l B3pOCHOro OOJBHOTO C 3THM 3a00lieBaHHEM
JIEHCTBUTEIHHO B OOJIBIIMHCTRE CiIy4aeB 24 yaca — 3TO
BpeMsI HACTYIUICHHS OCIOKHEHUH. A y pebeHka 3 net
C OCTPBHIM aNIEHAULUTOM 3TO NPUONHKEHUE K IOJIH-
OpraHHOM HENOCTAaTOYHOCTH. BO-BTOpBHIX, B HaIIMX
UCTOpUSAX OONE3HH BCE HEOTIIONKHBIE XUPYPrHUECKHE
3a0oneBaHus 0003HAYAIOTCSI OMHUM TEPMHHOM — «IKC-
TpeHHsbIi». Ho 310 HenpasmibHo. Cpen HEOTIOKHBIX
OOJBHBIX €CTh T€, Y KOTOPBIX Ha OKa3aHHE OIepaThB-
HOM ITOMOIIY OTIIYIIEHBl MUHYTHI (MACCUBHOE BHYTPH-
MOJIOCTHOE KPOBOTEYCHHME, TOJIHAsE OOCTPYKLMs Tpa-
X€H, OOCTPYKLMS KU3HEHHO Ba)KHOTO cOCyda WM Ip.).
Takux ManueHToB XHUPYPIru BEIHYKACHBI ONIEPUPOBATH
BHE OTICPAIIMOHHOM, TIOPO MpeHeOperast aCENTUKOH.

Jpyras rpynma HEOTIOXHBIX OOJIBHBIX MOXET
HYXKIATbCS B HECKOJIBKMX Yacax IMpeaonepanoHHON
MOATOTOBKHU (PaclpoCTpaHEHHBIH IEPUTOHUT C BBICO-
KOH JINXOPaJAKON UM C OJUTYypUEH, HEIPOXOAUMOCTh
KHIIEYHUKA TaKKe ¢ HapylIeHHeM T'OMeocTasa M Jp.).
[lepBas Tpymmna — 3TO UCTUHHO SKCTPEHHBIE OOIBHBIE,
a Ui BTOPOH I1eJecoo0pa3HO MCHOIb30BaTh ONpere-
JICHHE «CPOUYHBI». DTO NO3BOJISIET IPABHIIBHO OLIEHH-
BaTh BpeMs OKa3aHWs IOMOIIM, pE3ybTaThl JIEUEHNUS,
4acTOTy OCJIOXHEHHH. XOTs C TOUKH 3PEHUS PYCCKOr0
si3pIKa 00a TepMUHA CHHOHUMBI. B 3TOH CBsI3U X04eTcs
MPUBECTH CJIOBA BEIHMKOTO (PPaHITy3CKOTO MBICTUTENS
XVI Beka Pene [lexapra: «BepHo onpenensiiTe cioBa,
Y BBl OCBOOOIUTE MHP OT ITOJIOBHHBI HEOPA3yMEHUI».

Pe3ynbraTs! neuyeHnss THOMHON XUPYprudecKod MH-
(eKIMH HETIOJIOCTHON JIOKAIHU3aUK TaKKe HAXOISTCS
B MPSIMOM 3aBUCHUMOCTH OT BPEMEHHU pacIO3HaBaHUS
W Hadaja JICYCHHs, B TOM 4Hcie U onepatusHoro. Ho,
K COXXaJICHUIO, THOMHYIO XUPYPIHUYECKYIO0 HH(EKIHIO
Jla)ke KOCTHO-CYCTaBHOM JIOKaIM3allMd HUKTO B OT-
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YyeTax HEe OTHOCHUT K IpyIIie HEOTIOXKHBIX COCTOSHUI
Y TIOSTOMY HE TO/ICUMTHIBAET Yachl OT Havaja 3aboe-
BaHMSA 10 TIOCTYIUICHHUS W OT TOCTYIUICHHS 10 BBIIOJI-
HeHHs1 orepaiuu. [1aTororoaHaToMbel XOpOIIO 3HAIOT
U C JaBHUX IOP A0 CETOAHALIHEro AHSA TOBOPAT U IH-
LIyT, YTO CMEPTh KaXKAOTo 2—3-ro pebeHKa OT Jr000ro
XUPYPruueckoro 3adoseBanus o0ycioBieHa HH(eKLIu-
eil. OTo MokeT ObITh HH(EKIHSA, pa3BUBIIAsICS Y OOJb-
HOTO, OCHa0JICHHOTO OCHOBHBIM HEWH(EKIIMOHHBIM
3a00JIeBaHUEM HITU TIEPEHECEHHO onepaiueii, Ho Mo-
KET OKa3aTbCs M Pe3ylIbTaTOM METacTa3MpPOBaHMS
B )KU3HEHHO Ba)KHbIE OPTaHbl U3 CKPBITOTO HIIU SIBHOTO
THOMHOTO ouara, WM HOPaXEHHUEM 3THX K€ OpraHOB
TOKCHYECKUMH TPOIYKTAMH JIESTEILHOCTH MHKPOOP-
TaHU3MOB, T. €. Pa3BUTUEM ITOJIMOPTaHHOM HEJJ0CTATOY-
HOCTH — CeTlCHca.

YIuBUTENBHO, YTO, HECMOTPSI HA CTOJb CEPbE3HOE
BIIMSIHUE THOWHOW MH(EKIMH HA UCXOMBI JICUCHUS XH-
pypruueckux OONBHBIX, OTHOILIEHHE K HEH CO CTOPOHBI
00IIMX XHPYPrOB OCTAETCsl BECbMa MPEHEOPEKUTEIb-
HBIM. Best Hanexxa Bo3naraeTcst Ha aHTHOAKTepHallb-
HBI€ IIPenaparbl, a MOMCK O4ara M €ro caHauus mpo-
W3BOISTCA, KaK MPaBUIIO, C OMO3JaHUEM, KOIAa odar
«3asiBISIeT» O cebe CTONb SPKO, YTO HE 3aMETHTh €T0o
MPOCTO HEBO3MOXKHO. XOTsI HET, BO3MOXKHO, €CJIU TIOM-
HUTb, YTO HE BCE KIIACCUYECKHE MPU3HAKU MECTHOTO
BOCIAJIUTENILHOTO OYara OOHApyKHBAIOTCS TIPU TIep-
BHYHOM OCMOTpE. Beb TOIKHBI OBITH: 0OJIC3HEHHOCTD,
KPacHOTA, IPUILYXJIOCTh, HOBBIILIEHUE MECTHOH TeMIIe-
partypbl 1 HapyluieHue GyHKIHUH, a B HAINYHU — TOIBKO
00JIE3HEHHOCTh U HapylleHue (QyHKLIWH, a TO U OJUH
npu3HaK — OOJIE3HEHHOCTh. [Ipu IIyOOKOM ouare,
pacIoIoKeHHOM, HanpuMep, B STOIUYHON 001acTH
w1n Ha Oenipe, TUIepeMust KOXH, IOBBIIIEHUE MECTHOM
TEMIIEPATYPbl, MPUITYXJIOCTh IMOSBATCS TOJBKO 4Yepes3
HECKOJIBKO JTHEH. A KaK OIpeAeIUTh Y JIeKadero maru-
eHTa HapyleHne QyHKIUH siroauis? BoT u ket xu-
Pypr NoMHOTO Habopa WHOTIA HEJEIIO, a 32 9TO BpeMs
o4ar JIeJIaeT CBOE YEPHOE JEIIO.

Ilo-npexxHeMy K HaM JOCTaBISIIOT U3 PaliOHOB
OOJNBHBIX C 3aIlylIEHHOW THOWHON XHPYpPru4yecKon
MH(EKIreH, KOTOPbIX CMOTpeld OoOlLIe XUPYpru
Y HE Paclo3HaIu CBOEBPEMEHHO «CBOE» 3a00JIeBaHuE.
IIposenennstit B 2005 romy ananus 5100 mereii ¢ rHOM-
HO-BOCIAINTENbHBIMU 3a00JI€BaHUSIMU KOCTEH, CycTa-
BOB U MSTKHX TKaHEH, HOCTYNHUBILUX B OTACICHUE XU-
pypruueckoii mHpexuun PecnyOnuKaHCKOH AETCKOM
oonpauEl Kapenuu 3a 20 net, nokasan, uro 80% mo-
cTynwiu 4yepe3 6 u Oosee cytok (!) or Havana 3a00-
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neBanus. bonee 70% HaOMOTATNCH U «JICUMIIMCE) 00- W, KOHEYHO JK€, HPABCTBEHHBIX NPOOIEM, KOTOPHIC
mumu xupypramu LIPb u HanpaBnsiauce kK HaM, KOrga B CErOJHSIIHEH OTEYECTBEHHOW MEAWIUHE BBIXOZST
COCTOSIHME NAllMeHTOB yxyamanocs [1]. A B 2014 rony  Ha BeayIiue MO3UIUH.

B OJJHOM W3 HaIIMX paioHOB moru® 16-1eTHUN mOm- Peub moiizeT o 1opuaMUECKOM cTaTryce paioHHO-
POCTOK OT HEPACIIO3HAHHOTO OCTPOTO MEMAaTOreHHOTo  To o0mero xwpypra (B opumuaIbHBIX JOKyMEHTaX —
ocreomuenuta Oeapa. OOmuMA XUPYpr ynopHo 3aHu-  «Bpau-xupypr»), paboTamomero B 3TOH JOJKHOCTH
MaJICSl IIyHKIMEH KOJIEHHOIO CycTaBa, IOlydas €xe- B rnepudepuiiHON HeHTpanbHON pallOHHOHN WM POCTO

nmaeBHO 1o 50—100 Mt «MyTHOHU *)uakocTh» Ha ¢oHe  paiionHoi Oconbauie (L[PB, PB). U ecnu pabora net-
BCE YXY/IIAIOIMIETOCS OOIIEro COCTOSHUS, HO HA pa3dy  CKOI'O XUpypra perjlaMeHTHPOBaHA JTUPEKTUBHBIMH JI0-

He 0o0parwics 3a MOMOINBI0 HU K JIETCKUM, HH K 00-  KyMeHTaMu [2], TO B poJiK OOIIEro Xupypra npu okasa-

[IUM OTIBITHBIM XUPYpPraM peruoHaIbHOTO IEHTpa. HUH IOMOIIN JETAM, KaK OyAeT BHIHO U3 JaIbHEHIIIero
OpHako TPEeBOTW HAIIM CBA3aHBI HE TOJNBKO C HE-  W3JIOXKEHWs, MMOJHAS Hepaz0epwxa, a Belb OHM Jiedar

OTJIO)KHOM NIeTCKOM Xupyprued u TpaBmartonorued. 1o 50% u BbIIE JETCKOTO HACEJIICHUS B CBOUX palloH-

Kak yxe ObITO cKka3aHO paHee, HEOTIOXKHBIE COCTO-  HBIX OOJIbHUIIAX.

sSHHAS OoJiee JApaMaTHYHbl W PE30HAHCHBI IO CBOHMM Kak yxe ObUIO CcKa3aHO paHee, B CEBEPHBIX

nociencteusm. B 1IPb netu omepupytorcs oOmumu U BOCTOUHBIX pernoHax P®D, B 4yacTHOCTH B HalieMm
XHpypramy U B IUTAaHOBOM IOPS/IKE, HAIPUMED MPU Ta-  PETHOHE, MOIIMHOCTh TaKWX OONBHUI[ BapbHPYET
KHX 3a00JIeBaHMAX, KaK TpbDKU mepexnei OpromHoW ot 100 go 200 koek, XHpyprHYecKHe OTHCICHUS —
CTEHKH, BOJTHKM CEMEHHOIO KaHaTvKa U npu HeKkoTo-  oT 20 g0 40 koek. PaboTaromux B HUX OOLIUX XUPYP-
PBIX APYTHX 3a00J€BaHUSAX, OTHOCSIIUXCSA K TaKk Ha-  TOB — 2—3 4enoBeKa. PacCTOsIHUS OT Takoi OOJHHULIBI
3BIBAEMOM «Masloil Xxupyprum». CTaTUCTUKA 3TUX BME- 70 OOJACTHOTO WJIM PEeCIyONHMKaHCKOTO CIEeIHaTU3U-
[IATEeNILCTB HAM TAaKXE HEU3BECTHA, 3a UCKIIOUCHUEM  poBaHHOTO IteHTpa oT 200 mo 700 kM. B Takyro 60Jb-
TeX CllydaeB, KOT/Ia pallOHHbIE XUPYPTH HAIMPABIAIOT  HHUIy MOTYT MOCTYNUTh (M TOCTYIIalOT) OOJBHBIC
K HaM TeX MallMeHTOB, Y KOTOPHIX BO3HHUKAIOT MOCIe- B JI000e BpeMs CYTOK, JIOOOTO BO3pacTa C pa3Ho-
OIlEpPallMOHHBIE OCIOKHEHMS MM peluauBhl 3a007e-  00pa3HOl matonoruei, TpeOyromeil SKCTpeHHON XH-
BaHMs. Torna u BBUICHAETCS, KAKUM METOJIOM UX OIle-  PYprHYeCKOH MOMOIIH. DTO MOXKET OBITh 3aKphITas
pPUpOBaIM U MOYEMY y HHX BO3ZHUKIM OCJIOXXHEHHS  TpaBMa OpPraHOB OPIONIHON WM T'PYJIHOW MOJOCTEH,
WM PEIUANBBEI. BHYTpHYEpEIHAs TeMaroMa, pPa3pbIB TOYKH, CIIOXK-

HecoBepiieHnas (MSTKo BbIpakasich) Mpo(eccHo-  HBIA MeperioM | T.[. MIMeeT i mpaBo XUPYpr Takou
HaJbHASA CTaTUCTHKA — ATO JIMIIB YacTh orpoMHoi mpo-  1[PB omepupoBath 3THX O0nbHBEIX? B nmeficTByromem
O1eMbl TsKEI0 OOJNEIOIEro POCCUIICKOTO 3ApaBooxpa-  npukaze Munzapasa Poccun ot 23.07.2010 r. [3] Ha-
HeHus. KoHeuHOo, CTarucTHKa CyIECTBYET, NMUINETCA  MUCAHO, YTO BCIO BBIIIETIEPEUHCICHHYIO MaTOJIOTHIO
TPOMaJIHOE KOJMUYECTBO OTUETOB, HO KOT/a BO3HMKaeT  obmuit xupypr nomxeH «3HATDy», a Bor gomkeH nu

HY’KJIa Y3HATh 4TO-TO KOHKPETHOE 10 cBoeH crienuaiib-  oH «YMETD» neuuts, He ckazaHo. B peanbHOM xu3-
HOCTH, TO HaliTH TaKue CBEICHUS HEBO3MOXKHO. BUHa  HHM XMpYpru HOCTYIAIOT M0-Pa3sHOMY, B 3aBUCHMOCTH
B 9TOM KaK PETHOHAJIbHBIX, TAK U IaBHBIX (peaepaiib-  OT 0OCTOSATENBCTB, JINYHOTO OMBITA U OTBETCTBEHHO-
HBIX CIIELMAIMCTOB, KOTOPhIE, BUANMO, HE 3aKa3blBalOT  cTH. Eciiu Bce 3akaHuUMBaeTcs OJaromnoiyyHo, TO «I10-
JOCTAaTOYHOE KOIMYECTBO CBEACHHUM IIO CBOEMY Npo-  OenuTesieil He CynsT», a B clydae HeOIaronpusTHOIO

¢uto. [TosTOMy B CBOMX MyOIMKALMAX 110 Pa3IMUHBIM ~ MCXOJIa XHPYPT MOXET IOJBEPTHYThCS HaKa3aHHIO,
paszenam JIETCKOM XUpPYpruH, KOrjga HYy)KHO CPaBHHTh  TaK KaKk OH HE MMeEN cepTH(]HKara Mo COOTBETCTBY-

PEe3YNIbTaThl CBOETO TPYAA C JAHHBIMM KOJUIET, Mbl BbI-  IOLIEH CHEIMaJbHOCTH, CJIEJOBAaTEIbHO, HAPYIIMI
HYXZI€Hbl IPUBOANUTH IU(PBI U3 HHOCTPAHHBIX UCTOY-  3aKoH. Bces 9Ta cuTyalus mopoxaaeT Maccy Heaopa-
HHUKOB, Yallle U3 aMEPUKAHCKHX M €BPOINECHCKHUX Xyp-  3yMEHH M HE CIOCOOCTBYET M 06€3 TOTO HaIPsKEHHOH

HAJIOB, TaK KaK y HHMX CTaTHCTHKa 3a00J€BaeMOCTH,  pabOTe XUpypra paifoHHON OONbHUIIEI. MBI MBITAIHCH
OCJIO)KHEHHM M CMEPTHOCTH MO KAXKIOW HO30JIOTMM  KOHCYJABTHPOBATHCS B PETHOHAIHLHOM M (heaepaIbHOM

Hy6J'II/IKyeTC$I IIOYTH CKETIOaHO. MI/IHBI[paBaX, HaA3Wparonux OopraHu3aluiax, HO 4YCT-
O,Z[HaKO, TOBOpSA O TpEBOrax Halei Ccremnuaib- KOT'O OTBCTA HC MOJYYIUIIH.
HOCTH, HE€ MOr'y HE€ KOCHYTHBCA TaKUX BaOKHEHIITHIX TlosiBuBIICECST B HOBOM 3akoHe «O0 ocHOBax oxpa-

pas3ziesnoB, Kak IPaBOBBIE BONPOCH PaOOTHI Bpada  HBI 37I0POBBS TpaxniaH...» [4] pasziencHue oKazaHUs
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CKOPOIl MEIUIIMHCKON MOMOIIM Ha «CKOPYIO» H «He-
OTJIIOXKHYIO» MPHOABWIIO TOJIOBHOW OONHM W NETCKUM
xupypram. Crajam mocTymarb AETH C HEOTIOXHOMN
a0JJOMMHAIBHONW TATOJIOTHEH B IO3IHHE CPOKH, TaK
KaK JUCIIETYEPHl «CKOPOH» 1O Tesie()OHy pelaloT Bo-
MpOoC, BBIEKATh K peOEHKY ¢ OOJIIMH B JKUBOTE Cpa-
3y, WIM IepeaTb 3TOT BbI30B B HEOTJIOXKKY, HJIM BO-
00111€ OTJIIOKUTH Ha TIOCEIIEHNE YIaCTKOBOTO Ilenarpa
Ha crneayromuii aeHp. Jlaxe B clenHaIM3UPOBAHHOM
JETCKOM CTallMOHAPE ONBITHBIE IETCKUE XUPYPTH Y TIO-
cTeny OONBHOrO HE MOTYT pa3o0paTbes ¢ OOJIBHBIM
HECKOJILKO YacoB, a TYT JUCIETYEp CKOPOi MOMOIIH
(B L1PB a0 "armme Bcero He Bpad, a (heTpIIIep) pemaeT
cynb0y pebenka 3a 10 MUHYT Tene(OHHBIX TIEpEeroBo-
POB C POAUTEISIMH.

Kak a1 meqanbHO 006 3TOM TOBOPUTH, HO CETOTHSIIL-
HUE YCIIOBHS pabOThI YacTH EpUPEPHITHBIX pAHOHHBIX
XUPYProB Majio OTINYAIOTCS OT YCIOBUH YKe TaIeKuX
50-x romoB XX Beka. KampoBrrii nedurut, ycrapesiiee
00opynoBaHUe, IUIOXHE YCIIOBUS pabOThI B CTaphIX 31a-
HUSIX ¥ IPUMUTHBHBIE COLMAIIBHBIC YCIOBHS, B KOTO-
PBIX KUBYT Bpaun. Moe TOKOJIEHHE BCE 3TO BKYCHIIO
B CBO€H MOJIOAOCTH, HO... MBI TakXe UMEHU 3a ILIe-
YaMH TOJBKO JIMTUIOM «Bpada-iedcOHUKa», a TeM,
KOMY NPHIUIOCH paboTaTh MO XUPYPrHUECKUM CIIELH-
aNBbHOCTAM, 00aBUIach 6-MecsayHas CIeLUaTN3aLHs
(oOummii XUpYpr, aKyLIep-THHEKOJIOT, TPaBMaToJIOT).
U MBI BOT ¢ TaKUM «0OraTbIM» 0ara)xoM JIeajlyd B DKC-
TPEHHBIX CUTYaIUsX BCE, YTO OBLIO BOBMOXKHBIM B Ha-
muX ycioBuax. KoHeuHo, Mbl HCIIBITHIBAJIM BOJTHEHUE,
U Jake OBUIO CTPamIHO, HO 3TO OBUT CTpax 3a KU3HBb
00JIbHOTO, @ HE CTpaxX HaKa3aHusl.

Bce nu mo y vac maako? Paszymeercs, net. Co-
BepIajl OMIMOKH, MONydYadd OCIOXHEHHUS U Tepsi-
M manueHToB. [lepexuBanu, WHOTIA OTYAWBAIUCh,
HO CTapaJINCh U C OOJIBIO B AyIIIe TIPOIOIDKAIN pabo-
TaTh. MIHTEpEeCHO, YTO B T€ BpeMeHa MOCTpaiaBIINe
OT HAalIMX OMMOOK OONBbHBIE WIM MX POACTBEHHUKH
TOXe B OOJBIIMHCTBE CIy4aeB OTHOCHUIIMCH C TOHU-
MaHHEeM K HalluM Heyjnadam. B cynwl Torma He 00-
palanich, a ecid MUCAIN KaloObl, TO YIOBJIETBO-
psANIMCh AIMUHHUCTPAaTUBHBIMU MeEpaMM HaKa3aHUs
MPOBHHUBLIETOCS CO CTOPOHBI PYKOBOAUTENEH 00Ib-
HUL, pazbopamu Ha koH(epeHuusx. Ilpasna, cmy-
YaJluCh M OYEHb CTPOTHE HaKa3aHWs: YBOJIbHEHMUS,
OTCTpaHEHHE XHpYypra OT OIlepalnuii U OYeHb pej-
KO — Ilepe/laya MaTepUaloB B IPAaBOOXPAHUTEIbHBIE
opranbl. Ho 3T0 mpoucxouniio 1eHCTBUTENBHO PEIIKO
U 32 SIBHYIO XaJaTHOCTh. B OonpImMHCTBE ke cllydaeB
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caM{ BUHOBHUKH HCITBITBIBAIA MYKH COBECTH, U 3TO
3aCTaBIsUIO0  aHAIM3UPOBATH CIIyYHBIIEeCs, o0pa-
IaThCsl K YMHBIM KHUTAM U JIaKe MyOJUKOBaTh CBOU
Heylauyd B NMEPUOJUYECKON redaru. MOXKHO BCIIOM-
HUTBH, YTO B T€ BPEMEHA B KaKIOM CIIEIHAIH3UPO-
BaHHOM >XypHalie ObuT pazmen «OmIMOKK W OMacHO-
CTH», TJ€ IeyaTaluch NoJOOHbBIE UCTOPUHU OOJIE3HH.
Bort yxe ner 20, kak mogoOHbBIE pa3elbl B XypHaIax
OTCYTCTBYIOT. Jla M >XypHajbl B Te BpeMeHa 10 CBO-
UM CIEHHATBHOCTSIM BBIITUCHIBAIM IIOYTH BCE BpauHu.
Takoe oTHOIIEHHE K ONTMOKaM OY€Hb TIOMOTAJIO KOJI-
neram. CerofHs e 3Ta AaBHsS BpaueOHAs Tpaguius
yIjia u3-3a cTpaxa OBITh CypOBO M JaJIeKO HE BCET-
Ja CIpaBelJIMBO OCYXICHHBIM. Benp Te, KTO Cy-
JIAT, CUMTAIOT, YTO B FOPHUCIPYACHIIUU HET MOHATHS
«BpaueOHas ommoOKay, a eCTh YMBIIINICHHOE WA He-
yMBIIUIEHHOE npecTyIuierre. Cynpio He HHTEPECYET,
CKOIIKO THI YYHIICS CBOCW CIENHAIbHOCTH, KaKOH
y TeOsl OTIBIT, KAKUE YCIOBHS pabOThl B YUPEIKICHUH,
I7ie Thl TPYAMIIbCS. sl HETO MIaBHOE — «BUHOBECHY
WM «HEBMHOBEH». Jla eme M B 3aKOHAX W MpPHKa3ax
«MUH3IIPaBOB» O TBOWX IPaBax M OOS3aHHOCTAX TaK
HESICHO CKa3aHO, YTO BUHOBHBIM BCE PaBHO OKaXeTCs
Bpad. B To ke Bpems HenmpaBWIbHBIC JNEHCTBUS Bpa-
4eit ObUTH, €CTh U OyIyT.

Yacro 51 B IpaKTHKE Bpaya JOIMYyCKAIOTCs Hempa-
BUWJIbHBIE JIEHCTBHS, OTpa)Kaloliuecs Ha COCTOSHHH
3M0poBbs TManuenTa? Cpa3y oropdy 4MTarens — da-
cTto. AmepukaHckuid TepaneBT Puuapn Purenbman
B cBoeii kHure «Kak n3dexarb BpaueOHBIX OLIMOOK?»
[5] mo sTomy moBomy Hamucan cienyromee: «Ecuu
BBl HHKOTZAa HE COBEPIIAIH OIIMOOK, IOBIEKIIUX
3a co0OH OCIOXHEHUS W CMEPTh OOJBHOTO, 3HAYHT,
Bbl 3aHUMAETECh MEIULMHON HexaBHO». Ilomywaer-
Cs, 9TO OMMOKHN COMPOBOXKIAIOT pabOTy Bpada BCHO
€ro JKM3Hb, U Ha4aJl0 UM OBILJIO MOJIOKEHO C MOMEH-
Ta 3apOKACHUS BpaueBaHUS U HE 3aBHCENO OT OIbBITa
Y U3BECTHOCTH JIOMyCTUBIIEro UX Bpada. OcyxjeHne
Bpadva 3a OMMOKY C IMUPOKUM OOCYKICHHEM €T0 Jek-
ctBuil B CMU emie mo npodeccnoHanbHON IKCIEPTH-
3Bl M TaXKe CyAa He CIOCOOCTBYET YIIYYIIIEHHIO Bpa-
4eOHOU NesTeNbHOCTH.

BonbIIMHCTBO OIIMOOK, JIOMYCKAaeMBIX OOIIMMU
XUPYpramu IPH OKa3aHWW MOMOIIH JIETSIM C HEOTIIOXK-
HBIMH XHPYPTHYECKUMHU COCTOSHUSIMHU, MPOUCXOIHT
HE TIOTOMY, YTO XHPYpr HE XOYeT MOMOYb OONEHO-
My, & TIOTOMY, YTO HE OLIEHHBAET CBOM BO3MOXKHOCTH
1 BO3MOXXHOCTH JIGYEOHOTO YUYPEXKICHUS, B KOTOPOM
OH paboTtaeT. BrinoiHeHue 3aqa4, MOCTABICHHBIX TIe-
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pen XUpyproM CTanydoHapa, — MPOIECC YPE3BBIYAHO  KeT OBITh HECKOIBKO, BKIIFOYAsi OONBHUIBI TOPOICKO-
CJIOKHBII U 3aBUCUT OT MHOTHX OOCTOATENIBCTB, KO-  To momumHeHus. B PecmyOnuke Kapenus, Hanpumep,
TOpBIE B CyMME OTHOCSITCSA K BaXXHOW cocramBisitonied 310 PecnyOnmkanckas 6onpHHIA B T. [leTpo3aBoncke
YCIIEHIHOTO pe3ynbTara JieueOHo-auarnoctudeckoro  Ha 400 Koek, OKa3bIBaIONIast BCE BUJBI XUPYPTHUECKOM

npoiiecca, a uMeHHO — K PETJIAMEHTALIUU. TOMOIITH, KPOME KapAUOXUPYPruYeCKOM.

Uro e Takoe permtamentranusa? «PermamenT Il ypoBeHb — AETCKOE XUPYpPrHUECKOE OT/EICHUE
(ot dpanIy3ckoro regle — mopsAAOK) — 3TO «COBOKYN- B KPYIHOM TOPOJCKON WM MEXpallOHHON OOJBHU-
HOCTh TIPaBHJI, ONPEACTIAIONINX MOPAIOK NEHCTBHIf».  Iie JUIS B3pOCIbIX. B TakoMm cranmoHape, Kak MpaBH-
Koneunbim pesynsrarom siensiercs YPOBEHbB IIO- JI0, UMEIOTCS KBaJIM(UIUPOBAHHBIE OOINUE JETCKUC
MOIIN, koTophlii MOXKET OBITH BBIIONHEH TAHHBIM  XUPYPIH, AETCKHUE CIELUAIMCThI M0 aHECTE3UOJIO0-
XUPYPIroOM JTaHHOMY OOJBHOMY peOEHKY B JaHHOM Jie-  THH W WHTEHCHBHOHN TEepanmy, a TaKKe CHEeIHaIuCThHI
4eOHOM YUpeKaeHuu [6]. mo 0o0cCJe0BaHUIO JIeTell Ha COBPEMEHHOM O00OpPYIIO-

Jns moctpoenust 6ojiee WM MEHEe YeTKOM CHCTe-  BaHWHU. B TakoMm IETCKOM XHPYPrHYECKOM OTACICHHUU

MBI perJlaMEHTallUud HEOOXOAMMO TPOBECTH OLEHKY  OCYIIECTBISETCS HMPAKTHYECKH BeCh 00bEM KBaTU(H-
CTallMOHAPHBIX JIEYEOHBIX YUPEXKIEHHH, B KOTOpPbIE  I[MPOBAaHHON MOMOIIM IO HEOTIOKHOH XUPYpPrHU Jie-
MOCTYNAlOT JE€TH C HEOTIOKHBIMM XHUPYPTHYECKHMM  TSIM BCEX BO3PACTHBIX TPYTII, KPOME HOBOPOXKICHHBIX.

3a00JIeBaHUSAMHY, OLCHKY CIELUAINCTOB, NPUHUMAO- B Hamell pecryOnnke Takux OTAETIeHHH IoKa HeT.
[IMX y4acTHE B JICYEOHO-THUArHOCTHYECKOM TIpoIiecce 111 ypoBeHb — XUpYPrHUECKOE OTCIICHHE AJIS B3POC-
9TOM KaTeropuu OONIBHBIX, U, KOHEUHO XK€, HAUTH KPU-  JIBIX B IEHTPAIbHBIX paOHHBIX OOJBHUIAX, B KOTOPBIX
TEPUH OLICHKH CaMHX IAILlMEHTOB. OKa3bIBAETCS TIOMOIIb U JeTIM. Takux je4eOHbIX yU-
Kak moxasbiBaeT ombIT, nepudepuilHple paioH-  pexaeHHid B Poccuu odueHb MHOTO, U B HUX TOJTyYa-

Hble OOJNBHUIIBI JaKe B OIHOM PETHOHE, a PErMOHOB  IOT 3KCTPEHHYIO U CPOUHYIO XHPYPTUUECKYHO TTOMOIIb
B Poccum 85 (ma Hauano 2017 roma), MOTYT 3HaUUTENb-  OKojio 60% mereii PO.

HO OTIMYAThCS APYT OT JIpyra: MO KOJWYECTBY KOEK JanHas rpymma — caMasi CIIO)KHAsl 110 TpUYMHAM,
(ot 100 mo 400), obopymoBaHHIO W KBamU(UKAIMK O KOTOPHIX OBLIO CKa3aHO paHee. B PecnyOmuke Kape-
cnenuanuctoB. K coxanenuto, JIIIY nanHoro ypoBHa  nms 17 paiioHOB, B Kaxa10M U3 KoTopslx umeercsa L[Pb
MOTYT Pa3Iuy4arbCi AaKE MO0 YPOBHIO LUUBUIM3ALMU  C XUPYPTHUECKUM OTICICHHEM, HO B 5 M3 HUX BCETO
(c monHBIM BOAOCHAOKEHUEM, KaHaJIW3alWedl W OTO-  OJMH WM JIBA XHPYpPra, OTCYTCTBYIOT aHECTE3UOJOTH,
TUIGHHEM MJTH CO CTapUHHBIMU PYKOMOWHUKAaMH U Ty-  oOopymoBaHue ycrapepmiee. [lo3ToMy B HUX MOXET
ajeramMu Bo ABope). llosTomMy ciemyer mombiTaThest — OBITH OKa3aHa TOJBKO MEPBUYHAS XUPYpPrHUYECcKas Io-
OIICHUTh BO3MOXKHOCTH TaKUX OONBHHWI] B OKa3aHWH  MOIb. OCTAHOBKAa KPOBOTCUCHUS, IPCHUPOBAHUEC Ha-
HEOTJIOXKHOU XHUPYPrHUECKOM MOMOILIM AETAM. Takylo  MpsKEeHHOTO MHEBMOTOpakca u T.11. Eme B 4 KpymHBIX
OLEHKY NOJDKEH CHENaTh KaXKIblil ITIaBHBIA NE€TCKUAN IIPb paGoTaroT ONBITHEIE OOIIHME U NETCKUE XUPYPTH,

XUPYPT IJIsl CBOETO PErvoHa, TaKk Kak MOAOoOHas YHH-  XOTS JCTCKHME KOWKM B OTHX OTJCICHUSX HE BhIJclie-
(ukanms Ui Bcell CTpaHbl HEBO3MOXKHA M3-32 MHOTO-  HBI, CPEIU aHECTE3HOJIOTOB MMEIOTCS CICIHATUCTBI,
YHCIEHHOCTU BapuaHToB paioHHbIX JIIIY. IlaTHax-  mosdydMBIIME MOATOTOBKY MO paboTe ¢ AeTbMH. bomb-
1arh JeT TOMY Ha3ajJ Mbl BBIIOJHWIM TaKyl0 padOTy  HHIBI MMEIOT BIOJHE COBpPEeMEHHOE 00O0pyIoBaHHE,
st LIPB B Hameid pecyonuke [7]. HO HHU CPEJU SHIOCKOIUCTOB, HU CPEAU CIELHUAINCTOB

Bce cranmoHapHble JiedeOHbIE  YUPEXKJCHUS  II0 JIy4eBOM IMArHOCTHKE HET Bpaduei, 3HAIOIINX OCO-
no YPOBHIO [IOMOIIMU (VII) netsM ¢ HEOTAOXKHBI-  OCHHOCTH MeUaTPUIECKIX OOMBHBIX. B 3THX e 60Ib-
MH XMPYPTHYEeCKUMH COCTOSIHUSIMU OBUIM pa3[elieHbl  HHIAX MMEIOTCS COBPEMEHHBIE JIA0OpaTOpUU M JeT-

YCJIOBHO Ha 3 ypOBHSL. CKHE€ OTHEJICHHSI C OIBITHBIMU Tenuarpamu. Mexmy

I ypoBeHb (camblii BBICOKHII) — pecHyOmMKaH-  3THUMHU JByMs pasHoBuaHOcTsMu L[PB okasamuch
CcKas WM oONacTHas JeTckas crnenuanusupoBaHHas  erie 8 L[PB, ubu BO3MOXHOCTH OKa3aHMsI TIOMOIIH Je-
0OJbHMIIA, B KOTOPOW MOXKET OBITh OKa3aHa IKCTPEH-  TSAM C OCTPOH XMPYPruYeCKOH MaTojorueil He oTBeYa-
Hasi, CpOYHas M TUIAHOBasg XHUpPypruueckas IMOMOIIb  IOT CTaHJAPTHBIM TPeOOBAaHUSM COBPEMEHHOUW MeIH-
pebenky r000r0 BO3pacTa, BKIIOYAs HOBOPOXACH-  LUHBI IO OJHOMY WJIA HECKOJIBKUM U3 TIEPEYHCICHHBIX
HBIX, 1[I0 BCEM XHPYPTUUECKHUM CIICHHUATBHOCTSIM.  KOMIOHEHTOB. B 3Tux JIITY MoxkeT He ObITh ONMBITHOTO
B ropogax-«MuIIMOHHUKAX» TaKUX YUPEKICHUN MO-  XUPYpTra, WIH aHECTE3UOJIOTAa, WIH TeUaTpa, WIH BO3-
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MOYKHOCTH JTaOOPaTOPHH OTPaHWYCHEI, U T.1I. [Ipruem
BO3MOXXHOCTH 3TH MOTYT MEHSThCS B TedeHne | roma
OT YNy4IIEeHUs JI0 YXYIIIEHUs, © Ha000pOT, — B 3aBH-
CHUMOCTH OT KaJIpOB ¥ 000pYI0BaHHUSL.

Taxum o6pazom, Bce LIPB namero peruona (111 ypo-
BeHb) Mo YII 1eTsiM ¢ HEOTIOKHBIMHU XUPYPrHUECKU-
MH COCTOSHHUSIMH MOTYT OBITH pPErIaMEHTHPOBAHBI
Ha 3 momyposas (1, 2 u 3). IlpuHnun pasneneHus —
OT BBICOKOTO K HU3KoMY. Ho, kKak OBIIO cKa3zaHO paHee,
B perIaMEHTAIH HyKIal0TCS HE TOJIBKO CHEIHAIUCTBI
1 JieueOHbIC YUPEIKICHUS, HO U CaMu OOJIbHEIE.

[MarmenTs! OBITH pa3lelieHbl TI0 BO3PACTY U TsKe-
CTH COCTOSTHUS — C HapyIIEHHEM roMe0CcTas3a Uil € CO-
MyTCTBYIOIIEH ITaTONOTHEN, KOTOpas MOXET OKa3aTh
BIIMSIHHME Ha MPOLECC JIEYEHNU U Ha UCXO;

1. HoBopoxneHHbIe Oe3 yueTa IpyruxX KPUTEpUEB.

2. [letu paHHero BO3pacTa:

A. be3 HapymeHus romeocrasa win 0e3 comyT-
CTBYIOIIIEH MTaTOJIOTHH CO CTOPOHBI )KU3HEHHO
Ba)KHBIX OPTaHOB.

b. C napyuienusiMu romeocTtasa W/ui ¢ COMyT-
CTBYIOLIEH MaTOJIOTHeN CO CTOPOHBI )KU3HEH-
HO Ba)KHBIX OpPTaHOB.

3. Jletu crapiie 3 51eT, KOTOPBIE TaK ke, KaK | JETH
paHHETOo BO3pacTa, MOAPa3AEISIOTCS Ha TPYIIIEI
Aub.

B Hamry 3amauy He BXOAWUT OOCYKICHUE OKA3aHHS
HEOTJIOKHON XUPYPrUUE€CKOM MOMOIIHM B IETCKUX CIIe-
UATU3UPOBAHHBIX OONBHUIIAX. UTO KacaeTcst JeTCKUX
XHPYProB, pabOTaOMNX B JAETCKAX XHUPYPTHIECKHX
OTHEJICHUSIX KPYIHBIX MEXpPAaHOHHBIX WM pailloH-
HBIX OOJIBHMI AJIS1 B3POCHBIX, TO UX BCE-TAKU CIICAY-
€T MPe0CTePEeUb OT ONEPHUPOBAHUSA HOBOPOKIACHHBIX.
OTOT BO3pacT (a He MaToJOoTHs, KOTopas y HUX MOXET
OBITB) — yJIeJI IICHTPOB CO CIIEIMATIICTaMH 10 HEOHa-
TaJIbHOW XUPYPTUH.

OcHoBHasi 3a00Ta TJIABHBIX BHEIITATHBIX PErHO-
HaJIBHBIX JETCKUX XUPYpProB — oouue xupypru B LIPB,
T.e. [II YII. Onpenenum ux BO3MOKHOCTH IO Ha3BaH-
HBIM BBIIIIE KPUTEPHSIM.

III (1) YII. B Takom 51e4e0HOM YUIpeKIeHUH MOXKET
OBITh OKa3zaHa JeueOHO-TUATHOCTHYECKAs IIOMOIIh
JIETSIM paHHET0 M 0ojiee CTapIlero BO3pacra, B TOM
quciIe U ¢ HapylleHHeM romeoctasa. B Takoi 00ib-
HUIIE HE JOJKHA OKa3bIBaThbCs MOMOIb TOJIBKO HOBO-
poxkaeHHbIM. OMHAKO B TeX CIydasx, KOTraa OOIbHOM
Mianame 3 Jet, To mocie oOcienoBaHuS M MPHHATHS
pelIeHust o JIe4eOHBIX MEPONPHUATHSIX, HO IO Hadaia
WX BBITIOTTHEHHS, XHUPYPT U aHECTE3UOJIOT TOJKHBI T0-
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3BOHUTb B PETHOHAIBHBINA NETCKUH XHPYPrHUECKUit
LEHTP U TOCOBETOBATHCS IO MOBOAY PE3YNIBTATOB 00-
CJIeJOBaHUs M TUIaHAa JeYeHHs. DTO CBSI3aHO C TEM,
YTO JIETH PaHHETO BO3pacTa B MpaKTHKe OOJBHUI] Ta-
KOT'O YPOBHS BCTpeuaroTcsa penko. Bce meTH momKHBI
OBITH OCMOTPEHBI NIEAUATPOM.

III (2) VII. B GonbHMLIE 3TOTO YPOBHSA HE OOKHA
OKa3bIBaThCsl paJUKAJIbHAs XUpPypruyeckas MOMOIIb
JIETSIM 70 TpeX JIET, HE3aBUCUMO OT COCTOSIHHS UX TO-
MeoCTas3a, U AETSAM CTapIIeTo BO3pacTa C HapyIIeHHEM
romeoctaza. O60 Bcex HETIX 10 3 JIeT ¢ TOI03PCHH-
€M Ha OCTPYI0 XUPYPIWYECKYIO IaTOJIOTHIO M JETAX
CTaplIero BO3pacTa ¢ HapyLICHUSIMH I'OMEOCTa3a He-
00XOIMMO 3BOHHTH B PETHOHAILHBIA XUPYpPrHYECKUH
ueHTp. OcMotp Bcex neteit nenuarpom LIPb o6Gs3are-
JIeH cpa3y Mociie MOCTYTIICHHSL.

IIT (3) VII. Oka3piBaeTcs TONBKO TEpBUYHAST XH-
pypruueckasi HoMoIIb, €CIi peOCHOK B HEH HyXIaet-
cs. OcMoTp menuarpa Takxke obszareneH. O KaKaoMm
MOCTYMUBIIEM pebeHKe JTr00ro Bo3pacta U B JHOOOM
COCTOSIHMM 3BOHSAT B PETHOHAIBHBIN LIEHTP NETCKUM
XUpypram, aHecTe3uojoraM U nepuarpam. JlexypHas
Opurana Bpaueil criennaaIn3upoOBaHHON JETCKOM O0IIb-
HUIBl peIlaeT BO3HUKIINE OpPraHU3allMOHHBIE BOIIPO-
cbl. BapnanTtoB pemieHust 0OBIYHO OBIBAET HECKOJIBKO.
Brie3n (BeuieT) Opuraabl CIENUATNCTOB B JaHHYIO
IIPb 1 oka3aHue MOMOILM HA MECTE, OKa3aHKUE TTIOMOILU
IUI JOCTHKEHUSI COCTOSTHUS, IIO3BOJIIOIIETO 3a0paTh
00JIBHOTO Ha EHTPAJIbHYIO 0a3y U TaM IPOBOIUTH OC-
HOBHBIE JI€4€OHBIE MEPONPHUATHS; TPAHCHIOPTHUPOBKA
pebenka (ecnu Bo3MOXkHO) B Ommkaimnyto [[PB 111 (1)
VII. CaMblil CIOXHBIM BapuaHT, KOIAAa IO TEXHHYe-
CKHM NIPUYMHAM HEBO3MOKEH BbIe3/1 OpHUrabl U TpaHC-
HOPTUPOBKA OOJBHOTO C IATOJIOTHEH, HE HMEIOILIETO
pe3epBa BpeMeHH. Takoe CiIydanoch peaKo, HO Toraa
MPUXOAMUIIOCH «JIEYHTH 10 TeIeHOHY.

3aKOHHO CIIPOCHUTH aBTOpA: YAAJIOCh JIU BHEIPUTH
MIPUBECHHYIO BBIIIE PETTIAMEHTAIUIO B IPAKTUIECKOE
31paBOOXPAaHEHNE CBOErO PETMOHA U HACKOJIBKO OHA
s dexTuBHA?

B kauecTBe 00s3aTe€IBHOTO CTaHIApTa BHEAPUTH
3Ty cuUcTeMy He yaanock. [IpuunH Heckombko. Ilep-
Basg U OCHOBHAs M3 HUX — 3TO OTCYTCTBHUE KaKHX-JIH-
00 aIMHHHCTPATHBHBIX JIOKYMEHTOB PErMOHAIBHOTO
Mun3apaBa (MpUKa3bl, PACTIOPSDHKEHUS W Jp.), KO-
TOpble TpeOoBai Obl BBINONHEHHUS pETiIaMEHTALUN
B KauecTBe 0053aTeJIbHOTO CTaHAapTa B paboTe paii-
OHHOro xupypra. OcTalbHble MPUYUHBI HOCAT 00B-
EKTUBHBIN U CyObEeKTUBHBIN XxapakTep. K HUM MOXXHO
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OTHECTH: YaCTyIO0 CMEHY KaJpOB XHPYPTOB B pallOHAaX; W3 KOTOPBIX HE PaCIONararoT HEOOXOAUMBIMH CHIIAMHU
aMOHIIMO3HOCTh HEKOTOPBIX XHMPYPIOB, CUMTAIOIIMX, U CPEACTBAMH — ISl OKA3aHHS SKCTPEHHON KOHCYJIbTa-
YTO MX OIBIT II03BOJISIET CAMUM ONPEACISATH CBOM BO3-  TUBHOM MEIUIIMHCKON MOMOLIM M MEIMLMHCKOW 3Ba-
MOXHOCTH; HE)KEJIaHUE B KaKAOM KOHKPETHOM ciiydae  Kyauuu. OJJHUM M3 IyTel pelieHust JaHHO! MpoOieMBbl

o0palarbCsi K HalllUM METOJMYCCKUM PEKOMEHJAIM-  MOXET CTaTh HaJaKCHHAs TEJIEMEAUIIMHCKAs CBSI3b
SIM TI0 BBITIOTHEHUIO CTAHIApTOB MTUATHOCTUKH W JIe-  MEXIy IeHTpalbHbIMH KiauHuKamMud u L[PB [9, 10],
YECHUSI. JPYTUM — TIPHUBICUCHUE TEPPUTOPHAIBHBIX IIEHTPOB

3a mocnemHue TOMBI TMPOW3OLUIA CYNIECTBEHHBIE  MEAWIIUHBI KATACTPO( K OPraHU3aIllii OYHBIX KOHCYIIb-
W3MEHEHUs B TIOPS/IKe OpPraHW3alliil W OKa3aHWs Me-  TallMil CICHUAIMCTOB M TPOBEICHUIO MEIUIUHCKON
JUITMHCKOM TMOMOIIH, OOYCJIOBICHHBIE KPU3MCHBIMKH  3Bakyauuu [11, 12].
SIBIICHUSIMU B SKOHOMHKE CTPAHBI, IEPEX0/IOM K OJTHO- Takum 06pa3zoM, B 3aKIIIOYEHHE MOXKHO CKa3arh,
KaHAIIBHOW (CcTpaxoBoil) cucreMe (UHAHCHPOBAHWS  YTO OPTaHW3aIMs XHUPYPTrHUECKON TOMOIIU JICTSIM
3IpaBOOXPAHEHMs, €r0 HEOJHO3HAYHOM ONTHMH3a- B Pa3lIMYHBIX PErHOHAX JOJDKHA CTPOUTHCH B MIEPBYIO
muei. Pesynpratel ucciaenoBanus B.M. PosunoBa,  ouepenps Ha pa3paboTKe HOPMATHBHO-IIPABOBOM Oa3bl,
H.H. Baranosa, O.C. I'opbauyeBa (2016) cBumeTenb-  perIaMEHTHUPYIOUICH TNIAHUPOBAHUE CUCTEMbI STAITHON
CTBYIOT O CYIIECTBEHHOM CHMKEHMM HWHAWKATOPOB,  HEOTJIOKHOW XUPYpPrHYECKOW MOMOIIU JETAM B COOT-
XapaKTepU3yIOINX 00eCIeYeHHOCTh IETCKOTO HAcelie-  BETCTBUU C YTBEPIKJICHHBIMU MOPSIKAMU U CTaHIapTa-
Hus Poccum kagpaMy CienMairCTOB XUPYPrHYECKOTO0 MU MEIUIIMHCKOM ITOMOIIH, YIUTHIBAIOIIEH MOIITHOCTh
mpoWIIst ¥ COOTBETCTBYIOIINM KOeuHBIM (oHIOM [7].  u KampoBslii coctas JIITY, nemorpadudeckue ocoOeH-
DTH mporecchl XapakTepHBI IS BCEX YPOBHEW OKa3a-  HOCTHU JCTCKOTO HACEJICHUS, OIPEICIICHUE MapIIpy-
HUSI MEIUIMHCKON MOMOILIHM AETSAM, HO HAauOOJbIIYI0  TH3alUW OONBHBIX M JIpyrde OCOOCHHOCTH PETHOHA.
OMMacHOCTh 110 CBOMM TOCJEACTBUSM OHU TpencTasis-  Ocobas posib OTBOJUTCS TIIABHOMY JIETCKOMY XHUPYPTY
0T JUTSL IETEH, TOJTyJatolX XUPYPru4ecKylo IOMOIb ~ PETHOHA, KOTOPBIH JODKEH OPraHW30BaTh KOHCYIBTa-
B paliOHHBIX OOonbHMIIAX. B mMmeromelics 2—3-ypoBHe-  THBHYIO CIIYKOy, aHAM3WPOBaTh OIIHUOKH, JOMyCKa-
BOIl cHCTeMe OKa3aHWs HEOTIIOKHOW XMPYPTHYECKOW  eMble XHpypraMu B paliOHax, peliaTh KaJpOBBIE BO-
MOMOINK JETSAM OCHOBHAs POJb OTBOAMTCS PETrHO-  MPOCHl W MPOOJIEMbI PaclpeleieHus 000pYIOBaHHUS,
HaJIBHBIM (00JIACTHBIM, PECIYONUKAHCKUM, KPAacBbIM,  IUIAHUPOBATh y4eOy JUIs OOIIUX XUPYPrOB IO OCOOCH-
OKPY)XHBIM) LEHTPaM JCETCKOH XUPYPrdu, MHOTHE  HOCTSM JCTCKOM XUPYpPIHH.
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Pe3rome

Heanr wuccaenoBanus: oueHka 3(deKTHBHOCTH
JIeYeHUSI M OTHAJIICHHBIX PE3yJbTaTOB OTCPOUYCHHOTO
a30(daro-330¢aroaHactoMo3a y JeTel ¢ aTpesueil mu-
meBona (AIl).

Marepuanansl u Metonbl. B pabGore Obutn mpo-
aHAJIM3UPOBAHBI UCTOPUH 00JIe3HU 18 nMeTeid, KOTOPhIM
BBITIOJIHEH OTCPOYCHHBIN 330(oro-33oaroaHacToMo3’
Ha 6a3ze JII'Kb Ne13 um. H.®. ®unarosa . MOCKBEI
¢ 2006 mo 2016 1.

Pesyabrarsl. [locieonepanioHHbIE OCIOKHEHUS
Bo3HUKIU y 16 u3 18 mereii (88,9%). Hecocrosarens-
HOCTh aHACTOMO3a IHIIEBOJA pa3BWiIach y 4 maiu-
entoB (22,2%), creHo3 anactomo3a — y 11 marmu-
eHtoB (61,1%), ractpos3odarecaabHbili pedIrokc
(I'SP) —y 14 neteit (77,8%). JletanpHOCTH COCTaBU-
na 16,7% (3 nereil) B paHHEM MOCIEONEPAITTOHHOM
nepuojie. AHaNM3 OTHAJEHHBIX PE3yJNbTaTOB IOKa-
3pIBaeT, 4To B 92,3% ciaydasx y nereil ormedaercs
nucarus. [Tocne onepanuu OTCPOYEHHOTO aHACTO-
M03a TIOBTOPHO OBUIH OIepUpOBaHBI 9 aeTeid, deT-
BEpBIM M3 HHUX BIIOCJICICTBHH BBITIONHEHA DKCTUPIIA-
WS TAIIEBOJIA.

BbiBoabl. YunThiBas BbICOKHU ypoBeHb (88,9%)
OCIIOKHEHUI U TUIOXUE OTJIAJICHHBIEC PE3YIIbTaThI, HAIIH
HaOJIO/IEHNSI HE TI03BOJISIIOT PEKOMEHIOBAaTh OTCPOYCH-
HBIH 930(haro-330(aroaHacToM03 Kak OIeparuio BI00-
pay nereii ¢ AIL

Knroueesnvle cnosa: ampesusi nuuiegoda, 0mcpoyeH-
HbLIL 930(ha20-330(ha20anacmomos, mopaxKoCKOnUs

Abstract

Purpose of the study: to estimate the efficacy
of treatment and remote results of delayed esoph-
ago-esophageal anastomosis in children with EA.

Material and methods. We analyzed 18 case
histories of children with delayed esophago-esoph-
ageal anastomosis performed at N.F. Filatov Chil-
dren’s Municipal Clinical Hospital No. 13 from
2006 to 2016.

Results. Postoperative complications oc-
curred in 16 children out of 18 (88.9%). Esoph-
ageal anastomotic leakage was developed in
4 patients (22.2%), anastomotic stenosis in
11 patients (61.1%) and gastroesophageal re-
flux in 14 children (77.8%). Lethality amounted
to 16.7% (3 children) in the early postoperative
period. As per the analysis of delayed results,
dysphagia was noted in 92.3% of children. After
delayed anastomosis 9 children underwent recur-
rent surgery, 4 of them had subsequent esopha-
geal extirpation.

Conclusions. Considering the high rate of com-
plications (88.9%) and bad delayed results, our
observations do not allow us to recommend the
delayed esophago-esophageal anastomosis as the
surgery of choice for children with EA.

Key words: esophageal atresia; delayed esoph-
ago-esophageal anastomosis, thoracoscopy
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BBenenue

Atpesus numeBona (All) — BpokneHHas aHOMaTHs,
MIpH KOTOPOW OpalIbHBIA KOHEI] MMUIIeBO/Ia 3aKaHYHBa-
ercs cneno. Yacrora Berpedaemocty 1: 2500-4500 Ho-
BOpPOXKAEHHBIX [1-3].

Jns maHHOTO MOpOKa omeparueil BrIOOpa ABISET-
Csl BBIMTOJIHEHHE TEPBUYHOTO aHACTOMO3a IHIIEBO/A.
OnmHako, M0 MHEHHIO MHOTHX aBTOPOB, OOJBIION IHa-
CTa3 MEXKIY CETMEHTAMHU MHIIEBOIA, COMTyTCTBYIOIINE
aHoMmanuu u Macca tena meHee 1500 r sBisoTCS mpe-
MATCTBUSMH K BBITIOJTHEHUIO MIEPBUYHOTO aHACTOMO3a
[4-10]. B mogoOHBIX ciaydasx MOKa3aHO BBHIIOTHCHHE
OTCPOYEHHOTO 330(paro-330(haroaHacTOMO3a HITH 3aMe-
Ha THIIEBOA TOJCTON KUIIKOW MITH KEITYIKOM.

Hens nccnenoBanus: oneHka YPPEKTUBHOCTH Jie-
YCHUS M OT/IAJICHHBIX PE3yJIBTaTOB OTCPOYCHHOTO 330-
(aro-33odaroanactomosa y nereit ¢ All.

MarepuaJjibl H METOIbI

Ha 6a3ze JII'KBb Ne 13 um. H. ®@. ®dunarosa r. MOCKBEI
¢ 2006 mo 2016 1. Bcero 6bL10 oniepupoBaHo 165 nereit
¢ AIl. U3 mux 18 (10,9%) mamueHTaM BBITIONHEH OT-
CpOYCHHBIN 330(]aro-330(aroaHacTOMO3.

B nanHoii paboTe MpOBEACH aHAU3 PE3yJbTaTOB
nedenus 18 nereit, KOTOPHIM OBLT BBITIOTHEH OTCPOYEH-
HBIH 330¢oro-330dharoanactomo3. B tabmmme 1 mpen-
CTaBJICHA XapaKTEPUCTHKA MAIUEHTOB C OTCPOUYESHHBIM
330(aro-330(aroaHacTOMO30M.

ConyTCTBYIONIME TOPOKU PA3BUTHS BBISIBICHBI
y 10 (55,5%) nereii (tabn. 2). VACTER-accoruanus
Habmomanmace y 4 (22,2%) nereit, a oOpok cepana
y 8 (44,4%) neteii.

W3 tabmuiel 2 BUAHO, 9TO MPEOOIagaroIIuMH TI0-
pOKaMM pa3BUTHS SIBJSIFOTCSI BPOXKJICHHBIC TOPOKH

cepana (BIIC) n maructpanpHBIX cocymnoB. B cymme
9Tu nopoku coctaBmiin 100% oT Bcex coueTaHHBIX IO-
POKOB pa3BUTHSI.

17 OONbHBIM HANOXKEH OTCPOYEHHBIH aHACTO-
MO3 THIIEBOAA TOPAKOCKOINYECKH, y OTHOTO OOIb-
HOTO BHITIONIHEHA 33/JIHE00KOBAasi TOPAKOTOMHUS, TakK
kak 10 2008 r. B Hamed KIMHUKE TOPAKOCKOIHMYE-
ckasg xkoppekuus All He BeimonHsiack. Y Bcex aeTeit
BBITMIOJIHGHA TIPOTSHKCHHAsT MOOWIHM3AIMS OpPajbHOTrO
1 abOpalibHOTO KOHIIA MUINEBOJA OT IIEHHOTO OT/Aeia
JI0 KeITyKa C HEeNbI0 CHIKSHNS HATKEHHsSI B 00acTu
aHaCTOMO3a.

OCHOBHBIMH TIPUYWHAMH TSI CO3MAHUS OTCPOYCH-
HOTO 330(aro-330aroaHacTOMO3a MOCITYKUIH: 00JIb-
I0 auacta3 MeKAy CerMeHTamH mnuimeBoaa (Ooiee
2 cm) — 9 (50%), BIIC — 4 (22%), macca Tena MeHee
1500 r — 3 (17%), nepdoparus xemyaka — 2 (11%).

B rpymme nereit ¢ 60mbIIIM AMACTa30M MEXKITY Cer-
MEHTaMH IMUIIEBO/Ia B 6 Cllydasx OTME4YeHa OeCCBUIIIe-
Bas gopma All.

Omepanus Ha cepale BbITOMHEHA 3 OOJIBHBIM,
YTO OTJIOXKHIO XHPYprudeckyro Koppekuuio All
B mepBoM ciiydae manmmeHTy € MHOXKECTBEHHBIM
JMKII, OAII 6pua BBITIONHEHA TAJUTHATHBHAS OTIepa-
LU — Cy’KUBaHME JIETOUHON apTepu, nepessazka OAIL;
BO BTOPOM PEOCHKY C KOApKTAI[UEeH aopThl U MHOXKE-
ctBeHHBbIMH JIMXKII BeIoHEHA pe3eKIyst KoapKTaluu
AOPTHI C PACHIMPEHHBIM aHACTOMO30M KOHEI[-B-KOHETI,
cyxuBanne JIA; B TpeTheM pebeHKy ¢ TeTpanoit damro
u OAII 0bu1 HanmoXeH MOTUGBUITMPOBAHHBIN TTOIKITIO-
YUYHO-JIETOYHBIN aHacTomo3 1o Blalock cresa ¢ cun-
tetnueckuM mporezoM u3 PTFE JI-3 MM, mepessizka
OAIL

Tabnuua 1. XapaktepucTika NaumUeHToB C 0TCPOYEHHBIM 330(har0-330(haroaHacTOMO30M

Macca Tena npv poxageHun, r

Macca Tena Ha MOMeHT onepaumu,
Bo3spacT kK MOMeEHTY onepaumu, mecsiLbl
Tun Al no knaccudukaumm Gross, n (%)

C guctanbHbiM TMNC
BeccaulieBas

Mokasatenb KonuyectBo
Mon, n (%)
Manbsuumkm 7 (38,9%)
[eBoukun 11 (61,1%)
[ecTaunoHHbIN BO3pacT HA MOMEHT POXAEHUs!, Hegenu 34,4+0,7

1841,4+119,7
3176,2+338,0
3

12 (66,7%)
6 (33,3%)
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Tabnuua 2. ConyTcTayloLuye MOPOKM PasBUTHS y onepupoBaHHbIx aeteil N-18

KonunyectBo
Mopoku pa3BuTuA
ab6c. %
BpoxaeHHble Nopoku cepaua U MarMcTparnbHbIX COCYA0B 18 100
[Mopok pa3BuTnsa Ten NO3BOHKOB 2 11,1
[Mopoku pa3BuTUA yporeHnTansHom cMcTeMbl 4 22,2
Mopokn pasBUTUS KULLEYHOW TPYOKM 2 11,1
Tabnuua 3. Teuenue nocneonepaLvoHHoro nepuoza
Moka3satenb CyTku
[nNUTenbHOCTb MCKYCCTBEHHON BEHTUNALMM NETKMX 18+12
Cpoku npebbiBaHUsI B OTAENEHUN peaHuMaLmm 20+4,8
Cpoky npebblBaHUs B CTaLMoOHape B NocneornepauyioHHoM nepuoge 47+27

Hosopoxnennsie ¢ Becom meHee 1500 r umenu Ts-
JKEII0e COCTOSIHUE, CBSI3aHHOE € IUIOXMM OOIIMM cOoMa-
TUYECKUM CTaTyCOM M BBICOKUM YPOBHEM COITYyTCTBY-
IOIIUX aHOMAJIHH.

JBoe aeTelt MoCTYNUIN B OTAECJIEHUE B TAXKEIIOM CO-
CTOSIHMH C KJIMHHKOU ITePUTOHWTA H3-3a Tepdopartun
xkemyaka. [locie mpemponepamoHHON MMOATOTOBKH, Jia-
MapoLICHTE3a, YUYUTHIBAS TSAKECTh COCTOSHHUSA, OT CO3-
JIAaHUSI TIEPBUYHOTO aHACTOMO3a PEIICHO OBUIO BO3-
nepkarbes. VM BBINIOJIHEHO YIIMBaHHE Mepdopaiuu
XKemyaka, ractpoctoMus u niepeBszka TIIC.

OrneHKy pe3yasTaToB OTCPOYEHHOTO 330(paro-a30-
(aroanacToMo3a MPOBOAMIN TIO CIEAYIOIIUM KpHUTE-
pUSM: TEUEHHUE IMOCJICONEPAIMOHHOIO Iepuoaa, Io-
CJIeOTEepaIMOHHBIE OCIIOKHEHHUS, OIICHKA OTIaJICHHBIX
PE3yIBTaTOB U JICTATLHOCTb.

PesyabTarsl

B Tabnuue 3 mpenacTaBieHbl NaHHBIC MO TECUYSHUIO
MOCJICONEPAIIMOHHOTO TIEPUOa U JUTUTSILHOCTH TIpe-
GI)IBaHI/ISI 60J'II>HLIX B OTACJICHUU p€aHuMallii U B CTa-
IUoHape.

HHTpaonepanmnoHHBIX OCIOKHEHNH He Obuto. Jle-
TanbHOCTh coctaBmwia 16,7% (3 mereit). [lpuunHoii
CMEpPTH B 2 clydYasX SBWJIACh T€HEPATU30BAHHAS HH-
¢dexnus, B 1 — cepreyHO-JIeroyHass HEAOCTaTOYHOCTD
Ha (oHe OponxosierouHoi aucmiaszuu u BIIC.

[locrneoneparioHHbIe  OCIIOKHEHHSI ~ BO3HHKIIH
y 16 u3 18 (88,9%) nereii: HECOCTOATENHFHOCTD 330(]a-

ro-a3odaroanactomosa — y 4 (22,2%), creHo3 aHacTo-
Mo3a —y 11 (61,1%), racrpoazodareanbHbiii pedarokc
(I'9P) —y 14 (77,8%).

HecocrostenpHOCTh  330(aro-330haroanactomo-
3a pa3Bwiachk Ha 6—10-e m/o cyTku. BeiOop TakTuku
JIEYEHUsI 3TUX JETel 3aBHUCEN OT TAKECTU COCTOSIHHUA,
BBIpaKeHHOCTH AedekTa anactomo3a u Tsokectr JKIIP.
B onHOM ciryuae mpoBoaniIach KOHCEpBaTUBHAsS Tepa-
MUsi: IPEHHPOBaHUE, aKTHBHAA aHTHOMOTHKOTEPAIHs,
IapeHTepaabHoe MuTaHue. B nByx ciydasx, K 10moi-
HEHHIO K KOHCEPBAaTUBHOHM Tepamnuu, NoTpeboBanoch
BBHIIOJTHEHNE JIaNlApPOCKONMYECKON  (PyHIOTIIMKALIUH
u3-3a BeIpaskeHHOro I'OP. Tonpko B 0JHOM ciiydae He-
COCTOSITENILHOCTh MOTpeboBaia TOPAKOCKOIHYECKOTO
yImmBaHusSA O60bmoro nedexra B aHacToMose. Y IBYX
neteir (50%) c HECOCTOSATENHPHOCTHIO aHACTOMO3a
B JajbHEHIeM chopMUpoBajcs CTEHO3 aHACTOMO3a.

V Bcex 1eTe co CTEHO30M aHaCTOMO3a PY 3H0CKO-
UM JUaMeTp MpPOCBETa MUILIEBOAA B 30HE aHACTOMO3a
Ob11 B ipenenax 1-4 mm. Beem uM nipoBoauiiock OyKu-
poBanue nuuieBona. Haunnamu OyxupoBaHue Bcerna
10 CTPYHE-TIPOBOAHUKY, 3aTE€M MEPEXOANIN Ha MPSIMOe
OyxupoBanue. B cpennem BbImonHeHO 22 Oy»XHpoBa-
HUs (yrcao OyKMpOBaHMK BapbUpPOBajo OT 6 10 52).
V Bcex JieTeil MOoJydeH XOPOLIMM pe3ysbTaT, U HUKTO
HE HYXJQJICS B PE3EKIMH CTEHO3WPOBAHHOTO OT/ElNa
IIUILEBO/A U IIOBTOPHOM aHACTOMO3E.

Jlanmapockonmueckast pyHaormkarys no Hucceny Bel-
noHeHa 11 u3 18 (61,1%) marpieHTam B CBsI3U C BRIPayKEH-
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Tabnuua 4. PacnpeneneHiie pecnioHREHTOB Mo OTBETaM Ha BOMPOCH! aHKETbI, UCTIOMb3yeMOii AN OLIEHKY OTAANEHHbIX Pe3ynbTaToB ONepaTUBHOTO

NeYeHns naLmenTos ¢ Al

Mokasarenb BapuaHThkl oTBeTOB Aoc. %
MonHocTblo 300pOB 1 7,7
CocTosiHue 300poBbs pebeHka B HacTosiLLee BpeMs! YooBsneTBopuTenbHoe 12 92,3
HeypoBneTBopuTenbHOE 0 0,0
Oa 1 7,7
Ect nobyto nuy N3menbyeHHyto breHaepom 3 23,1
MpoTepTyto 9 69,2
Yepes poT 13 100,0
Cnoco6 npuema num
Yepes ractpocTtomy 0 0,0
Oa 10 76,9
Hanuuve xanob Ha CHKeHWe anneTuTa, CpbirMBaHue, pBOTY
Het 3 23,1
Oa 3 23,1
YacTo nu pebeHok Goneet MHorpa 9 69,2
Het 1 7,7
Oa 11 84,6
ByxupoBaHue nuwieBoaa
Het 2 15,4
Hanwnuve onepauwin nocne onepawuuy 0TCPOYEHHOTO aHAacCTOMO3a Ra 9 69,2
miiesona Het 4 30,8
Oa 4 30,8
Hanwnuuve akctvpnauum nuiiesoga
Het 9 69,2

HOU KimHNYecKkor kaptuaoi [ OP u HeapekTMBHOCTHIO
KOHCEPBaTHBHOW Teparuy. 8 U3 HUX OBLIM ONEPHUPOBAHBI
B PaHHEM IOCJICOTIEPAIIMOHHOM Tieprone (10 3 MecsieB
C MOMEHTA orepanin) 6e3 BBIITHUCKU U3 CTaIlMOHapa.

Hamu 6111 TipocCIieXXeHbl OTAaNIeHHbIE PEe3yIbTaThl
nedenus manueHToB ¢ All ot 1 roma mo 6 et (B cpen-
HeM 3 roma) mocie omepanuu. U3 15 mereit ¢ nyms
NanyMeHTaMy yTepsiHa cBsi3b. Takum 00pa3om, OTHaIeH-
HBIE pe3yJbTaThl JICYeHHUs OLleHeHB! Y 13 mMmaIueHToB.
J11s O1IeHKH OT/IaJIeHHBIX PE3YJIbTaTOB MbI UCIIOJIb30Ba-
JIM aHKETHBIN ompoc poautesieid. opma aHKEThI MOIU-
¢umEpoBaHa MO BONMPOCAM aHKETHI, OMMCAaHHOW HaMH
panee [11]. Pacnipenenenne pecrioHICHTOB 110 OTBETaM
Ha BOMIPOCHI aHKETHI MIPEACTaBICHO B Ta0Il. 4.

N3 Tabn. 4 BUIHO, YTO MOJHOCTHIO 3JJOPOBBIM CBO-
ero pedenka cuutan 1 (7,7%) pecrionnent, 12 (92,3%)
OIIEHMBAIOT COCTOSIHNE KaK YIOBJIETBOPUTEIHHOE.

20

Bee getu (100%) mpuHMMAOT MUIY 4Yepe3 poOT.
OnuH (7,7%) peOCHOK B COCTOSIHMU MPHHUMATH JIFO-
Oyto mumy. Tpoe (23,1%) u3 onmpoIIeHHBIX yKa3bIBa-
€T, YTO WX peOCHOK MPHHUMAET MHIIY, U3MEIBICHHYIO
onennepom. 9 (69,2%) yka3bIBaIOT, UTO UX ACTU IPHHU-
MAaloT IpoTepTyto muiy. JKajao0bl Ha CHU)KEHUE arire-
TUTA, CPBITMBaHHE U PBOTY oTMeuanuchk y 10 (76,9%)
JieTent.

Yacto OoJjeoOmMMH CBOMX JIeTeld  CUYHTAIOT
3 (23,1%) ompoieHHBIX, TPUYEM OCHOBHAs MPUYHNHA
Oone3nn y Bcex — oOporxutsl, OPBU.

Byxxuposanue numesona nposoauiock 11 (84,6%)
JETSIM, B CPEAHEM BBIIIOJIHEHO 22 OyXKUpoBaHHs (UHC-
J10 OYy>)KUPOBaHUI BappUPOBAIIO OT 6 110 52).

[Mocne onepaiuu OTCPOUEHHOTO aHACTOMO3a ITHIIIe-
BOJIa TIOBTOPHO ObUTH omepupoBaHsl 9 (69,2%) nereit
B cpeaHeM Ha 9+6 mecsu nocne koppekuun All. Beem
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Tabnuua 5. Meraaranus ocnoxHeHWi, BbinonHeHHbIiA Friedmacher F. v Puri P,

OcnoxHeHus

%

HecocToaTensHoCcTb aHacTomosa
CteHo3 aHacToMO3a
rap

JleTanbHOCTb

22,9-35,3
50,9-62,9

41,8-53,9
7,3-14,1

MIPOONEPUPOBAHHBIM ObliIa BBIMOJIHEHA (DYHIOILUIHKA-
rmst o Hucceny. Y 4 3 Hux chopMupoBanach rpboka
numieBonHoro orBepcrus muadparmel (I'TIOMH) ¢ pe-
nuauBupyomuM ['OP: TporM BBIITONHEHA XHATOILIA-
CTHKA U JIaapoCKonuyeckas (GpyHIOMINKAIUS B CPEJI-
HEeM uepe3 | roj mocie omepamuu; OMHOMY peOeHKY
M3-32 HApPYUICHHWS a/JeKBaTHOTO KOPMIICHHUS, B CBS3H
¢ I'TIOM, peunausupytommm I'OP, npunuiocs BeIION-
HUTH KCTUPIIAINIO MHIIEBOA B paHHEM TIOCIeonepa-
IIUOHHOM TIEPHOJIE.

DKCTHUpIanys MUIIeBo/a BeINoNHeHa 4 u3 13 getsm
(30,8%). Ilprumnamu sBHIKMCH B 1 ciydae peruanB
I'DP, B 3 ciywasx ['TIO]] ¢ permumauBupytommm ['OP,
TpeOOBaBIIME MOBTOPHBIX AHTHUPEQIIIOKCHBIX OIepa-
ruit. Tpoum getsim (23,1%) BeImonHEHa KOm0330¢aro-
TUTACTHKA.

CryuaeB JieTajabHBIX HCXOJOB B OTIAJICHHOM IEPHU-
ofie He OBLIO.

Y4uTHIBasK, YTO TIOCNIE BBIOTHEHHUS] OTCPOYEHHOTO
aHaCcToOMO3a IUIIEBOA MTPOIILIO B CPEIHEM 3 TOJIa, ITAIbI
JICYCHUS] ATUX JACTeH MOTYT OBITh €I1le HE 3aBEePILCHEI.

O6cyxaeHue

HeBo3MOXHOCTh CO3MaHUS TEPBHYHOTO aHACTO-
Mmo3a nipu All B meprojie HOBOPOXKACHHOCTH OCTAETCs
aKTyaJbHOW MpOoOIeMON s OONBITUHCTBA AETCKHUX
XUPYProB.

IIpensaTcTBreM K BBITOTHEHHUIO TMEPBUYHOTO aHa-
CTOMO3a MHUINEBO/IA B PAJIE CITyJaeB SBISIETCS OOMBIION
JINacTas MEeXIy cerMeHTaMu numieBoaa [12].

ITo maHHBIM TUTEpATYpPhI OONBITMHCTBO MMAIUEHTOB
(40—60%) mMeroT COIyTCTBYIOIINE AaHOMAJIHMHU, KOTO-
phi€ HEONMATONIPUATHO BIHSAIOT HA PE3YJbTAThI JICUCHHUS
[1, 4, 13-15]. Haubonee TsoKeNO# M pacnpoCTpaHEH-
HOM COIYTCTBYIOIIEW aHOMaMell SBISIETCS TOPOK
cepana — 50%, HEpeAKO MPHUBOAALINI K JIETATEHOMY
ucxony [4, 13, 15, 16].

Crnenytomas mpoOieMa, ¢ KOTOPOW CTalKUBaeTCs
XUPYPL, — 3TO HU3KUI Bec mpu poxaeHuu. HoBopox-
JICHHBIC C OUYEHb HU3KUM WJIH 3KCTPEMAbHO HU3KUM
BECOM IIPH POXKJICHUU HAXOSATCS B TPYIIIE MAIMEHTOB
C BBICOKHM HHTPAOTIEPAITMOHHEIM prcKoM. MccienoBa-
Hue Petrosyan um ap. cooOImiaet, 9To 3TarHoOe JIeYeHHe
AIl y MIageHIeB ¢ Maccou Tea Ipy pOXKACHUU MEHEE
1500 r npuBeIO K MEHBILLIEMY KOJIMYECTBY OCIIOAKHEHUN
aHACTOMO32 U YMEHBIIIUJIO MIPOILIEHT CMEPTHOCTH [8].

Takum 00pa3oM, MPEMSATCTBUSMH K BBITIOHCHUIO
MIEPBIYHOTO aHACTOMO3a, TI0 MHEHHIO MHOTHX aBTODPOB,
SIBJIIOTCS: OOJIBIION MACcTa3 MEX/y CETMEHTaMH TTHIIIe-
BOJIa, COITYTCTBYIOII[IE aHOMAJIMU U OYCHb HU3KHUH BeEC
pu poxkaenun [4-10, 17-18]. B takux ciydasx mokazaHo
BBITIOJIHCHUE OTCPOUCHHOTO 330(aro-330daroanacromosa
WJIM 3aMEHA MUIIEBO/IA TOJICTON KUIIIKOW MIIH YKEITYIKOM.

B nHamewm cimydae OCHOBHBIM NPEIMSATCTBHEM K BBI-
MIOJTHEHUIO TTEPBUYHOTO aHACTOMO3a SIBUJICS OOJBIION
JMacTa3 MeXJy CerMeHTaMu mnuiieBona (boiee 2 cM),
KOTOPBIM HE MO3BOJIHII HAJIOKUTh aHACTOMO3 JIaXe T0-
ciie MOOWJIM3AIlMA CErMEHTOB IUINEBOJIA. 6 M3 HHX
nmMenu 6eccurieByio Gopmy AlL

CpaBHUBas HaIllM JaHHBIE C JIUTEPATYPHBIMHU, MOXK-
HO OpHEHTHPOBAThCS HA METaaHAIM3 OCIOXHEHHUU
U OTAAJICHHBIX pe3ylbTaToB 44 cTaTeil, BBIMOTHEHHBIN
B 2012 . Friedmacher F. u Puri P. [19] (Ta0m. 5).

W3 ananu3a Hammx JAaHHBIX BHUIHO, YTO IOCTE OT-
CPOYEHHOTO aHaCcTOMO3a MHUIIEBO/a HAOMIOAaeTCs BBI-
cokuit ypoBeHs [ OP (77,8%). B cBsizu ¢ BhIpaykeHHOM
KIIMHUYECKOW KapTHHOW W Hed(D()EeKTHBHOCTHIO KOH-
CEPBATUBHOW Tepanuy JanapoCKonmudeckas (GyHIo-
inkarms no Hucceny Beimonaena 11 (61,1%) netsam.

Bricokas gactoTa u TspKecTs I’ OP mocie orcpoueH-
HOTO aHAacTOMO3a MHIIEBOAA CBA3aHA C MPOTSHKEHHOU
MoOwniH3aIyel abopaabHOTO KOHIIA MUIIEBO/IA IO JH-
adparMbl JUIsi MAaKCUMAalIbHOTO CHUKEHUS HATSKEHUS
B 30HE aHACTOMO3a, YTO MPUBOJUT K YKOPOUCHHUIO UH-
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TpaabOMUHATILHOTO OTJIENa MHIIEBO/Ia, YMEHBIICHHEO
TOHyCa HIDKHETO MHIIEBOJAHOTO CPUHKTEpA B PE3Yib-
TaTe TPaKINUHU U ITepepacTsHKEHS MBIIII CTEHKH ITHIIe-
BOJa, yBennyeHuto yria ['uca 6omee 90° [20-23].

I'OP sBnsiercst hakTopoM pricka B opMUpoBaHUH
CTEHO3a aHacTOMO3a, T.K. 3a0pOC KHUCIIOTO KeIyHdod-
HOTO COAEPKMMOTO B COUYETAHHH C 3aMENJICHHBIM OIIO-
POXHEHHEM THIIEBO/Ia MPENPACIIONaraeT K CY)XEHHUIO
anacromo3a [24]. Tak, B Hamem ciaydae 10 (90,9%)
u3 11 crenoszos umenu 'OP. Bcem um npoBoaunock Oy-
>KMpOBaHHE TUIeBoa 0 AuameTpa 1,0 cM (B cpenHeM
1o 0,8 cMm), a 3aTeM KaKk OCHOBHOE JICUCHUE BBITTOTHE-
Ha JlarmapocKonuyueckas ¢pyHaorumkanys no Hucceny.
Bce namm cy)xeHust OTBETHITN Ha Oy>KUpOBaHHE TTHIIIE-
BOJIa, M HUKTO HE HYX/IaJCS B PE3EKIIMU U TTIOBTOPHOM
aHactomo3e. OIHOBpeMEHHO C Oy)XHpOBaHHEM Bce
JETH TIONyYalld aHTHPEQIIOKCHYIO Tepanuio (TPOKH-
HETUKHU, HHTMOUTOPHI IPOTOHHOM ITOMIIbI, aHTAIIUIbI ).

HecMoTpsi Ha BBICOKMII YpOBEHb OCJIOXHEHHM,
B HAIlIEM CJIy4ae COXPaHUTh COOCTBEHHBIA MHUIIEBOI
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MocJie OTCPOYCHHOTO aHACTOMO3a MUIIEBOJA YAaoCh
y 11 (73,3%) Hammx NamueHToB.

BuiBoabI

1. Ilocne oTcpodeHHOTO aHacTOMO3a MHIIEBOAA
B 69,2% ciydaeB MOTpPeOOBAIUCEH IMOBTOPHBIC OTIEpa-
LM

2. IIpu ocIOXXHEHHUSX OTCPOUCHHOTO 330(aro-330-
¢aroanacromosa B 30,8% ciyyaeB Mbl ObUIH BBIHYX-
JICHBI BBIMOJIIHUTD YKCTUPIAINIO THILEBO/A.

3. Ilocne orcpouyeHHOTo 330(haro-33oharoaHacTo-
MO3a IUINEBOE IIOBEJEHHUE COOTBETCTBYET BO3PacTy
TonbKO B 7,7% ciyuasx, a B 92,3% HaOmroneHwii oT-
MeyaeTcsl HapylIeHHE MUILEBOTO PEKUMA.

4. YuuteiBasi BBICOKHI ypoBeHb (88,9%) ocmox-
HEHUH W IJIOXUE OTIANCHHBIE PE3YyNbTaThl, IIOKa HAIIH
HaOJMIOIEHNsI HE MOTYT CBHJETEIBbCTBOBATh, YTO BbI-
MOJTHEHHE OTCPOYCHHOIO aHACTOMO3a IHIIEBOAA SBIIS-
€TCsl XOpOLUEeH aJbTepHATUBOM IJIsl JETeil ¢ aTpe3ueit
MUILEBOAA.
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IKCNEPUMEHTANIbHOE OBOCHOBAHWE HOBBIX METOJOB
[UATHOCTUKW U NNEYERNA WHBATUHALIMW KULIEYHWKA Y OETEW

TonbATTUHCKAs ropoacKkan AeTckan 6onbHuua Not, r. TonbATTH;

BawwKMpCKuii roCyAapCTBEHHbIA MEAULMHCKUI YHUBEpCHTET, T. Yoha

Izosimov A.N., Plechyov \.V., Gumerov A.A., Shakirov V.V.

EXPERIMENTAL SUBSTANTIATION OF NEW METHODS OF
DIAGNOSTICS AND TREATMENT OF INTESTINAL INVAGINATION
IN CHILDREN

Tolyatti Municipal Children’s Hospital No. 1, Tolyatti; Bashkir State Medical University, Ufa

Pe3ome

B crarbe mpeacraBieHbl HOBBIE METOIBI TUATHO-
CTHKH W JedeHus uHBarmHauwmu kumeunuka (MK),
pa3paboTaHHBIC HA OCHOBE PE3yJIBTaTOB COOCTBEHHBIX
9KCIIEPUMEHTAIBHBIX ¥ KIMHUYECKUX HCCIECAOBaHUH.

JIns noBeIEHNs TOCTOBEpHOCTH Auarnoctuku UK,
WCKIIIOUYEHUS JIy4YeBOH Harpy3Kd Ha MalueHTa U mep-
COHAaJI, yA00CTBa BBIMOJHEHUS UCCICIOBAHUA U (PHK-
calluy IPOBOJUMBIX HCCIEIOBAaHUN Ha 3JIEKTPOHHBIX
HOCHTEISX KaK HE0OXOOMMOE YCIIOBHE JOKA3aTeIbHOM
MEIULMHBL, HAMH ObUT CO3laH 3JIEKTPOHHBIA MpUOOp
JUTSL AMaTHOCTUKHU M KOHTpoJIst pacnipasienus UK y ne-
Tell — aBTOMaTU3UPOBaHHAS DIICKTPOHHAS CUCTEMA JIHa-
THOCTHKH MHBarvHallUy Ha OCHOBE 00BEMHO-MaHOMe-
Tpudeckoit mpodsl («ADCJIU-OMII»). ComocraBnss
MOJTy4YEHHBIE Pe3yNbTaThl AMArHOCTHKH U edeHust MK
y 437 neteit ¢ UMEIOIMMUCS B TUTEPAType JaHHBIMH,
MBI OTMEYaeM HEOCIIOPUMOE IIPEUMYIIECTBO OOBEMHO-
MaHOMETPHYECKON MTPOOBI ITepe]T APyTUMHU CITIOCOOaMH.

Pa3paboTaHHblii HAMM METOZ JMArHOCTHKU JKHU3HE-
CIOCOOHOCTH CErMeHTa KHIICUHKKA, B T. 4. BOBJICYEHHOTO
B MHBArvHar, mo3BOJIIE€T MUHUMHU3UPOBATE ITOTCPHU HETIO-
BPEXACHHBIX TKAHEW KUILEYHHUKA ITyTeM HaJEXHOro 00-
HapyKeHHs1 HeoOpaTuMo MOrudIIe TKaHU 1 (PUKCALUH
TpaHuLIbl HEOOXOOUMOTO U IOCTATOYHOTO €€ NCCEUEHMSI.

Abstract

The article presents new methods of diagnostics
and treatment of intestinal invagination (IT) developed
based on own experimental and clinical study results.

To make the diagnostics of II more reliable, to
exclude radiation exposure on patients and per-
sonnel, to make the study more convenient and to
record the conducted studies on electronic media
as a necessary condition of evidence-based medi-
cine, we created an electronic device to diagnose
and control the spread of II in children i.e. the auto-
mated electronic system for invagination diagnos-
tics based on volume manometry. Comparing the
obtained results of diagnostics and treatment of II
in 437 children with the data available in literature,
we note the undeniable advantage of volume ma-
nometry over other methods.

The method diagnosing the viability of intesti-
nal segment including the one involved in the in-
tussusceptum developed by us makes the losses of
undamaged intestinal tissues minimal due to reli-
able detection of irreversibly lost tissues and fixa-
tion of the boundaries of its necessary and suffi-
cient excision.

Key words: intestinal invagination, necrosis of

Knroueesvle cnosa: xuueunas uH8a2uHayus, HeKpos3 . : . .
intestinal tissues, children

mKaHeu KuewHuKa, oemu

BBe}IeHI/Ie Y IMMOBTOPHBIX HHBaFHHaHHﬁ, B CBA3U C 9THUM MCHAIOTCS
B HNOCICIHUE NCCATUIICTUA U3MCHAIOTCA KIIMHUYC- MMPUHOUIIBI JUArHOCTUKH W JICHCHUS [1] I[O HacCTO:A-
CKasA KapTHHA U XapaKTEp TCUCHUSA MHBarvHall KU- mero BpEMEHU CyHICCTBYIOT PA3JIMYHBIC (HHGBMaTqu-

[IeYHUKA y JeTel, YBETMUNBACTCS YHCIO PEIUANBOB  CKUH, TUAPOCTATUIECKHUI) METOABI KOHCEPBAaTHBHOTO
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JIeYeHNUs WHBaruHaImu kumednuka [1, 2, 3]. Kaxaerii  — Ilpubop mpemHasHadeH IS CO3MaHUS BO3MYIIHO-
W3 MEPEUYNCICHHBIX METOJ0B UMEET CBOM HEJOCTAaTKH rO TIOTOKA C MOMOINBI0 ITHEBMATHYECKOTO Hacoca
Y IPEUMYIIECTBA, YTO TUKTYET HEOOXOUMOCTh X CO- C DIEKTPOMPUBOJOM, U3MEPEHHUS 3HAUCHUU JaBje-
BEPIICHCTBOBAHMUSI. HUS B 3aKPHITOM 00BEME M OTOOPAKCHUS 3HAYCHU I
K coxanenunto, y 7-15% oneprpoBaHHBIX OOJITBHBIX, JaBiieHus: B rpadudeckold opMe Ha BCTPOESHHOM
MOCTYTMAIINX B MO3THUE CPOKU, HACTYHAIOT HEKPO- MOHOXPOMAaTHYECKOM JHUCIUIEE C pa3pelIeHueM
OMoTHYECKHEC M3MEHEHUSI CTEHKU KHIIKH, 3aCTaBJIsAIO- He MeHee 128x160 pix.
II¥e BHITIONHATE ee peseknuto [4, 5]. Jlo Hactosmero  — [Ipubop wMeeT BO3MOXKHOCTH BBOJAA IU(PPOBBIX
BPEMEHH B KJIMHHYECKOW MPAKTHKE OTCYTCTBYIOT €/IH- 3HAUEHUH, YUYUTHIBAEMBIX B pacueTax aBTOMaThue-
HbIE METOJIIbI JTOCTOBEPHOTO OMPEICICHUS] TPAHUIIBI CKOU pa0OThI, CO BCTPOSHHOMW KJIaBHATYPBHI.
30HBI HEKPO3a KUIIIEYHUKA [6], 9TO ABHUJIOCH OCHOBaHU-  — J[aHHBIC H3MEPEHHUH COXPAHSIIOTCS] B SHEPTOHE3aBH-
eM Jutst GoJiee JeTaabHOTO W3y4YeHHUsl ITOW MPOOIEeMBbI CHUMOU MaMSTH IEKTPOHHON yactu mpudopa. NMme-
1 pa3pabOTKH HOBBIX CIIOCOOOB IUAarHOCTHKH. €TCsl BOSMO)KHOCTh CUMTHIBAHUS JaHHBIX IS TIEpe-
HOCa U 00pabOTKM Ha MEPCOHATLHOM KOMITBIOTEpE
Heap uccnegoBanus (ITK) ¢ moMoIipi0 COBPEMEHHBIX METOOB IIEPEHO-
ViydmuTh pe3yasTaTsl JTMarHOCTUKH U JIEYEHUS Jie- ca uapopmarun: USB-iopt niu SD—Card.
TeW ¢ MHBaruHalyen KUIIeyHNKa. Metonuka JMArHOCTHMKH W Je3WHBaruHaluu
C TpPUMEHEHHWEM AaBTOMATH3WPOBAHHOW JJIEKTPOH-
MarepuaJj 1 MeTOABI HOM [MarHOCTUKM KUIIEYHOM WHBAaruHauuu y Je-

VYuuThIBas psAA HENOCTATKOB CYILECTBYIOIIMX Me-  Te Ha OCHOBE OOBEMHO-MaHOMETPHYECKOH MpOOBI
TOAOB (KOHTpacTHas peHTreHorpadus, peHtreHocko-  «ADCIAU-OMII-01» mpoBoauTcst ciegyroummM oOpa-
s, Y3U), ¢ uenpio JalbHEHIIero COBEPUICHCTBOBA-  30M. 3a 30 MHHYT 10 MpOUEAYpbl OONEHOMY BBOIST
HUS TUarHOCTHKH | jieueHus MK, sxkcriepuMenTanbHO,  B/M pacTBOp MPOMEZONa M aTpolMHA B BO3PACTHOM
Ha MaTOJIOTOAHATOMHYECKOM Marepuaie, HaMH ObT  J03e. becrmokoWHBIM JeTSIM aloT KpPaTKOBPEMEHHBIH
otpaboTaH crocol onpenereHns o0beMa BO3IyXa, He-  MacCOYHBIN Hapko3. C 1enbio 00HApYKEeHUsT HHBarMHa-
00XOIMMOTro /AJIsl AUATHOCTUKY MHBATMHALMM KHUIIEY-  Ta HPOBOXUTCS MajbIIalys OPIOIIHON MOJIOCTH U PEK-
HUKa y JieTel ¢ pa3nuyHoi Maccoii Tena. [Ipencrasnas  TanpHOE HMcclieioBaHUe. boTbHOMY B TIPSAMYIO KHUIIKY,
TOJICTYI0 U TOHKYIO KHMIIKY B BHJE IMJIMHIPOB M MC-  4epe3 aHallbHOE OTBEPCTHE, BBOASAT KaTeTep ¢ 00Typa-
MOJB3Ysl TAHHBIC aHATOMUYECKUX HCCIICJOBAHMN KHU-  TOPOM JUIS TepMETH3allMy aHallbHOTO oTBepcTus. Ka-
meuynnka y nereit @.I. Jlebene, A. Anaporecky [7], TeTep yepe3 MEPEXOJHHUK COENUHSIOT C YCTPOHCTBOM
OBLI BBITIOTHEH MaTeMaTHYeCKHH pacdeT HEeoOXOaH- «ADCIN-OMII». PacuetHbIil 00beM BO3AyXa IS pe-
MOro o0beMa BO3yXa, BBOIUMOIO B IPOCBET KHIEY-  OCHKa OMpeNeNnseTcsl U BBOAMTCS B NMPOCBET KHIIEU-
HUKa, Ha KWJIOTpaMM Macchl Tejla peOeHKa, 4TOObI er0  HHKa aBTOMaTH4ecKH. Bce mokaszarenu uccieqoBaHus
MOJTHOCTBIO 3alOJIHUTh, U OblIa pa3paboraHa GopMy-  OTOOPa)KAIOTCS HA JIUCIUICE M 3alTMCHIBAIOTCS B TAMSTH
na ompeneneHus oobeMa Bo3nyxa (V), HeoOXomuMOro  mpHOOpa M Ha DIIEKTPOHHOM HOCHUTEJIC B aBTOMaruye-
JUTST TUAarHOCTHKY WHBAarvMHAIIMU KUIIEYHUKA y JIETe:  CKOM PeXHUMe.

V=K - m (K=50-100 cm’/kr; m — macca Teja), Ko- OrneHka pe3yabTaToB UCCIEA0BaHUS:
TOpasl Jerja B OCHOBY HOBOIO METOJa OUAarHOCTHMKM  — Eciu mocne BBeIEHUS pacyeTHOTO 00beMa BO3ayxa
WHBaruHalu — 0O0bEMHO-MaHOMETPUUECKONH MpPOOHI BHyTpukHuiieyHoe nasienne (BK) auxe 40 MM pt.
(oMI1I) [8, 9]. ct., UK He moarBepkaaercs — OMII orpumareinsb-
CoBepiIeHCTBYSI METOJUKY, COBMECTHO C MWH- Hasl.
JKCHEpPHOW Tpynmnod Obll  pa3paboraH W co3maH  — Echu mocne BBEACGHUS pacyeTHOro oObeMa BO3MY-
SNIEKTPOHHBIA TPUOOpP — «ABTOMAaTW3WPOBAaHHAS xa BKJI npessimaer 40 MM prt. cr., Hanuuue UK
JNEKTPOHHAsI CUCTEMa JUATHOCTHKH HHBAarMHALMH noaTBepxaeHo — OMII monoxkuTensHas, U OHa
KUIIEYHUKA y IeTel Ha OCHOBE 00bEMHO-MaHOMETPH- U3 JUAarHOCTHYECKOW MAaHMITYSIUH TEePEeXOAUT
yeckolt mpoOel — ADCIU-OMII-01» [10, 11], Peru- B neueOHyto. [Toesias BK/I, npoBoauTcst Maccax
cTpaunonHoe yaocrosepenue ot 03.08.2016 r. NeP3H TepeHel OPIOIIHOM CTeHKH B TeUEeHUE 3—5 MUHYT.
2016/4509 (puc. 1). Ecmu BKJ] He cHmkaercs, TO BO3AyX M3 MPOCBETa
Haznauenune mpubopa: KUIIEYHUKA BBITYCKAIOT, IOMBITKY KOHCEPBATUBHO-
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Puc. 1. AsromatuaupoBaHHas anekTpOHHaA CUCTEMA AUarHOCTIKN
WHBArMHALWMN KILLEYHUKA Y [ETEN HA 0CHOBE 0GBEMHO-MaHOMETpUYE-
cKoi npobbl — «<ASCAN-OMI-01»

ro pacnpasieHus MK moBTopsioT u ciaensar 3a mo-

kazanusamu BKJI Ha nucninee ycrpoiictsa. [Tagenue

BK/]I cBugerenbctByetr o pacnpasineHuu HK. e-

3UHBaruHalysl, KaKk npaBujo, HacTynaeT npu BK]]

100-120 MM pT. cT.

— Ecnu DONBITKM KOHCEPBAaTHUBHOIO pAacIpaBieHUS
WHBaruHaTa TOJ MAacOYHBIM HAapKO30M OKa3aJIMCh
0e3yCIeIHbIMY, MTAlMEeHTa IIEPEBOAAT Ha SHAOTpa-
XeaJbHbIM HApKo3 C NMPUMEHEHHEM MHOpPEIaKCcaH-
TOB KOPOTKOTO AeicTBHuA. Bo3gyx M3 mpocBera Ku-
IIEYHHKA BBITYCKAIOT U MOMBITKY KOHCEPBaTUBHOTO
pacnpasnenus UK nosropsior (1o 5 pa3). [lagenue
BK/I cBUAETENBCTBYET O paCIpaBIECHUN HHBAarnHa-
LUH.

— Ecnn monbITKM KOHCEPBATHMBHOTO PAacCIpaBICHUS
WHBaruHaTa II0J SHAOTpaxealbHbIM HapKO30M
C MPUMEHEHWEM MHOPENAKCAHTOB OKa3alHuCh 0Oe3-
YCHEIIHBIMHU, MPOU3BOAMUTCS MOIBITKA JarnapocKo-
MUYECKOM [Ie3WHBAarMHAIlMU C MOMOINBI0 Tprdopa
«ADCN-OMIT».

— Ilpu OesycnemHocTy J1anapOCKONMUYECKOrO pac-
NpaBJIeHUs] WHBaruHaTa BBIMOJHIETCS OIEpaTUB-
HO€ JIEYeHHE JIaIlapOTOMHBIM 10CcTynoM. Bo Bpems
oTepalyy, Mpu OTCYTCTBHHM HEKpO3a KHUIIEYHHKA,
CJeqyeT OCYIIECTBISTH WHTPAOIEPAIIOHHYIO Jie-
3MHBaruHalMIO BO3OYXOM C IIOMOLIbIO INpHOOpa
«ADCU-OMII», He noTparuBasch pykaMu 10 HH-
BarvHara.

Takum 0Opa3om, MpH peanu3anid HOBOTO METOJa
¢ mpuMeHenneM npudopa «AICAN-OMIID» npousBo-
JUTCSA HaTHETaHUE B KUILIEYHHK PACUCTHOTO, C YUETOM
Macchl Tena 00JIFHOTO, 00beMa BO3ayXa MPH 3aIlaHHOM
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Puc. 2. MMobilLieHye TOHyCa KWLLIEYHOM CTEHKY MO BO3AEVCTBYEM
[IaIMHAMUYECKIX TOKOB

napneHuu. [lpu neueHUn ypoOBEHb NaBICHUS BO3IyXa
KOHTpoJiupyetcsi. Ha ocHOBaHMM M3MEHEHUWH Moka3a-
teneit BK]I nenmaercs 3akroueHHE O HATUIUH UIH OT-
cyrcrBun MK unu ee pacrpaBieHUH, YTO SIBISETCS
PYKOBOJICTBOM B JIaJIbHEHIIICH TaKTUKE BEJICHUS MMAllH-
eHra. [IpoTuBonokazaHruemM KOHCEPBATUBHOM JI€3UHBA-
TUHAIUN SBJSIETCS HAUTMYHE KIMHUYIECKUX TPU3HAKOB
MIepUTOHNTA TIPH JIFOOBIX Cpokax 3aboneanus [12, 13].

B oskcriepuMenTe Ha Kponmkax ObLT pa3paboraH
Croco0 OIpeneNneHns JKU3HECIOCOOHOCTH CEerMEHTa
kumku [14]. C momomipio ammapara «ToHyc», TeHe-
pupyromero auaguHamuueckue Toku (JI/1T), kotopsie
0071a1af0T XapaKTePHBIM aHAIBIC3UPYIOMIUM KIIMHU-
yeckuM dpdekrom [15], Bo3meHCTBOBAIN Ha KHUIIKY
JIByXIoNynepuaHbiMu HenpepbiBHBIME [/ T, KopoTko-
TO ¥ JUIMHHOTO TepUOoMa, CUIION ToKa 5 MA B TeueHuUe
1-2 munyT. BuzyasibHO oLieHUBaIN U3MEHEHHUE TOHYCAa,
OKpacKH, MyAbCAIMA COCYAOB M TEPUCTATBTHUCCKON
AKTHUBHOCTH CETMEHTA KHILIKH.

VY W3MEHEHHOr0 CErMeHTa KUUIKA OTCYTCTBOBAJIH
MEepUCTANBTUKA U Mynbcalus cocynoB. IIpu Bo3nmei-
cteuu JIJIT Ha XM3HECIIOCOOHBI CETMEHT TOHKOW
KHUIIKA depe3 5—10 cekyH[ MOsBIsIach MOIIHAS Cer-
MEHTapHas MMePUCTAIBTHKA Ha Y4acTKe KPOBOCHaOXe-
HUS JAHHOTO COCYJa, MOBBIILIAJICS TOHYC KHUIIEYHOH
CTeHKH (puc. 2).

PesyabTarsl

1. M&5I IpoaHanTu3uPOBAIH PE3YIBTAThl JUATHOCTH-
ku u nedenns 437 nereit ¢ UK B Bo3pacte ot 3 Henenb
1o 14 net. OcHoBHyto rpynmy (OI') cocraBumm 320 ne-
TeH, y KOTOpPBIX OblIa MCIONB30BaHA pa3paboTaHHAS
HaMU METOJUKA, B T.4. y 29 manuentoB — «ADC/IU-
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Tabnuua. Pacnpenenetyie GonbHbIX, MOCTYMABLLIX C NOZO3PEHUEM Ha MHBATMHALWIO KULIEYHYKA

O6bLeMHOMaHOMeTpU- U3BecTHble MeTO- A3COM-
MeToabl 4MAarHOCTUKN U NeYeHus yeckasi npo6a — OMI % Abl AMarHOCTUKN % oM (Or) %
(or) UK (I'C)

JlyyeBble meToAb! 112 38,5 117 100 - -
MHBarmHaumsa nogTeepxaeHa 246 84,5 96 82,1 29 100
[narHos nHBarmHaumm
He noaTeepauncs (OPBU, knwevHas 45 15,5 21 17,9 - -
MHMEKLMS, MTHEBMOHMWS 1 Ap.)

[MpocTtas _ _
OnepaTnBHOE Ae3nHBarnHauna i eIl Gt el
neyeHue

C peseKumen KULLKK 4 8,9 3 5,9 — -
KoHcepBaTnBHas aesvHBarnHaums 201 81,7 45 46,9 29 100
BCEINO 291 17 29

OMII». B rpymmy cpaBuenus (I'C) pxirouenst 117 me-
TeH, Y KOTOPBIX OBUTH MIPUMEHEHBI TPAJUIIMOHHEIC ITY-
4YeBbIC METOJIHI (Tao.).

Pe3ynbraTsl CpaBHHUTENBHOTO aHaJM3a MOKa3ally,
9TO JydeBble MeToabl awarHoctukum WK mpumens-
JIMCh B 2,5 pasza pexke, a KOHCEpBaTUBHAs JI€3UHBAru-
Harus Oblia B 2 pasa ycrenrHee B OCHOBHOM rpymrie,
4YeM B TPYIIIE CPaBHEHUS. Y BCeX OOJIBHBIX, Y KOTOPBIX
OBUT IPUMEHEH aBTOMAaTU3UPOBAHHBIA METOJ AMArHO-
CTHUKM U JIEUCHHUs, BBIMOJIHEHA KOHCEpBAaTHUBHAs Je-
3WHBarMHANWsA, a Jy4eBbIe METOABI HE MPHMEHSIIHCH.
VY xaxpgoro msatoro (17,9%) amarHo3 WHBaruHaIMH
He noareepauics (OPBU, kutneynast uH(eKIwsi, ITHEB-
MOHHUS H JIp.), HO UM BCEM OBLIO MPOBEAECHO PEHTTEHO-
JIOTMYECKOE 00CIEI0BAHIE, YET0 MOKHO OBIIO OBI M3-
Oexarp, MPUMEHHUB 0€3)Ty4eBOH aBTOMAaTH3UPOBAHHBIH
Meron auaroctuku UK.

2. Meron ompeneneHus: JKU3HECIIOCOOHOCTU Cer-
MEHTa KHIIeYHHKa NmpuMeHeH y 5 OombHbIX ¢ MK
ny Il — c ocTpoil CTpaHTYISIIMOHHON HEMpPOXOAH-
MocTbO. IIpu BO3IEHCTBMM TOKaMH Ha U3HECIO-
COOHBI CerMEHT TOHKOW KHUIIKH depe3 5—10 cexyHn
MOSIBIISUTACH MOIIHAsI CErMEHTapHas IepHCTaIbTHKa
Ha y4JacTKe KPOBOCHAOXEHHs JaHHOTO COCY/a, ITOBBI-
Iajucsi TOHyC KuueuHoi cteHku. B 10 coMHUTEnBHBIX
CIIydasix METOJl TIO3BOJIMJI YCTAHOBUTH JKU3HECIIOCO0-
HOCTh KHIIIKH, YTO JAJI0 BO3MOXKHOCTH BO3JEPKAThCS
OT HEONpPaBIAHHON pe3eKINK KUMKW, B 6 cimydasx
OBUTH OTIpe/IeNIeHbl TPAHUIIBl PE3EKIINHA YYaCTKOB TOH-

KO KHILIKHU B cpeqHeM Ha 8—10 cM MeHbIIE ¢ KaXaou
CTOPOHBI, Y€M TMPEATONArajJoCch pe3eupoBaTh 10 MpHU-
MEHEHUS YKa3aHHOTO CIIoco0a.

Takum obOpa3zom ompenensiach SKOHOMHAS PE3eK-
U1 KATIIIEYHUKA TTPH HAJTMYUH HEKPO3a €T0 CeTMEeHTa.
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Pe3rome

CraThs TOCBAIIEHA BAKHOU MTPOOIeMe IETCKOH pe-

AQHMMATOJIOTHH — OCTPOMY MOYEYHOMY MOBPEXKICHHIO
(OIIID). ITpoBeneHO pETPOCIEKTHBHOE UCCIICIOBAHHE
245 6onpHbix ¢ OINI 3a mocinenuue 5 jiet. BrisiBiieHo,
4yTO OONBIIMHCTBO OOJBHBIX OBUIO B BO3pacTe Tpex
net xus3Hu. [IpoBenen ananus npuuud OIIIl y neteil.

Bo

BCe rpymme OOJIBHBIX BBISABJICHO, YTO PCHAJILHBIC

HOPUYUHBl COCTABWJIM MOJABISIONIEE OOJBIINHCTBO.
IIpu atom ocuoBHo# mpmuuHoi OIIIl y mereit Opun
I'VC (remonutuxo-ypemudeckuii cunipom). Iloka-
3aHO, YTO B PAa3HBIX BO3PACTHBIX TIPyNNax HMEIHCh
pasnuuus B npuyunHax u yacrore OINIl. Haubosnee Ts-
JKespIM KoHTHHTEeHTOM OoypHBIX ¢ OIIIl Osutm metu
MEPBBIX MECALCB KU3HH.

Kniouesvle cnosa: demu, ocmpoe noueunoe no-

6p€9l€()€Hu€, samecmumenbHasl no4edHas mepanust

Abstract

The article is devoted to an important issue of
pediatric resuscitation such as acute kidney in-
jury (AKI). A retrospective study of 245 patients
with AKI was carried out. It was found out that
the majority of patients were three years old. The
causes of AKI were analyzed. In the entire group
of patients the majority of causes were of renal na-
ture. Meanwhile, the hemolytic-uremic syndrome
(HUS) was the main cause of AKI in children.
Children of different age had different causes and
frequencies of AKI. The most serious population
of patients suffered from AKI was represented by
one-month-old babies.

Key words: children, acute kidney injury, renal
replacement therapy

Mecmo svinonnenus pabomoi: Llenmp epasumayuioHnol Xupypeuu Kposu u 2emMoouanusa,
I'BY3 «/IT'Kb ceamoeo Braoumupa J{3M», Poccus, Mocksa

BBenenue

Octpas noueuynas HemocrarodHocts (OITH) — Tep-

MUH, XapaKTepU3YIOIIUH TsDKEeNloe HapylleHHe (QyHK-
[IUH MTOYEK, KOTOPBIA MPAKTHYECKH TIepeCTaIH UCTIONb-
30BaTh B COBpPEMEHHON 3apyOeKHOW MEIUIIMHCKOH
muteparype. Jlo mocnenHero BpeMeH! CyILIeCTBOBAJIO
HECKOJIBKO ONpeJeNIeHHH U Kilaccu(uKauid 3TOTo mo-
Hatug [1-3]. OTcyTCTBUE YETKOTO OMpeneTeHus 3TOH
MMaToJIOTMK HE IO3BOJIAJIO BOBPEMSA HAYUHATHL JI€HEC-
HUE, HEPEIKO 3aTPYAHSJIO CpaBHEHHE pPe3ylIbTaroB

30

1 OLIEHKY BO3MO)KHOCTEH Tepanuu. M gaxe npu oqHOM
U TOM ke 3aboneBaHnu, kotopoe npusonmio k OITH,
[I0KAa3aTeNH JICTAJIbHOCTH MOIIM 3HAYUTENIBHO Pa3iiu-
yarbcs B pa3HbIX kinHUKax [4]. Kpome Toro, TepmuH
OIIH xapakrepu3yeT TOJIbKO Hanbosee TsHKesnoe mopa-
JKCHUE TOYEeK.

Jnst Gonee TOYHOrO ONIpEAeNeHUs 3TOi marono-
run B 2004 rony ADQI Group cdopmynupoBana KoH-
METIHAI0 OCTporo mouewynoro moBpexnenus (OIIII),
B KoTOpoil Oblma mpemnoxeHa kinaccuuxanus OIIIT
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Tabnuua 1. Meguarpudeckas [8] v HeoxartanbHas [9] knaceudmkauya OMM - RIFLE

I OrH Gonee 3 Heaenb

TepmuHanbHas /E/

OUYPE3
CTAOUN CKo

OeTu ctapue 1 mec. HoBopoxaeHHble
FRM/CK YMmeHbLueHne Ha 25% 3a 8 vacos <0.5 mn/kr/uyac 3a 24 yaca <1,5 mn/kr/y
MospexaeHue/l/ YmeHbLieHne Ha 50% 3a 16 yacos <0.5 mn/kr/yac 3a 16 yacoe <1,0 mn/kr/4
HepoctaToyHOCTb YMeHbLueHne Ha 75% vnn mexHee 35 mn/ 3a 24 yaca <0.3 mn/kr/yac 3a 24 yaca <0,7 mn/kr/y
IF/ MUH/1.73 m? unu aHypus 12 yac unu aHypus 12 yac
Moteps

TepmuHanbHas ctagus XbIMT* (6onee 3 mec.)

* XBIM — xpoHnyeckasn 6onesHb novek

Ha ocHoBe kputepueB RIFLE [5]. B ocHoBe aTHX
KPUTEPUEB JIKHUT OIpEIeTICHHEe YpPOBHS CHIBOPO-
TOYHOTO KpEaTHHWHA JHOO CKOPOCTH KITyOOYKOBOWM
¢unsrpannn (CK®D) (B % oT HOpMBI) 1 00bEMa MOYH.
Mo aToit knaccudukanuu BeIACIEHBI 5 cTaauii: 3 cra-
UM TIOYEYHOTO TIOBPEXJICHUs (PHCK, MOBPEXICHNUE,
HEJOCTAaTOYHOCTh) W JBE CTaAMH HCXOMOB (TIOTEps
U TepMuHanbHas cragnn). [IpenmymectBo knaccudu-
kanuu OIIIT — RIFLE B ToM, 4TO OHa MOMOraeT Bpady
muarHoctupoBath OINI, Bkiouass HEOMUTypHUUECKUI
BapUaHT Ha CaMbIX PaHHHUX CTaAUAX, YTO ITO3BOJIS-
€T MaKCHUMaJIbHO paHO HauyaTh JIEYEHHE ITOM Marojo-
run. Kpome Toro, mo3BOJISIeT ONPeeNuTh BpEMEHHYIO
rpasb Mexxy OIIIl n xpoHWdeckoit OONE3HBI0 MOYEK
(XBID). Ho sTa knaccudukanns He yIuTHIBAET 3THONO-
ruto OIIIT 1 He moMoraeT B BEIOOpE TeparuH.

CosepmenctBoBanne Konuenuuu OIIl B mans-
HelImeM U3JI0KEeHO B paboTax »JKCIEPTOB TPYIIT
AKIN u KDIGO [6, 7]. Momuduxamus kimaccuduka-
nuu RIFLE ans pereit (tabm. 1) Obuia omyOnmkoBa-
Ha B 2007 roxmy [8]. Knaccudukauusi mj1st HOBOpOXK-
neHHblx — HeoHaradbHas RIFLE, omyOnmukoBaHHas
B 2011 r. [9], oTimuaeTcst PaKTUYECKU TOJIBKO CKOPO-
CTBIO Muype3a (Tadm. 1).

HeoOxomnmoctes amanranuu  kputepueB RIFLE
K JIETCKOMY BO3pacTy OOyCIIOBIIEHA TE€M, 4TO Yy AeTel
CKOPOCTb KIIyOOUKOBOHM (PMIIBTpAllMU 3HAUYUTEIHHO Ba-
PBUPYET B 3aBUCHMOCTH OT Bo3pacTa peOeHka (Tabi. 2).

Hns onpenenenuss CK® ucmonb3yeTcss HECKOJIBKO
dbopmyr, B menuaTpun 4amie Bcero dopmyna IlBapma
[10]:

Tabnuua 2. CkopocTb knyGouKkoBoi hnbTpaLMY Y AeTel B pasHoM
Boapacte. Agantvposato no ([10])

BospacTt CKo

1-2 gHa 20.8+5.0
4-14 gHei 36.8+7.2
15-19 gHew 469+ 125
1-3 mec. 60.4 +17.4
4-6 mec. 87.4+223
7-12 mec. 96.2 £ 12.2
1-2 roga 105.2+17.3
3-8 net 111.2+18.5
9-12 net 116.6 + 18.1
13-15 ner 117.2 £ 16.1

GFR = height x K/ Scr, t1e

GFR — ckopocth ki1y00OukoBOUW (unbTpanuu (mi/
mun/1.73 m?), height — poct (cm), Scr — KpeaTHHHH ChI-
BOPOTKH (MT/11);

K =0.33 y HefjoHOIIIEHHBIX HOBOPOXICHHBIX,

K =0.45 y HOBOpOXXIIEHHBIX U AETEN 110 roaa,

K = 0.55 y neBouek mo 18 ner U MajapdMKOB
1o 14 ner,

K =0.70 y manpunkoB crapiie 14 ner.

B 2009 rony omyOnukoBaHa HoBast (hopmyJia st Io-
caera CK® y nereti [11]. I1o mpencTaBiIeHHBIM TaHHBIM,
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Tabnuua 3. Mpuuutbl passuTia OMM B 3aBUCUMOCTY OT YPOBHS NOPaXEHNS NoYeK

YpoBeHb NopaxeHusi MpuymnHbI

YMmeHbLweHune OLK:

KpoBoTeueHue, noyeyvHble notepu, notepu vepes XKKT, KoKy 1 T. 4.
HenocraTouHoe HanonHeHue apTepui npu HopmanbHom OLIK:
YMeHbLUeHMe cepaedHoro Beibpoca, nepudepudeckas Basogunsataums

MpepeHanbHasn

PeHanbHas MopaxeHue kKNy604KOB:

nOBpe)KﬂeHVIe UHTepcTUuus:

Wwemuns noyek
HedpoTtokcuyeckme npenapatbl
OHAOOreHHble TOKCUHBI
MopaxeHune cocynos:

MocTpeHanbHas

'H, BonYaHouHbIN HEPUT, CUCTEMHbIE 3ab0oreBaHus

AHTUGMOTMKM, AnypeTukm, HIBI, npoTuBoCynopoXHbIE Npenapathbl
WHdpekunm (6aktepun, Bupychl, Tybepkynes)
MoBpexaeHne KaHanbLeB, BNOTb A0 OCTPOro KaHanbuesBoro Hekpo3sa (OKH):

KpynHoro kanubpa (Tpom60o3, ambonus, nepexarne)
Menkoro u cpegHero kanubpa (MYC, TTI)

YpoanHamunyeckue HapylueHus:
OBCTPYKUMA BHYTPUMOYETOUHMKOBAS!, BHEMOYETOYHUKOBAS, LIEVKN MOYEBOro My3bIpsi UM YPeTpbl

3Ta (hopmyna Ooee TOYHAsS, HO OHA 3HAYUTEIFHO CIIOXK-
Hee U TpeOyeT JOIOIHUTENBHBIX 1a00paTOpHBIX HCCIle-
noBanuii (nucratud C), TOATOMY B pyTHHHOM NPaKTHKe
MOKa HE HAXOIUT IIIMPOKOTO MIPUMEHEHHSI.

Jo HacTosimiero BpeMeHH He IOTepsuia aKTyalb-
HocTH Kiaccudukamus npuaud OIIII B 3aBuCcHMOCTH
OT YpOBHS MOPaKEHUsS: NpepeHaibHas, peHaIbHas
U mocTpeHanpHas (Tabm. 3).

OIIIT nposiBisieTcst psAAOM KIMHUYECKUX U J1abopa-
TOPHBIX CHMIITOMOB: 3aJIeP>KKOH )KUJIKOCTH C Pa3BUTH-
€M TUIepruparalyy, TUIEpPBOJIEMUH; HapPYLICHUEM
BEIBEICHUS] a30THUCTHIX METaOOINTOB, BBIPAKEHHBIMU
KaTaOOJIMYECKHUMHU MPOLECCaMU C HAKOIUICHHEM IpPO-
OYKTOB a30THUCTOTO OOMeHa — MOYEBHHBI, KpeaTHHU-
Ha, MOYE€BOIN KHUCIJIOTHl — U TUIIONPOTEUHEMUEN; IIEK-
TPOJIUTHBIMU PacCTPOMCTBAMM — TMIEPKAINEMUEH,
TUIMOKAJIbIIUEMUEH, TUMOHATpUEMUEH B pe3ysbrare
HapyIIeHus: QUIBTPAUU U PeadCcopOInu AIEKTPOIH-
TOB B KaHAJbIAX MOYEK; METAOOIMYSCKUM aIUI030M
BCJIE/ICTBHE HAKOIUIEHUS B OPTaHHW3ME OPraHUYECKHUX
Y HEOPraHMYECKHX aHHOHOB.

OIIIT yame Bcero sSBIE€TCS TPAH3UTOPHBIM, MTOTHO-
¢TI0 oOparuMbIM coctossareM. Yactora OIIIT ocobeH-
HO BBICOKa y HOBOPOXAEHHBIX nerel [12]. B 3aBucu-
MOCTH OT CTIEHU(PHUKH OTIETICHNS JCTCKON peaHNMaIH
OIIIT BeisBisiercs y 8—30% GonbHbIX [13]. OcobeHHO
Beicoka yactora OIIIl B ormenpHBIX 00JacTIAX MEIH-
LUHBI — TPAHCIUIAHTOJIOI MU, FEMATOJIOTUH, KapIUOXHU-

pypruu [14].
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OIIIl 3HayMTENBbHO YXYyALIA€T MPOTHO3 OOIBHOTO
[15-18]. JleTanpHOCTH 3aBUCUT OT MPUYHUHBI, IPUBEI-
mei k OIIIL: ot 3—5% mpy TeMOTUTHKO-YPEeMHUYECKOM
cuaapome (I'YC) [4, 19, 20] mo 30-70% npu cem-
CHCE U CHHAPOME IOJHOPIaHHOM HENOCTaTOYHOCTH
(CIIOH) [16, 21, 22].

OIIIl moxeT mposBIATBCA Kak ONUTYpHeH, Tak
u anypueid. Onurypuen cunTaeTcsi CHUKEHHE CKOPOCTH
nypesa meHee <0.5 mu/kr/gac y pebenka wimu <1 mi/
Kr/9ac y HOBOPOXICHHBIX. AHYpPHS — YMCHBIIICHHUE
ckopoctu nuypesa menee 50 mu/cytku wim 1 mir/kr/
cytku [13].

Jasxe nmpu BOCCTaHOBJICHUHU (PYHKIIMU TIOYEK MOCTE
nepenecenHoro snu3ona OIIIl B manbHelem cyiue-
CTBYET PUCK pa3BUTHA U mporpeccupoBanns XbII [4,
12, 23, 24]. Ona ¢opmupyetcs yepe3 1-3 roma mpu-
MepHO y 10% nereit, nepenecmmx OIIIl pasnuaroin
stuonoruu [25]. Y 25% nerelt, nepenecmux I'YC,
B OTJIQJICHHBIE CPOKH BO3MO)KHO Pa3BUTHE MOUYEUHBIX
pobiem [4].

eanb HacTosiel padoThl: U3YYCHHUE ITHOJIOTHU
OIIII n ananu3 ucxonos y aereut ¢ OIIII paznuunoro
BO3pAacTa Ha OCHOBE OMBITa OJHOTO LIEHTPA JHAajIH3a.

Marepuajbl. [IpoBeeHO pPETPOCHEKTUBHOE HUC-
cnenoBanue 245 ucropuit 6onesnn combHBIX ¢ OIIII,
KOTOpBIE HAaXONWINCh Ha CTAIlMOHAPHOM JIEYEHUHU
B lleHTpe rpaBUTALIMOHHOW XHPYpPTHUM KpPOBU M Te-
moauanuza ['bY3 «/lerckas ropoackas KIMHUYECKas
OosnpHUIA cBaToro Biagumupa JI3M» B mepuon c sH-
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Bapst 2011 mo gexabps 2015 roma. Kpurepuem Bximo-  CTaTHCTHYECKUIl aHAJIN3
yeHusi Oblim auarnoctupoBanHoe OIIIl u Bozpact Bce crarnctuyeckue aHanmu3bl MPOBOIWIM C HC-
ot 0 mo 18 netr. Kpurepuem nckirodenust Obiin 00b-  MONB30BAaHMEM MakeTa MporpaMm Statistica, BepcHs
HBIE C XPOHHYECKOM MOYe4yHONl HenmocTaroyHocThio.  6.0. P (kputepuii noctoBepnoct) mensiue 0,05 cun-
Ecnu y 6onbHoro 6bu10 Ooniee omHoro snu3ona OIIIl,  Tajcs 3HAYMMBIM.
TO OIIEHUBAIN KaKabIi srm3on OIIT.
Pe3ynbrathl M 00cy:KAeHHE

Omnpenenenne ocHoBHOM npuuuHbl OIIII BonpHbIE mocTynmanm M3 pasHBIX PETMOHOB: Mo-

VY namux manuento OIIII G110 00ycnoBieHo pa3-  ckBa — 90 6onpHBIX (36,7%), MockoBckas 0o0nIacTb —
HOOOpa3HBIMH TPUYMHAMHU, KpOME TOro, y kaxkmoro 73 (29,8%), peruonsl Poccun — 79 (32,3%), OmmxHee 3a-
KOHKPETHOTO OOJILHOTO MOIIO OBITh codeTaHue He-  pybexne — 3 (1,2%). Bo3pacr nereit coctaBmi ot 3 qHei
CKOJIbKUX 3THOJIOIMYECKHUX (pakTopoB. B Takux cimy-  xu3Hu g0 17 ner 10 mec., cpeanuit Bospact 3,8 roma.
yasiX OCHOBHBIM MBI cUUTanu (Gaxrop, HauOosee Biu-  [1onOBBIX pa3nuuuii He BBISBICHO: MAIBIMKOB U IEBOYEK
SFOIIUH Ha TSHKECTh COCTOSHUS OONBHOTO M TOYEUHYI0  OBLIO MPAKTUYECKU OJMHAKOBOE KONMMUecTBO — 121:124.
¢yunkuo. Hanpumep, y 6onsHOrOo ¢ cencucom Morio B tabnuie 4 mpencraBieHbl JaHHBIE O pacnpeoesieHuu
pa3Buthes OINIl BecnencTBHE OCTPOro KaHAIBLEBOTO  OONbHBLIX 8 3A8UCUMOCIIU OM 803PACMA PEOEHKA.
HEKpo3a, 00yCIOBICHHOTO HAPYIICHUSIMA MHUKPOIHP- W3 npexncraBieHHbIX B TaOMHUIle AAHHBIX BUIHO,
Kynsaun Beneactsue moka, IBC u T.a., uian B pe-  uro 81,2% GonpHBIX ObLTO B Bo3pacTe A0 7 net. [lpu-
3y/lbTaTe BO3ACHCTBHUA HE(POTOKCHYHBIX IIPENApaToB.  YeM MPH MOXPOOHOM aHaNIW3e BHIHO, YTO OOJBIIMH-
B takux ciayuasx ocHoBHOW nmpuunHOM OIIIl cuntamun  ctBO GonmbHBIX (62,4%) OBUIO BO3pacTa MEpPBBIX TPEX
cencuc. Y 6onpabIX ¢ ['YC, coueraBmumes ¢ nerunpa-  jet ku3Hu (puc. 1). Cpenu OONBHBIX MEPBOTO roja

Tanyel, Wik NepeHecInX JanapoTOMUIO B CBSI3U C TIO-  KU3HH NPeo0aiaid MalbIHKH.
JIO3PEHHEM Ha OCTPYI0 XUPYPTUYECKYIO MaTOJOTHIO, IIpu moctymuieHu# y 60IBITHHCTBA OONBHBIX I10 J1d-
nepBUYHBIM 3a0oeBanneM cuntamu ['YC. bopamopHbiM OanHbiM (TaOI. 5) OTMedaly THIepas3o-
TEMUIO Pa3INYHON CTENEHU BBIpaXKEHHOCTH. Y 84,5%
Bo3pacTHbie kaTeropun OOJIBHBIX BBISIBIIEHA TUIIONPOTEHHEMUS (00LIHiA OenoK
Hannsie OompHBIX ObuM  cTparuduumpoBansl  (OB) < 60 r/n), a 'y 15,5% — OB Obu1 menee 40 r/m.
10 BO3pAaCTy B CIEAYIOIINX KaTErOpUsIX: T'umepkanuemMuss He ObUIa OCHOBHOW IpoOIeMoin
— Hosopoxaenssiit: ot 1 1o 30 nueit y OONBIIMHCTBA OONBHBIX: TONBKO ¥y 33,5% O0nbHBIX
— I'pymmoii: ot 1 g0 12 MecsimeB ypoBeHb Kanmus ObL1 Oonbmie 5,0 MMONB/T, W JIUIIb
— llpengnomkonsHbIiA: oT 1 roma mo 3 ner y 12,2% OonbpHBIX Kanuii ObLT Oonee 6 MMob/I. bo-
— JlowKkonbHEIN Bo3pact: oT 3 A0 7 €T Jiee 3HAYUTENILbHBIM HAPYIICHHEM ObLIO HapYIICHHE
— Pannwii mikonpHsIM: oT 7 g0 11 net oOMeHa HaTpwsl: TUIIOHATpUEMUS BEIsBICHA Yy 63,3%
— Crapmmmii mkonbHbI: oT 12 g0 18 net 001bHBIX, ¥ 24% OONBHBIX YPOBEHB HATpHs ObLT MEeHEe

Tabnuua 4. Pacnipenenetie GonbHbIX Mo BO3PACTY

BospacTt KonuuectBO % M: XK
o 30 aHen 26 10,6 20:6
Ot 1 go 12 mecsaueB 26 10,6 16:10
Ot 1 ropa oo 3 net 101 41,2 46:55
Ot 3 go 7 net 46 18,8 20:26
Ot 7 po 11 net 25 10,2 11:14
Ot 12 go 18 net 21 8,6 8:13
Bcero 245 100 121:124
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Puc. 1. Tuctorpamma pacnpeaenexs GonbHbix Mo BoapacTy

125 mmone/n, a 'y 8,9% — naxe menee 120 MMomb/m.
Huskuil ypoBeHb reMorioOMHa 1 TPOMOOLIUTOB OTpa-
Kaul crieurKy OOJNBHBIX, Y OONBIIMHCTBA CBSI3aHHYIO
¢ TpoMboTHYecKoi MUKpoaHruonarueid (TMA).

Ilpu ananuze npuyun OIII1 Bo Bceit rpynne 00ib-
HBIX BBIABJIEHO, 4TO peHanbHble npuuunbl OIIII cocra-
BUWIM TOZaBIsioniee OOMbIIMHCTBO — y 94,7% Oomnb-
HBIX, NTOCTPEHAJbHBIE NPHUYMHBI BBIABICHHBI y 3,3%,
npepeHanbHble TPUUUHBI — Y 2% aeteii (puc. 2).

Cpenu 3a0051€BaHuUi, KOTOPBIE IPUBEITN K PEHATBEHO-
My OIIII, ocHOBHBIMHU OBLTH paziuuHbie BUABl TMA —
148 nabmronenwmii (63,8%), cpenu KOTOPBIX, 6€3yCIOBHO,
npeoOafal THMUYHBINA  (Iuapes-acCOIMUPOBAHHBIN)
TEeMOITUTHKO-ypeMuieckuid cuHapom — 130 nHaOmome-
Huid. Atunnassiid ['YC (al'YC) BeisiBieH y 16 00nbHBIX
U TPOMOOTHYECKasi TPOMOOLMTOIIEHHYECKas! MypIrypa
(TTII) — y 2. IloBpexaeHre KaHATBIIEB UIIIEMHIECKOTO
XapakTepa, BIJIOTh JO HEKPO3a — UILIEMUYECKUI OCTPBINA
kaHasbLeBbli Hekpo3 (MOKH), pa3BuBiniics B pe3yib-
Tare cencuca, moka, CIIOH, unTpanaranbsHOM TUIOK-
cuH, oT™MeueH y 53 6onbHbIX (22,9%), HedpoTOKCcHUe-

Tabnuua 5. NlabopatopHble faHHbIe GOMbHbIX MPY NOCTYNNEHUH

[ PenanbHas

M NpepenanbHas

[ MocrpenansHas

Puc. 2. Pacnpenenerie 60nbHbIX B 3aBUCUMOCTM OT YPOBHS

NopaxeHnd no4ek

dryc
O aryc
W TN
3 MOKH
[ TOKH
A
ErH

[ BAPMC

Puc. 3. Pacnpenenenue 6onbHbix ¢ pexanbHeiM OTM o Hosonoruam

ckuit OKH (TOKH) -y 3 (1,3%), nHTepCTHIMAITEHBIH
Hedput (MH) —y 16 (6,9%), momepynonedpput (I'H) —
y 8 (3,4%), BpOXKJICHHBIC aHOMAJTUH Pa3BUTHUS MOYCBOM

cuctemsl (BAPMC) —y 4 (1,7%) (puc. 3).

MOKA3ATENU OAHHBIE MIN-MAX
K, Mmmonb/n 4,5+1,03 2,1-8,52
Na, mmons/n 132,173 117-143
MoueBuHa, Mmornb/n 31,37+ 111 6,2-101
KpeaTuHuH, MKMonb/n 389,6 + 170,56 52-1800
emorno6wH, r/n 80,5+ 14,9 36-143
TpomGouuTbl, x10%/n 85,8 +41,3 19-356
O6wwmn 6enok, r/in 50,1+7,8 20-78
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[narHo3 Bospacr Lo 30 gHen 1-12 mec. 1-3 ropa 3-7 net 7-11 net 12-18 net
3KcnKo3 1 1 2 1
OKH 20 9 6 9 7 3
TOKH 2 1
ryc 1 83 28 7 1
alyC 1 4 7 4
TTMN 1 1
5! 1 1 2 1 3
VH 6 2 1 7
BAPMC 3
O6eTpykumns MBC* 2 4 1 1
Bcero 26 26 101 46 25 21

*MBC — mo4yeBblaenUTENbHAsA cuctema

B Tabnuue 6 npeacTaBieHbl MAaTOJIOTHH U COCTOS-
HUsl, KoTopble npuBenu k passututo OIIII, B 3aBucu-
MOCTH OT BO3pacTa O0JIBHOTO.

OTmeTuM, 4TO B pa3HBIX BO3PacTax BCTPEUAIUCH
pasuvie npuuunvl OIII1. Y HOBOPOXIEHHBIX MpPeoO-
nagan OKH BcrneacTBue MHTpaHATaNbHOW TMIIOKCHUU,
cercuca. Y JE€Te JOLIKOJIBHOIO BO3pacTa OCHOBHOM
npuanHoit OIII 6611 'Y C, y neteit ske MKOIBHOTO BO3-
pacra NpU4YuHbI ObUIM Pa3HBIMHU, IPUYEM B psize CIy-
gaeB OIIII 6b110 00YCITOBIEHO PENKUMH IPUIMHAMHA —
caxapHelii nualer, JIENTOCHHPO3, IeMopparuyeckas
JUXOpaZKa C IMOYEYCHBIM CHHAPOMOM, OBICTPOIPO-
rpeccupytomii ['H, Backynut. KomuuecTBo OOJNBHBIX
¢ OIIIl kaxaplii rox OCTaBaJOCh MPHOIU3UTEIHHO
Ha OJTHOM YpOBHE: OT 45 1o 57 yemosek. U3 roga B rox
ocHoBHO# iprunHO# OIIII B Hamem Lentpe 0bu1 I'YC
(24-28 GONBHBIX).

Ilpu ananuse cpoxoeé nocmynnenusi B Ham LleHTp
ot Hagana pazsutus OIIII BeIsIBIEHO, YTO B OCHOBHOM
0OJbHBIE TIOCTYMaNu Ha 2—3-U CYTKHA OT TIOSIBICHUS
KIMHUKA 1 noctaHoBku auarHo3a OIIIT (73% 6omb-
HBIX). bonee uem uepe3 Tpoe cytok ot Hawanma OIIII
noctynuiio 12% OONbHBIX. DTO JEJICHHE JTOCTATOYHO
YCIJIOBHO, TaK KaK BBISIBUTH TOuHO€E Bpemst Hayasia OIII1
cnoxkHo. Hu noma, HH B cTanmoHape y OONBIIMHCTBA
JeTell He IPOBOAMIIOCH TOYHOTO OIIPEeIeHns o0beMa
MOYH, OCOOEHHO IIPHU HAJMYHMM KUAKOTO CTyJa y pe-

OeHKa B mamImepce WM TeleHKaxX, KOTOPBIH CUMYIH-
poBasI 00BEM U HE IO3BOJISLT 3aII003PUTh OTCYTCTBHUE
MouH. O[11] BBIABIAIACEH TOJNBKO MPH JOCTATOYHO JUIH-
TEJILHOM OTCYTCTBUHM MOYH, JINOO MPH MOSBICHUH OTe-
KOB, TMOO TpHU yXYIIIEHUH COCTOSIHUA (M TOTAa yxke
00bEM MOUYHU M3MEPSIICS MPULIEITEHO UK MPOBOJIIOCH
oTpenesieHne YPOBHA MOYEBHHBI U KpPEaTHHHHA KPO-
BH). Y psama 6onbHBIX nuarHo3 OITH Owur mocraBieH
MIpHu ypOBHE KpeaTnHUHA KpoBu Oosee 400 MKMOIIB/II,
4T0, 0€3yCIOBHO, CBHIETEILCTBOBAJIO yKE O HECKOIb-
kux cyTkax teueHus OIIIIL.

s ananuza maxcecmu OIIIl B 3aBUCHMOCTH
OT KpUTEpHEB neanaTpuieckoit knaccuukarum RIFLE
BbIAENeHO 3 rpymisl. [lepBas rpymnmna cooTBETCTBOBAIA
cranuu R — puck, Bropas — cragun I — moBpexnenue,
TpeTbs — craguu F — Henoctarounocts. CK® ompene-
nsu o dopmyiie LlBapua. [TogpoOHO XapakTepucTH-
Ka TPYIN mpencTaBieHa B Tabn. 7. B 1-to rpynmy Bo-
nwto 11 6omeHBIX (4,5%), B 2-10 Tpymmy — 35 (14,3%)
u B 3-10 Tpymmy — 199 6ompHbIX (81,2%). B Hatn Llertp
MOCTYHaJl B OCHOBHOM JICTH, TPEOYIOIIE IPOBEACHHS
3aMecTuTenbHOl nodeuHod Teparmuu (3I1T), mosTomy
npu ananuze Tsokect OINII mo kpurepusiM neauarpu-
yeckoil kiaccudukarmu RIFLE npu nocryrniieHuun Bbl-
SBJICHBI B OCHOBHOM Oo0JibHBIE KaTeropui F.

I'pynmer He ommugamuce mo Bospacty (p>0,1),
HO JTOCTOBEPHO OTJIMYAIUCH 110 YPOBHIO KPEATHHHHA,
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Tabnuua 7. XapaktepucTuka rpynn no knaccuukauum RIFLE
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Fpynna 1 2 3 p
Kon-Bo 11 (4,5%) 35 (14,3%) 199 (81,2%)
KpeaTuHuH 74,8 160,3 439,9 p<0,05
MoueBuHa 12,1 22,2 33,36 p<0,05
Hatpwii 142,2 150 130,6507 p<0,05
Hesponorus 0 5(14,3%) 75 (37,7%) p<0,05
nBn 4 (11,3%) 76 (38,2%) p<0,05
3NT 0 0 176 (88,4%) p<0,05
JletanbHoCTb 0 1(2,9%) 29 (14,6%) p<0,05
Tabnuua 8. MeranbHocTs cpeay GonbHbIx Ha MBI v Ha 3MT
BospacTt N nen % 3T % Ymeprno %
o 30 cyT. 26 8 69,2* 19 73,1 12 46,2*
1-12 mec. 26 5 57,7* 17 65,4 7 26,9*
1-2 roga 101 3 22,8 76 75,2 3 3
3-6 net 46 3 28,3 34 73,9 4 8,7
7-11 net 25 8 32,0 19 76 3 12
12-18 net 21 4 19,0 12 57,2 1 4,8
Bcero 245 81 33,1 177 72,2 30 12,2
* — p<0,05

MoueBuHbI, HaTpus (p<0,05). Cpeny npu4uH B IepBOH
Y BTOPOH TpyTIIe JOCTOBEPHO OOoIbIIe OBUI0 OOIBHBIX
¢ npepeHanbHbiMu npuurHamu OIIII, B Tperbelr mo-
CTOBEPHO OoJbIlie ObIIO OONBHBIX ¢ THIHYHBIM ['YC
(p<0,05). B mepBoii rpynme y 0oJbHBIX He OBLIO He-
BpPOJIOTUYECKUX HapyllleHu#, He nporoawiocs NUBJI,
He ObUTO TIoKa3aHuit st mpoBeneHus 31T, He ymepio
HU ofHOTO O0NIBHOTO. BO BTOpOII TpymTe y 5 OONBHBIX
(14,3%) BbISIBICHBI HEBPOJIOTMYECKHE HapyLICHUS,
y 4 (11,4%) npoBoagunace MBJI, He Obu10 mokazanuit
1t mpoBeaenus 311T, a neransHOCTh cocTaBuia 2,9%
(ymep 1 GonbHolt). B tperbeit rpymme y 75 G0onbHBIX
(37,7%) BbIsABIEHBI HEBPOJOTHYECKHE HAPYIICHHS,
76 (38,2%) — morpeboBanocs mnposeaenue MBJI,
176 (88,4%) npoomgunace 31T, ymepno 29 (14,6%)
OOJIBHBIX. DTH pa3nuus MEXKAY TpyniamMu ObUIH J0-
croBepHEI (p<0,05).

Pezynomamor nposedenus UBJI u 3T u anarus
nemanvrhocmu. 81 6ompHOM (33,1%) moTpedoBain mpo-
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Benenuss WBJI, nauTenbHOCTh KOTOPOW COCTaBUIIA
oT 2 o 43 cytok, B cpeaneM 10,4 £7,3 cytok. Camo
o cede OIIIl He sABIANOCH MOKa3aHUEM K IMPOBEJe-
Huto UBJI. [lokazaHueM CIlyWJIu 3KCTpapeHaJibHbIE
NPOSIBJICHUS] OCHOBHOTO 3a00JI€BaHUSI 1 OKCTPapeHalb-
Hbele ocnoxxueHuss OIIIl, B 6onpIIMHCTBE CclydaeB He-
BPOJIOTHYECKHE HAPYIICHHUS JTHOO CepAedHO-IerouHas
HEIOCTAaTOYHOCTh BCIENCTBUE THIepruaparanuu. Jle-
TaNbHOCTH B Tpynie 6onpHbIX ¢ UBJI cocraBuna 37%,
410 focToBepHO Oobiie (p<0,05), yem B rpymrme 60JIb-
Hb1x 6e3 UBJI (0%).

JnuTenpHOCTH IepHoAa aHypUH COCTaBHIIA B CPE-
HeM 12,1464 cyrtok. IlpoBeaeHue 3amMecTUTENBHON
noueunoii Tepanuu (3I1T) norpedosanocs y 177 6omnb-
HBIX (72,2%), KOHCEpBaTUBHAsI TEPAIUs OKa3aaach (-
(dexTuBHOM y 68 nereit (27,8%). JleranbHOCTh B TPYyI-
e 0onpHEIX, Haxomamuxcs Ha 31T, cocrasmna 15,8%
npotuB 2,9% B rpymme 6e3 31T, u sT0 pasnuame no-
CTOBEPHO.
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B Ttabn. 8 mpexacraBieHbl HaHHBIE O MPOBEACHUU 2. Ilpn anammusze npuumH OIIIl Bo Bcelt rpymme
WBIJIL, 31T u neTanbHOCTH B BO3PACTHBIX TPYIIaX. OOJNBHBIX BBISABICHO, YTO PEHAJIBHBIC MPUYHUHBI CO-
Haubonee Ttskenmold W MPOTHOCTUYECKH HEONMAro-  CTaBWIM TojaBiisitoiee OonbimmHCTBO. [Ipu aHammse

NPUSATHOM PO ObLTH HOBOpOXKAeHHbIE eTh U aet  npuunH OIIIl B MHOTONpOdMIBHON CKOPOTIOMOIIHOM
HEepBOro rofa >KU3HU, HEOOXOAMMOCTb NPUMEHEHUS  OONIBHMIIC B OOIIETIEIUATPUYCCKON MPAKTHKE OCHOB-

WBJI u neranbHOCTh B 3THUX Tpymmax Obuia goctoBep-  How mpuuunoii OIII y neteii 6b1 I'YC.
HO Oompe, ueM B apyrux (p<0,05). IIpu sTom motped- 3. B pa3HbIX BO3pacTHBIX IPYIIAX UMEIUCH pa3iu-
HocTh B 31T ObU1a OMHAKOBOW BO BCEX IPYIIIAX. yus B npuurHax 1 yactore OINII. Haubonee Tsoxensim
Bcero ymepmno 30 gereit, uto coctaBmiio 12,2% cpe-  koHTHHreHTOM O0nbHBIX ¢ OIIIl ObuM neTH mepBBIX
I Bcex HaOmonaBmuxcst OOIbHBIX. MECSIEB )KU3HMU.
Cpenu aeTei mepBoro roja >Ku3Hu ymepio 19 neteit 4. HanOomee gacToil MPUYMHON CMEpPTH OONBHBIX
(47%), ocuoBuoit mpuumHoU OIIIl y Hux B 15 cayuasx ¢ OIIII 6s1 OKH Benencreue CITOH, cemncuca.
(94,5%) 6sm1 OKH (B pesymprare cemncuca, CIIOH); 5. JleranpHOCTh OONbHBIX ¢ ['YC ocraeTcs gocra-

B Bo3pacTte 110 6 sieT ymepino 10 nereit (6,2%), y KOTO-  TOYHO BBICOKOH, HO HE TIPEBBIIIAET OOIIEEBPOTIEHCKOTO
pbix B 5 ciryuasx (50%) 6bm1 I'YC, B 5 (50%) — OKH  ypoBHs.

(BciencTBuUe cencuca), 10 18 netr — ymepino 4 pebeHka 6. [IpoBeneHHBIN aHAIN3 MTOKA3aJl, YTO KIaCCH(H-
(8%), y Bcex — OKH (B pesynbrare cemncuca, CIIOH).  xanus RIFLE o6rmanaeT BeIcOKo# HHPOPMATHBHOCTHIO
Cpenu Bcex 6ombabIX ¢ ['YC (130 meteif) netadbHOCTh  JJIs1 MPOTHO3MPOBAHUS Ucxona 3aboneBanus. OTMeue-

opu1a 3,8% (5 60MBHBIX). be3yciosro, HeobX00umMo om-  Ha KOPPEISIUS MEKAY CTCICHBIO MOPAKECHUS IOYEK

Memumy, Ymo HUKMO U3 OONbHBIX He yMep Om Hposig- W JETaIbHOCTHIO.

nenuti Ol (ypemuu, eunepeudpamayuu, eunepraiue- 7. Hammume norpebnoctr B 3T w/mnm Hammuue

Muu um.o.). HEBPOJIOTHUECKUX HAPYIIEHUH 1 HEOOXOAUMOCTH IIPO-
AHanu3 Noay4YeHHBIX TaHHBIX TIOKa3bIBAET, uTo OTs-  Benenus MBJI spnseTcs mpeaqukTopoM HeOIarompusT-

romenHoe Tedenue OIII, TpeOyromee BpeMeHHOTO 3a-  HOTO TIporHo3a y aereii ¢ OIIIL.

merienns ¢yaknuu serkux (MBJI) mam mouex (3I1T),

COTIPOBOXKIAETCSI OOJee BHICOKOW JIETANBbHOCTHIO, KO-  CoKpalmieHus:

TOpasi 3HAYMMO BBILIE Y JeTel nepBbIx AHel u Mecsines  al Y C — aTHNNYHBIA TeMOIMTUKO-YPEMUYECKUI CHHIPOM
*Ku3Hu. Jpyrum BaxHbIM (aktopom, yxyamaromuMm — BAPMC — BpokeHHas aHOMaNHUsl Pa3BUTHsI MOYEBOI

nporHos, ssisercs pazsutue OIIII (ocmpozo kanans- CUCTEMBI

yego2o Hekposa) BCIENCTBHE cercuca u nosmoprad- — ['H — rmomepynonedpur

HOW HEOCTAaTOYHOCTH. I'YC — reMonuTHKO-ypeMUYECKUN CUHIPOM
MBJI — uckyccTBeHHast BEHTUIISALUS JIETKUX

3aka0ueHnne WH — naTepcTunmiansHeiid HeputT

OIIIl sBusercst TspKenoW martonorueid, koro- WOKH — umemmdeckuit oCTphIil KaHATBIICBBIA HEKPO3
pas mo Hacrosimero BpeMeHH ocrtaercs Oompmoi  3IIT — 3amecTuTenbHas MOYeUHAs Teparus
mpobnemort jerckoir peanmMmaromoruu. Hecmorps ~ MBC — modeBbIeTUTEIBHAS CHCTEMA
Ha TO YTO Hall LEeHTp paboraeT B MOCKOBCKOil Oonb-  HIIBC — HecTepouHbIe TPOTHBOBOCHAIUTEILHEIC

Hu1e, naneko He Bce 6onbHbIe ¢ Ol ropoga Mocksbl cpencTBa
MOCTYTAJIM B HAIll CTAlIMOHAP, a KpoMme Toro, K Ham ro-  OKH — ocTphIif KaHATBIEBBI HEKPO3
CIUTAJIM3APOBAJIM JI€TEN U3 Pa3HBIX PETUOHOB, 103TO-  OIIIl — ocTpoe nmoyeuHoe NoBpeKACHUE
My TOYHO onileHuTh 4yacToTy passutus OIIIl mo xaxxgo-  OIIH — octpast modevHast HEIOCTaTOYHOCTh
My PETHOHY He MPEJICTABIIACTCS BO3SMOKHBIM. OLIK — 00beM IUPKYTHPYIOIIEH KPOBH

CK® — cxkopocTb KiTy00UKOBOM (hHIIBTpauu
BrIBOABI CIIOH — cuHapoM HOTHOPraHHONW HEA0CTATOYHOCTH

1. OIIIl y nereéi Moxker ObITh mnposiBieHHeM  TMA — TpoMOOTHYECKAsT MUKPOAHTHOMIATHS
Kak ocHoBHoro 3aboneBanus nmouyek (I'YC, MH, 'H), TOKH — Tokcndeckuii ocTpbIii KaHAIBIEBBIA HEKPO3
TaK M OCIIO)KHEHHEM MHOTHX 3abojieBanmid (cemcuc, TTII—TpomOoTryeckas TpOMOOIUTONIEHUYECKAS Ty P-
CIIOH, ok, nHTpaHatanbHas runokcus). Hambons-  mypa
1ee KOJIMYECTBO JIeTel OBLIIO B BO3pacTe 10 3 JeT. XBII — xponuueckast 00J1€3Hb OUCK
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Pe3rome

B pabore mpoaeMOHCTPHPOBAHO KIMHHYECKOE Ha-

OnroseHre IMOBTOPHOH PEKOHCTPYKTHUBHOW 3ajHeca-
TUTTAIBHOW PEKTOIUIACTHKM in  Situ, BEITONHEHHOW
y noapocTka 11 j1eT co cTeH030M KOJIOPEKTaIbHOTO aHa-
cToMo3a nocie onepauun B. Duhamel no noBoxny pek-
TOCUTMOHTHOH (hopmbl Oone3nu [ upmmpynra. [lanuent
HaOJogaeTcs Ha MPOTSHKEHUU ABYX C MOJOBHHOH JIET,
MPOU3BENIEH OIMH Kypc Oy>KMpOBaHHUS aHACTOMO3a, 3a-
KpbITHE CUTMOCTOMBI. [loydeHHbIN pe3ynbTar OlleHEH
KIIMHUYECKH, C TIOMOIIBIO HppHUrorpaduu, coHorpaduu,
MarHUTHO-PE30HAHCHON TOMorpaduu, a TaKKe aHOPEK-
TaJbHON MaHOMETPHH, KOJIOHOCKOIIMY 1 KOH(OKAITLHOMH
MHUKpPOCKONIMHK. Pe3ynbrar mpu3HaH yIOBIETBOPHUTEIb-
HBIM, PeOCHOK UMEET XOPOIIEe KaueCTBO KU3HH.

Knwuesvie cnosa: cmenos KOJIOpeKkmalbHo2co ana-

cmomosa, nosmopuvle onepayuu npu oonesnu I upui-
npyHea

JleueHre OCNOXXHEHHUH XHUPYpPrUUECKOW KOPPEKIMU

6one3nu ['mpmmpynra (bI') npu Mcnonb30BaHUN U3BECT-
HBIX MeToauK omeparmii O. Swenson, SHIOPEKTATEHOMN
muccekiuu F. Soave, a Taxke peTpopeKTabHOTO HU3BE-
nenns B. Duhamel ocraercst akryansHON npoOnemoii [ 1,

2.

Hawnbomnee yacThiMu U3 HUX SIBIISIOTCS: CTEHO3 KOJIO-

PEKTAIFHOTO aHACTOMO3a, HAJTMYNE «OCTAaTOUHON 30HBD)
araHIno3a, KUIICYHBIC CBUIIM U HellepKaHue Kama [3].
Ecnu nprynHa cTreHo3a npsiMo KUIIKU MPH OTeparsix
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Abstract

The article presents the data obtained during a
clinical observation of the recurrent reconstructive
posterosagittal rectoplasty in situ performed in an
11-year old adolescent with stenosis of colorectal
anastomosis following the V. Duhamel’s procedure
for rectosigmoid form of Hirschprung’s disease.
The patient was observed for two and a half years,
had one course of anastomotic bougienage and sig-
mostoma closed. The obtained result was estimated
clinically using irrigography, sonography, magnet-
ic resonance imaging, anorectal manometry, colo-
noscopy and confocal microscopy. The result was
found satisfactory, the child has a good life quality.

Key words: colorectal anastomosis stenosis, re-
current surgeries in Hirshprungs disease

O. Swenson u F. Soave varie Bcero kpoercs B Hapy1e-
HUSIX KPOBOOOpAIlIEHNsI B HU3BEJCHHOM KHUIIIKE WM He-
MIPaBAIIBHOM BBIOOpE 30HBI pe3ekiwn [4], To mpobie-
MBI C KOJIOPEKTAJIbHBIM aHACTOMO30M IIOCIIE ONEpaLU
B. Duhamel, B Tom umcne nocine «paccedeHusl MIopbD»,
YacTo 3alporpaMMHpPOBaHbBI CYTBIO CaMOTO BMeIlaTelb-
crBa. [Ipu 9TOM O04EHb CII0KHO TIJIAHUPOBATH TOBTOPHYIO
OIIEPALIHIO, TIOCKOJIbKY PEKOHCTPYKLIUSI TAKOTO KUIIEUHO-
TO COyCThsI TpeOyeT OOMIMPHBIX JUCCEKIMI TKaHeH Ta3a.
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JleTcKkuMu XHpypraMu MpeIOKEeHBI pa3INYHbIe Ba-  Je()eKTOB CIM3UCTON OOONOUKH KUIIKHY, YTO HE MPH-
PHAHTBl IOBTOPHBIX ONEpaLUil — PEHU3BEACHNUE KHUIL-  BEJO K MOJOKUTEILHOMY Pe3YIBTaTy, MOCIIE Yero ObLIO
KH{, B TOM YHCJIE C JIATAPOCKOIIMYECKON aCCUCTEHIMEH,  MPUHATO PElICHUE O JOMOJIHUTENFHON OMepaliy CHT-
uccedeHue pyoroBoro creHosa, cuukreporomus [5].  mMocromun. KoHcepBaTHBHBIE M XUPYPIHUECKUE MEPHI
3apy0OeKHBIMHU KOJUIETaMH OMKCAHBI Pa3INYHbIC MOIU-  TO3BOJIMIIMA JIOKTOPaM CIPABUTHCSA C KPOBOTCUCHUEM.
¢uKanuu MoBTOPHBIX HU3BeAeHMH (pull-through B co-  PeGeHOK ObLT KOHCYIBTHPOBAH B MEAHATPUUCCKOM Ta-
yetanuu ¢ meronoM B. Duhamel) [6], B teueHnn octa-  CTPOIHTEPOJIOTMYECKOM LIEHTPE, UCKIIOYEHBI XPOHU-
TOYHOM 30HBI araHIJIN03a PEKOMEHA0OBAHBI IOBTOPHBIE  YECKHE BOCIAJIHUTENbHBIC 3a00JIEBaHNS TOJCTON KHII-
TpaHCaHAJbHBIE PE3CKIUN U 33aHECATUTTAIBHBIA T0-  KH.
cTyn [7], a Takke JJanapOCKOIMYECKH aCCUCTHPOBAH- B Bozpacte 11 yieT ManpuuK OBUT TOCTIHTAIA3UPO-
Hble HU3BeAeHU [8]. Xupypru, obnanatomue OOJIbIIMM ~ BaH B JIETCKYI0 XHPYpPrHYeCKylo KIMHUKY [lepBoro
OTIBITOM JIEYCHHUS PyOIOBBIX MocieonepanuoHHsix cte-  MI'MY um. .M. Ceuenosa (HUU nerckoii xupypruu
HO30B y TaKuX NAIMEeHTOB, oTMedaroT 3ddextuBHocts  HII3/D) st perrenus: Bompoca 0 BO3MOXKHOCTH yCTpa-
OpIOIIHO-IIPOMEKHOCTHBIX NMPOKTOIUIACTHK, KAaK C pe-  HEHUs KUIIEYHOW cToMBbI. [Ipm pekTampHOM o0ce-
3eKIMeH «IPSIMOW KHUIIKM» TaKk W 0e3 TakoBod [9].  JOBaHUM U KOJIOHOCKOMNHMH OBLJIO BBISBICHO CYXEHHUE
OdeBuHO, YTO JE€UeHHE NalMeHTa ¢ bl mpu HanmMUMKM ~ 30HBI KOJIOPEKTaJIHHOTO aHACTOMO3a A0 5 MM B JaHa-
MOCIEONEPAUOHHBIX OCI0KHEHUM JOJKHO OCYLIECT-  METpe, MPOTHKEHHOCThIo 1,0 cM. YuuThiBas nuameTp
BIISITHCS B CHETIMATTU3NPOBAHHBIX [IEHTPAX. U JUIMHY CTPUKTYPBI, Oy’)KHpOBaHUE CTEHO3a HE TpeJ-

B HacTosmiedt pabore ommcaHO KIMHHUYECKOE Ha-  CTaBISUIOCH BO3MOXKHBIM, TPYOHO OBLIO OLEHUTH CO-
OnroeHre JOCTaTOYHO YCIEIIHOTO XUPYPIHYECKOTO  CTOSIHME OKPYXKAIOLIMX TKaHeH, CTEeNeHb X PyOIoBOH
JIeYeHUsI TIOPOCTKA C LENBIM CIIEKTPOM OCJIOKHEHUH  TpaHcopmaiuu. [lo 3Tol ke MpUUMHE paccedeHue
nociie onepaiuu B. Duhamel. Ham ynanock cripaButh-  ¢TeHO3a ObLIO MPU3HAHO YPE3BBIYAMHO PUCKOBAHHBIM,
Csl CO CTEHO30M KOJIOPEKTAJIFHOTO aHACTOMO3a CaMbIM a4 TMOBTOPHEIE ONepaIliy HU3BEICHHUS — N30BITOYHBIMHU
MUHUMAaJIBHBIM CIIOCOOOM, HE CO3[]aB YIpO3y «JIOCTH- W TPO3SMIMMU PUCKOM HOBBIX IOCIEONEPAIMOHHBIX
JKEHUSM» TIPEIIIECTBYIOIIEH onepanuu (IIPaBUIbHO  OCIIOKHEHUH.

BEITIOTHEHHAS] PE3EKIUs MaTOJOTHYECKOW KHIIKH, CO- XUpyprudeckuil KOHCHIMYM TIPHHSUI pelIeHne
XpaHEHHBIH CPUHKTEp, OTCYTCTBHE THOMHBIX OCJIOX- O BBITOJHEHWH PEKOHCTPYKTUBHOM OIepanyy Ha Heo-
HeHui). O0 3TOM CBUAETENLCTBOBAIM HEMOCPEACTBEH-  PEKTYM B 30HE aHACTOMO3a 3aJJHECArHTTAIBHBIM JIO-

HBIC M OT/IAJICHHBIC PE3YABTAaThl pa0OTHI KOJUIEKTHUBA. CTYIIOM TIOZ] KOHTPOJIEM SJIEKTPOMHUOUICHTH(HKAIIHH.

[Manuent K., ¢ poxneHus crpamaBlInid XpoHHYe- MBI UCXOOWIM U3 CYLIECTBOBAHUS «3aIUTHOM CUIMO-
CKHM 3allopoM, B TISITHJIETHEM BO3pacTe ObUT 00CiIe-  CTOMBD»Y, JOCTAaTOYHOCTH JOCTYNa JJIS BBIMOJHEHUS
JIOBaH B KIIMHUKE MO MECTY >KUTEIbCTBA, YTO IO3BO-  OIEPATHBHOTO IIPHEMa — UCCEUCHUS MO/ BU3YyaJIbHBIM

JIJIO YCTaHOBHUTH HAJIMYKE PEKTOCUTMOMIHON ()OPMBI  KOHTPOJIEM «CIIETIOTO MEIIKay MPSIMOW KUIIKH, pyOII0-
BbI. Hamumu kojuteramu Oblia BBIMIOJHEHA OMEpalds  BOTO CTEHO3a M HAJOXKCHHUS HOBOTO KOJIOPEKTaJIbHOTO
B. Duhamel (aranmmo3 ygalieHHOTO peKTocurMomja — aHactomo3a in situ. Omeparust (npod. JI.A. Mopo-
MOATBEPX/IeH TucToormueckn). CTys OTOIIEN Ha Tpe-  30B) BBINIOJIHEHA B TIOJIOKCHUU TAIMEHTA Ha JKUBOTE,
TBU CyTKH TIOCIIE BMEIIATENbCTBA, 3aTEM OBIIIO OTMEUE-  3aJIHECATMTTaJbHBIM J0CTynoM. CleayeT OTMETHT,
HO 4acToe OMOPOXKHEHHE MaJbIMHU MOPUMSAMH 10 18—  4TO y MOApOCTKA 3TOT JOCTYI MPEAOCTABISUT XUPYP-
20 pa3 B CyTKH, IpU 3TOM IMO3bIBa Ha Je)eKalMi0 TIaM BeChbMa OIPaHMYCHHBIA 0030p, HE CPaBHUMBIH
NpakTHYecKu He Obuio. Uepes roa mociie Onepanyd ¢ TAKOBBIM B XOJ€ KOPPEKIMHA aHOPEKTATBHBIX Mallb-
KpaTHOCTh CTyJa YMEHbIIHMJACh 0 5—6 pa3 B cyTkH, (opmaiuii y aereit maamaiiero Bo3pacra. [1ox KOHTpo-
HO OTMEYaJIOCh XKEAHEBHOE HEJepKaHNE Kalla B [Iepe-  JIeM MHOUACHTU(UKAIIUU, TTYTEM TUCCEKIUM TKaHCH,
pBIBax MEXAy Ae]eKanusamu. ObLIa BBIJCTICHA HEOPEKTYM, HICHTU(HUIIMPOBAHA 30HA

B Bo3pacte 10 jeT npu NOBTOPHOM OOCIIEIOBAHWHM,  CTEHO3a aHACTOMO3a. 3aTeM, C TEXHHUYSCKUMH CIIOXK-
KOJIOHOCKOTTNH, ObIJIa BBISIBIIEHA U30BITOUHAS CIITOPa»  HOCTSIMH, JKCTPAPEKTAIbHO WCCEUEH AaraHrIHOHAp-
B MECTE KOJIOPEKTAIBHOTO aHacTOMO3a. XHWPYpraMH  HBIH PEKTANbHBIA MEIIOK, COXPAaHCHHBIA B XOJE OTe-
MPOM3BEIICHA OMEpaInsl PACCEUCHUS «IIMOPbD», KoTo-  panuu B. Duhamel (puc. 1A). BeimonaeHa pe3exius
pasi OCIOKHMJIACHh 3HAYNMBIM PEKTAILHBIM KPOBOTE€UE-  30HBI CTEHO3a aHACTOMO3a U in situ (puc. 15) HanoxeH
HUeM. TPWKIBI BBHIMONHSIINCH OTEPAIlMH «YIIMBaHWUS  HOBBIA KOJIOPEKTAJIbHBIA aHACTOMO3 KOHEIl B KOHEI]
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Puc. 1A, MpotsxeHHbii CTEHO3 Konopex-
TarbHOr0 aHacToMO3a 1 «CTIEnoii MeLLIoK»

MPAMOIA KLLKK nocne onepawy B. Duhamel PEKTONNaCcTHKM

JOBYXPSIIHBIM y3JIOBBIM IIBOM. OCOOECHHOCTBIO 3TOTO
OTEpaTHBHOTO MpUEMa CUYMTAEM JIMHEHHOE YIINBaHHE
M30BITOYHBIX TKAHEH HEOPEKTYM CIpaBa U CJIeBa OT KO-
JIOPEKTaIbHOTO aHACTOMO32, K KOTOPOMY MBI IIPHOETITN
BIIEpBEIE B cBoeH npaktuke (puc. 1B). Onepamus Opl1a
3aBepIleHa KOHTPOJIUPYEMOH COHUHKTEPOIEBaTOPO-
riactuxoid. [locreonepanoHHbI NEpUOA MPOTEKal
TIaJIK0, PeOSHOK OBLI BBHITUCAH JIOMOIA.

UYepes nBa MecsIa 1Mocie onepaniy MajJbauK ObLT
TOCIIMTAIM3UPOBAH Ui OOCIENOBaHUS — TIPU DPEK-
TaTbHOM OOCJEOBaHWHU BBIABIEHO, YTO 30HA aHa-
CTOMO32 IUIOXO MPOXOIUMAa, B XOIE PEKTOCKOIHUH
PETUCTPUPOBAHBI TPU3HAKH XPOHUYECKOTO BOCIIAJH-
TEJIFHOTO TIpoIecca B JUCTANBHBIX OTIENaX TOJICTOH
KHIIKYM, Ha3HAuYe€HO aMOyJlaTOpHOE KOHCEPBaTHBHOE
nedeHre (MMPOTHBOBOCHANNTENBHBIE CBEYH, MHKPO-
KITU3MBI C pACTBOPAMH POMAIIIKH U KaJCHTYJIbI).

UYepes deTsipe Mecsia peOCHOK ObUT BHOBb TOCIH-
TaJM3UPOBAH JJIsl pEIICHUsT BOIPOCa O BO3MOKHOCTH
3aKpBITHSI KUIIEYHOW CTOMBL [Ipu KIMHHYECKOM 00-
CJICJIOBAHMY BBISIBIICHO, YTO 30HA aHACTOMO3a C TPY-
JTIOM TIPOXOJIMMa TS TTaJTbIia. PereHo BEIMOHUTE Kype
OyxupoBaHus 1moJ HapKo3oM. [lepBoe ke OyxmpoBa-
HUE CBHUJICTEIILCTBOBAIIO 00 APPEKTUBHOCTH MPOIICTY-
pPBl U BOBMOXXHOCTH JUJIATalldM 30HBI aHACTOMO3HPO-
BaHUs1. BBITIOTHEHBI Y€ ThIPE MPOLICAYPHI Oy>KUPOBaHUS
mo Oyxa I'erapa Ne2l. B mocnemytommem Obliia BBI-
MTOJTHEHA KOJIOHOCKOTIHS — 30Ha aHACTOMO3a CBOOOIHO
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Puc. 1B. 3awrpuxosara 3oHa pe3eLym
B XO€ PEKOHCTPYKTUBHOI 3aAHECArTTaNbHOM

POCCUMCKMWH BECTHUK 2017 Tom VII Ne 1

Puc. 1B. Cxema HoBoro KonopekTansHoro
aHacToMo3a in situ

MIPOXOAMMA, MaKpOCKOTIMYECKH MPU3HAKHU BOCTIAJIEHUS
KynupoBasbl. [Ipu kOH(MOKaTBHON MUKPOCKOITUH, OC-
HOBBIBaSICh Ha Kiaccudukanuu Maitamu [10], ycra-
HOBHJIM HAJIMYUE XPOHUYECKUX BOCIIAUTENBHBIX W3-
MEHEHHI KHIIKHA B 30He aHacTomo3a (puc. 2A u 2b).
Henb3st HCKIIOYHTE, YTO B BOSHUKHOBEHUH PYOLIOBOTO
CTEHO3a KOJIOPEKTAIbHOTO aHACTOMO3a Y JIaHHOTO pe-
OeHKa XPOHMYECKOE BOCIAJICHHWE MTPAJIO OIMpEeIeH-
HYIO pOJIb.

[Ipu pucranpHON KoMocTOrpaduu ONMOPOKHEHUE
KAMIKK OBUIO JOCTAaTOYHBIM. BrImonHeHa omepa-
U — 3aKpBITHE KOJIOCTOMBI, HAJIOXXEH CUTMO-CHI-
MOAQHACTOMO3 HEMPEPHIBHBIM OJHOPSIHBIM  IIIBOM
OuomerpanupyeMoll HUTHIO, 6€30MMacHOM B YCIOBHUAX
MOBBIIIICHHOW MHKPOOHOW KOHTaMHHAIIMHM TOJICTOM
KHIIKA ¥ JUCKOHTPYIHTHOCTH CIIMBA€MBIX CETMEH-
ToB [11]. PeGenok nomy4an mapeHTepaibHOE TUTaHUE
B TE€UEHHE IIECTh CYTOK, aHTHOAKTepUaIbHYy0, HH]Y-
3MOHHYIO Teparuio. ['a3pl Hayaau OTXOIUTH Ha BTOPHIE
CYTKH TIOCJE OMNEpalny, CTyJl MOJydeH Ha BOCHMBIE
CYTKH B HEOOJIBIIIOM KOJIHYECTBE, 3aTEM €XKETHEBHO —
Pa3zKIKEHHBIA, TOPIMOHHO. JHTEpallbHOE KOpMIIe-
HUE HAyaTo C LIECTBIX CYTOK IIOCIE ONEepaluu C Io-
CTETIeHHBIM yBeJInueHrneM oObeMa nutaHus. Ha 14-e
CYTKHU OBbLI BBINIMCAH B YJOBJIETBOPUTEIHLHOM COCTOSI-
HUAW. PeOCHOK TTOCTOSIHHO HAaXOMWJICS Ha Tele(OHHOMH
Y WHTEPHET-CBSA3M C JIeYallliM BpadoM, KOHCEPBATHB-
HBIE MEPBI U IMeTa KOPPEKTUPOBAINCH, 00CIIEIOBaHHE



HABNIOAEHUA U3 NPAKTUKM POCCHACKMM BECTHMK 2017 Tom VI Ne 1

AeTCKOM XUPYpPruu, aHecteanonorun U peaHuMaTonoruu

fa

Puc. 2A. OveHka MUKpOCKOMMYECKOI KAPTUHB in VivO MpU NTa3epHOi

KOH(bOKambHOIM MUKPOCKOMMM HU3BELEHHOM KULLIKY 1 30HbI aHACTOMO-

3. HopmarnbHasi CnuavcTas TONCTOM KWLLKY BbILLE aHacTOMO3a: Kpur-
Thl Ha CPE3e OKPYToi hopMbl, TEMHbIE BokanoBUaHbIE KneTku (benas
CTPeKa), y3kve COCYZbl, OKpyXxatoLLue KpunTel (YepHast cTpenka)

Puc. 2B. XpoHuyeckoe BocnaneHye KLk B 30He aHacToMo3a

MY Na3epHOM KOHOKANEHOM MUKPOCKOMNK: CMAHME U AedopMaLns
kpunt (6enas cTpenka), paciumpeHHble, BETBALLMECS COCYAbI, OKpyXa-
foLLMe KpUNTbI (YEpHbIE CTPENKkM)

Puc. 3A. Vppurorpamma naumenta K. yepes 1,5 roga nocrne Puc. 3B. Vppurorpamma natventa K. yepes 2,5 rofa nocre pexox-
PEKOHCTPYKTMBHOM onepaLyn. CTpenka — 30Ha aHacToMo3a nocne CTPYKTUBHOI OnepaLyy. 30Ha aHacTomo3a cBOBOAHO MPOXOAMMA,
ByKMPOBaHHS, COXAHSIETCA OTHOCUTENBHOE CyXKeHue PacLUVPEHNs! TONICTOM KWLUKM HET
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Tabnuuya 1. Pesynbrarsi aHopekTanbHoil MaHoMeTpuy y nauyenTa K. B fuHamuke nevenus BI

e Sonl sl sias
Mpodunomertpusa Pcp_ B MOKOE, MM pT. CT. 50 35 31
P,... B MOKOE, MM pT. CT. 74 89 74
Pcp_ npv BOSIEBOM COKpPaLLEHUN, MM PT. CT. 57 40 76
P,.ax TPV BONEBOM COKpALLEHWUWU, MM PT. CT. 104 108 135
MpoueHT penakcaummn npu PAUP TecT He npoBefeH * | meHee 20% 6onee 20%
[MepBoe ouyuieHre npu obbeme bannoHa, mn TECT He npoBeaeH * 7 10
9 (6oneBble
[MepBbIi NO3bIB Ha Aedekauuo npy obbeme 6annoHa, Mn TECT He MpPoBeAeH * | oLyLeHusi, Tect 20
npekpaLLeH)

APM — aHopekTanbHas MaHOMETpUs
* — oTMeYanack 601e3HeHHOCTb NpY NOMbITKE BbINOMHEHWS NPOG
Pcp. — nokasatenu cpegHero faBneHns B aHanbHOM KaHarne

Pmax. — nokasarenu makcMmanbHOro AaBfeHnsi B aHanbHOM KaHane

PAUP — pekTtoaHanbHbIi UHIMOUTOPHbLIV pednekc

Tabnuua 2. Pesynbratbl Y3U vt MPT MbilLL Ta3080ro AHa y nauuenTa K. nocne neyeHus b

MapameTp

Y3U npomMexXHOCTU U MbILLL, Ta30BOTO
AHa

MPT manoro Tasa

[OnuHa aHanbHoOro kaHana 25 mm

TonwuHa Hapy>XHoro aHarnbHoro cuHkTepa | 4,8 mm

TonwuHa BHYTPEHHErO aHanbHOro
4,8 MM
chuHkTEpa

AHOpeKTanbHbIA yron 119 rpapycos

My6opekTanbHas netns 5 Mm

23,7 Mm

5 MM
4.8 MM

140 rpagycoB

6e3 BUOVMbIX U3MEHEHI

B XMUPYPTHUUYECKOM CTallOHApe IPOBOIUIOCH OJMH pa3
B 6—8 mecsIeB.

CoycTst 1Ba C TOJOBHMHOW TOfAa IOCJE OIepanun
(Bo3pact pebenka 13 jeT) cramo BO3MOXHBIM OIle-
HUTh OTJAJIIEHHBIA pe3yJabTaT MOBTOPHOW OIEpanuu
in situ ¥ KOHCEpBaTUBHOHM Tepamuu. MalbuuK >KUBET
B PEXHUME PETYISIPHBIX TPEHUPOBOYHBLIX OYMCTUTEIID-
HBIX KJIU3M (B paHHEM IOCJIEOINEePalnOHHOM IepHO-
JIe — eXKEeTHEBHO, 3aTeM Yepe3 JACHb, B HACTOsIIee Bpe-
Ms IB€ KIU3MBI B HEJENIO), BHIMONHSACT yIPaKHEHUS
Kerens xypcamu. Henmepkanue kama (kanomaszaHue)
0TMEYaeTcsl TOIBKO MOCIe OTCYTCTBUSI CAMOCTOSITENb-
HOTO CTyJa B TeueHue Tpex aHel. [locnennss rocnura-
nM3anys cocrosuiack B Hosiope 2016 roma. Perucrpu-
POBaHBI KaJo0Bl HAa CKJIOHHOCTH K 3alopam, B TO JKe
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BpEMsI OTMEYAIOTCsl IEPUO/IBI, KOTAA MOAPOCTOK UMEET
CaMOCTOSITETIbHBIA CTYN 4Yepe3 JAeHb. l[lepuoandecku
(2-3 pasa B HemENI0) BBIMONHSIOTCS OYHUCTHUTEIIHHEBIC
KITU3MBI, Ha (JOHE KOTOPBIX SIU30[0B HEIEPIKaHUS
kana HeT. Cpasy mocie onepanuu y peOeHKa MOsSBHII-
CA IIO3bIB K I[e(bCKaIII/II/I, B TCUYCHUC IBYX JICT OH CTall
YCTOﬁqHBLIM 1 aA€KBAaTHbBIM.

B Xone aHOpeKTaIbHON MaHOMETPHUH BBISBIICHA yMeE-
PEHHasl TONIOKUTENbHASl JUHAMHUKA — OTMEUYAaeTCsl TpH-
POCT BHYTPHAHAILHOTO JaBJICHHS MPU BOIEBOM COKpa-
IIEHHH, YTO CBUJICTEIILCTBYET O BOCCTAHOBIICHUH PaOOTHI
HapYKHOTO aHanbHOTO cuHkTepa. HeoOxomumo oOpa-
TUTh BHUMaHHE, YTO B PaHHHE CPOKH TIOCIIE ONeparnm
ObITa OTMEUEHA BhIpaKEHHAsI OONE3HEHHOCTh TIPH IIPO-
BEJICHUH HFICCIIEIOBAHMSI, UTO, BEPOSTHO, OOYCIIOBIIFBAIIO
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«3aBblIllIeHNe IH(pP» BHYTPHAHAIHLHOTO JABIEHHS B MIO0-  Kaja cMemaHHoro rere3a. CoCTOsHUe TOCTe 3TAmHOM
koe. Co BpeMEeHeM IOKa3aTeny JaBjIeHUs B IIOKOE CHU-  ONEPAaTUBHOM KOPPEKUUH PEKTOCHTMOMIHOW (hopMBbI
3WJINCh, OHAKO HAXOMATCS Ha HIDKHUX rpaHunax HopM Bl u ocnoxHeHwii (OpromrHo-IpOMeXKHOCTHAS MpO-
B3pOCIIOrO uenoBeka. JlaHHBIM TOKasarenb oTpakaeT  kromiactuka mo B. Duhamel (2008 ron), ucceuenue
TOHYC aHANbHBIX C()UHKTEPOB W MMEET ONpeNeNIcHHOe  IIMOPHI TepefHed CTCHKH KOJIOPEKTAIBHOIO aHa-
3HAUYCHUE B MEXaHM3MeE JepkaHus kama. OdeHs BakHO,  cromo3a (2013 roxm), ymmBaHHe S3B MPSMON KHIIKH,
YTO y TOXPOCTKA OBUIO PETHCTPHUPOBAHO BOCCTAHOBIIE-  HAJIOKEHHE KOHIEBOW curmoctombl (2013 rom), pe-
HHE PEKTOAHAIFHOTO MHTMOMTOPHOTO peduiekca, KOTO-  KOHCTPYKTHBHAs — 3aJHECAarduTTajbHas PEKTOC(HUH-
PBIif, KaK U3BECTHO, OTCYTCTBYET Y MAaLMEHTOB ¢ Oome3-  KreposieBaropomiactuka (2014 rox), mogHapKo3HOE
Hbto [Mpmmpynra. Uepes 2,5 rona y Masipavka NpoleHT — OykupoBaHue aHactomo3a (2014 rox), 3akpbITHE CHUT-
peTakcaly «BHYTPEHHETO aHaNbHOTO cpuHKTepa» co-  MocToMbl (2014 Tom)».
OTBETCTBOBAI HOpME. [ IpH 3TOM coxpaHsiiach MOBBIMICH- Pesynbrarer neuenust pebeHka MpU3HAHBI YOBIET-
Hasl 4YyBCTBUTEJIbHOCTD IPSIMOI KUIIKH, OJHAKO IIPH Bbl-  BOPHUTEIBHBIMU (B HACTOSILEE BPEMS HET €KEIHEBHO-
NOJIHEHUM TIPOOBI C pa3lyBaHuMeM OajioHa OOJIeBBbIE IO HEIepXKaHWs Kajla, KajJoMas3aHUe JHIIb MPU OTCYT-
OLIYILEHHUS PAaKTUUECKHU HE BO3HUKaH (Talt. 1). CTBUH CTyJa B T€UEHUE TPEeX JHEU, MPU BHIIOIHEHUHU
[Mpu uppurorpaduu (puc. 3A u 3b), BEINONIHEHHON ~ OYMCTUTENBHBIX KJIM3M J[Ba pa3a B HEJEIIO MOAPOCTOK
B TIOCIICAHIOI0 TOCIUTAIN3AIMIO, IPU3HAKOB METapek-  HE UMeeT mpobieM. PebeHok moceniaer 06pazoBaTeinb-
TYM, KaKuX-THOO CTEHO30B WIJIM AMJIATAIlMM TOJCTOH  HYIO IIKOJTY Ha OOIIUX OCHOBAHMUSIX, YCIIEIHO 3aHIMA-
KAk HeT. [ledexanus mocie McciaeqoBaHUS B 1Ba  €TCS B My3BIKAJIBHOM IIKOJIE, HE OTCTAET OT CBEPCTHH-

3Tana, OMOPOKHEHHUE KUILIKHU 10CTaTOYHOE. KOB B IICUXO()H3UIECKOM Pa3BUTHH.

[IponsBeneHsl  ynbTpa3ByKOBOE  HCCIEJOBAHUE Ha nam B3m1s171, B ONpeesieHHON Mepe ycIex jede-
W MarHUTHO-PE30HAHCHAs TOMOTrpadusl MBI Ta30-  HUSI B TAKOW CIIOHOM KIIMHHUYECKOH CHUTyaluu o0si3aH
BOTO JIHA: BU3YQJIM3HPOBAHBI CTPYKTYPHI MBIIIEYHOTO  B3BEIIEHHOMY PEIICHUIO0 KOHCHIIMyMa XUPYPrOB — BBI-
KOMIUIEKCa Ta30BOTO JTHA, IT0 CBOMM NapaMeTpaM MpH-  MOJHHUTH MIAJANIYI0 PEKOHCTPYKIHIO CTEHO3HPOBAH-
OmmkeHHBIe K HOpMe (Tabm. 2). HOTO KOJIOPEKTAJIbHOTO aHACTOMO3a U KOHTPOIHpYe-

Takum oOpa3oM, B uTOre Mbl CQOPMYIMPOBAIM  MYIO CUHKTEPOIEBATOPOIIACTHKY in Situ, UCHONB3YA
IuarHo3 kKak: «XpoHudeckuil 3amop. Hemepxanue — 3amHecaruTTajbHBIN TOCTYII.
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Sharoev TA., Rokhoev M.A., Galibin |.E.
MESENTERIC ROOT RHABDOMYOSARCOMA REMOVAL USING WATER
JET DISSECTION IN A 2-YEAR-OLD

St.Luka's Clinical Research Center for Children:
N.F. Filatov Municipal Children's Clinical Hospital No. 13 of Moscow Department of Health Care

Pe3rome

Paonomuocapkoma (PMC) — 35mokauecTBeHHas OITy-
XOITh, YACTO BCTPEYAIOIIAsCS B AETCKOM Bozpacte. Oco-
oenHocThi0 PMC sBisieTcs BBICOKas OWoONOTHYecKas
arpeccusi, ObICTPBI POCT, CIIOCOOHOCTH K PaHHEMY Me-
TacTa3HUPOBAHUIO 1O JMM(aTHUECKOH W KPOBETBOPHOM
cucreme. Yame PMC nokanusyercst B 00J1aCTH TOJIOBBI
W IIIeW, Ha TYJIOBWIIE M KOHEYHOCTAX. M3 pemkux io-
kammsarii PMC cremyeT OTMETHTH OpraHbl M TKaHH
opromrHO# onoctr. PMC 3T0i JToKanu3aue OTHOCSITCS
K TpyYIIIE BBICOKOTO prcka. [IpuBoauTCs onvcaHue Kim-
Huueckoro ciydas PMC kopHs Opbbkeliku y peOcHKa
2,5 net, ¢ ructoornyeckue nokaszanHo PMC Oprori-
Hoi1 nonoctu. [IpoBeneHHas npenonepalvoHHasi aHTHO-
rpadust (oO11ast abqOMIHANEHAS M ME3eHTEpUKOTpadus)
MOKa3aJIn CBSA3b HOBOOOPA30BaHUS C MarucCTPajJbHBIMU
cocygamu. IlpuMeHeHHe BOZOCTPYHHOIO AMCCEKTOpa
BO BpEMSl XUPYPTrHUYECKOTO BMEIIATENbCTBA MO3BOIUIIO
BBIJICIUTH COCYABI KOPHS OpBDKEHKN M TIPOU3BECTH pa-
JWKATBHYIO OIEpaInio B 00beMe PEe3EKIHH TTOB3/OII-
HOH KHUILKH C OIyX0Jbt0. OCIOKHEHUH HE OBUIO.

Abstract

Rhabdomyosarcoma (RMS) is a malignant tu-
mor frequently seen in childhood. It is character-
ized by high biological aggression, fast growth, and
early metastatic capacity of the lymph and hema-
topoietic system. The RMS is frequently localized
in the area of the head, neck, trunk and limbs. It
is rarely found in abdominal organs and tissues.
They are in the group of high risk. A clinical case
of mesenteric root RMS in a 2.5-year-old with
histologically proven RMS of the abdomen is pre-
sented. During the preoperative angiography (total
abdominal and mesentericography) the neoplasm
was found to affect the major vessels. The water
jet dissector used during a surgery enabled to se-
lect the mesenteric root vessels and perform radi-
cal resection of the ileum affected by the tumor. No
complications were reported.

Key words: pediatric oncology, rhabdomyo-
sarcoma, mesenteric tumor, radiology, angiogra-
phy, surgical treatment

Knrouessle cnosa: oemckas onkonoeus, paboomuo-
capkoma, onyxoib OpuLCeliKy, 1yueas OUaeHOCMUKA,
aneuocpagus, Xupypeuuecrkoe jleueHue

Pa6nomuocapkoma (PMC) — 3mokauectBenHass  jokanusanuii PMC ciemyeTr OTMETUTh OPTaHbl U TKAaHU
OTIYXOJIb, OTHOCSIIASCS K TPYIIIE CApKOM MSATKHUX TKa-  OprorntHo# nmojoctr. PMC 3Toit ToKamM3aIiui OTHOCST-
Hel, 4acTo BCTpedaromasics B IeTCKOM Bo3pacTe. Oco- ¢ K TPYIIE BRICOKOTO PUCKA.
6enHocteio PMC sBisiercst BhICOKasi Onoioruyeckas Hns neuennss PMC npumeHstoTcs KOMOMHUPOBaH-
arpeccusi, ObICTPBI POCT, CIIOCOOHOCTh K paHHEMY  HBIH (XUPYprus + XUMHUOTEPAIUs) WU KOMILICKCHBIN
METaCTa3uPOBAHUIO MO TUM(AaTHYECKON U KPOBETBOP-  METOIBI (XUPYprusi + XUMHOTEpanusi + JydeBoe Jie-

Hoii cucreme. Yamnie PMC nokanu3yercst B 0071acT ro-  4YeHHE). XUPYPruueCKOMY METOMY OTBOIUTCS OcoOast
JIOBBI | IIIeH, Ha TYJOBHIIE U KOHEYHOCT:X. M3 peakux  ponp B nedennn PMC. Henp3si moOWUTHCS BBI3IOPOB-
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TeHus peOeHKa, He YIaauB OMyX0ib. [IpraeM mpu BeI-
MOTHEHWH XUPYPTUYECKOTO JTara XUPYpPr TOJDKEH
CTPEMHUTHCS K PATUKAIBHOMY YIAICHUIO OITyXOJH.
Bor moueMy ucnonp30BaHHE XUPYPrUYECKUX TEXHO-
JIOTUH, TO3BOJISIONIMX BBIJCIATh COCYABl 0€3 UX Io-
BPEXKJICHHUSI, & CJICOBATEILHO, MUHUMU3UPOBATH KPO-
BOIIOTEPIO (4TO OCOOCHHO BAXKHO Y HOBOPOXKICHHBIX
W MIIQJICHIIEB), SABISAETCS BaKHEHIEH COCTaBIIAIOMIEH
MIPH BBITIOJTHEHUH OTEpaniid Ha COCyIax.

OfHMM W3 TaKWUX HaMpaBJICHUH SBISCTCS HCIIONb-
30BaHUE CHUJIBI BOAHOW CTPYH AJIsI AUCCEKUMU TKaHEW
C TIECNBI0 BBIJCIICHUS COCYIOB Pa3IMYHOTO KamuoOpa.
Merton BoJOCTpYyHHOM AUCCEKITUN IOCTATOUYHO HTUPOKO
WCTIOJB3YETCSl BO B3POCION XUPYPrHUECKOW MPaKTHKE
MIPH OTEpalusiX Ha MapEeHXUMATO3HBIX OpPraHax B OT-
KPBITON U JanapOoCKOMMUYECKON XUPYPIrUuu, O 4YeM CBU-
JIeTeNbCTBYIOT JaHHBIE IUTeparypsl [1, 2, 3].

[IpsiMoe mcToNb30BaHe BOMOCTPYWHOTO CKAJTBITEIISI
B XUPYPTUH MapeHXUMATO3HBIX OPTaHOB UMEET Psifl He-
OCTIOPUMBIX TPEUMYIIECTB 10 CPABHEHHIO C IPYTHMHU
MeTonaMu. BaxkKHBIM JOCTOMHCTBOM BOAOCTPYHHOM Auc-
CEKIIUU SBISIETCS BO3MOXKHOCTH CEJICKTUBHOTO BBIZIENE-
HUS TPYOYaThIX CTPYKTYp. B Takux ycnoBusx ymaercs
COXPaHUTh cocyApl nuamerpoM oomee 0,7 mm [4, 5].

B nerckoil OHKOXUpPYpruu BOLOCTpPYIHHAsl IHUCCEK-
IUsl TPUMEHSETCS JTOCTaTOYHO PEIKo B psje 3apy-
OC)KHBIX KIMHUK. B Hamiel KIWHHUKE NAaHHBIA METOI
npumensiercs ¢ 2010 . B Xupyprum IedeHu, Moyek,
JIETKUX, MSITKUX TKaHEH.

B oredectBeHHON M 3apyOeKHOW JTUTEPAType MBI
HE HaIUTd JaHHBIX 00 WMCIOJh30BAHWU METOAa BOJIO-
CTpYHHON AUCCEKLNHU IPU CapKOMax MATKHX TKaHEH.

Manvuux K., 2 2 2 mec, 6bonen ¢ mauana saueaps
2017 e., koe0a omey CAMOCHMOSMENLHO OOHAPYIHCUTL
ynaomuenue 6 dcugome pebenxa. Ilpu Y3U opeanos
HcUBOMA 8 OPIOWHOU NOJIOCMU Cle6d U CRpasa om no-
360HOYHUKA OOHAPYI’CEHA ONYXOlb 08AIbHOU (hopMbl,
SAHUMAIOWASL INULACMPATLHYIO 00AACb, CHYCKAIO-
wyrocsa enu3. Huscnsas epanuya Ho80obpazosanus 0o-
xooum 0o bugyprayuu aopmul. Onyxonb pasmepamu
10,0 x 10,0 x 8,0 cm umena 006801bHO YemKULL HEPOB-
HbILL KOHMYP, YMEPEHHYI0 8aCKyAapu3ayuro, boiee 8bi-
PAdICEHHYI0 NO 3a0Hell NOBEPXHOCUL.

Tayuenm nocmynun 6 oHKonozuueckoe omoenenue
HIII] cneyuanuzupo8anuol MeOUYuHCKOU HnOMOWU
oemsam um. B.D. Boiino-Aceneyxoeco /[3 2. Mockevl
(HIIL]) ons neuenus.

Ilpu KT, evinonneHuoli ¢ 6OMOCHbIM YCUTEHUEM,
onpedensemcsi onyxonv Oonvuux pazmepos (11,2 x
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10,5 x 8,2 cm), unmeHcusHo HAKaANIUBAIOWASI KOH-
mpacm. Hoeoobpazosanue npuiedicum K 1e6oil nouxe,
JHCENYOKY, MASUCTPATLHBIM COCYOAM (Aopme, HUNCHel
nonotl 8ere, 1e6ol NOYeyHOl apmepuil).

1 gpespans 2017 2. onepayusi: ranapomomust, pesusus
opaano8 bprowiHoll nonocmu, buoncus onyxonu. Bo epe-
M5 onepayuu OOHAPYHCEHO, YMO HOBOOOPA3068AHUE UCXO-
oum u3 KopHsi Opvloicetixu, umeem pasmepot 13,0 x 12,0 x
9,0 cm. [loos300wmnas Kuwka npoxooum no 6epxXHemy
Kpaio Ho8oobpaszosanus (puc. 1). Bepxusis Opwioiceeunas
apmepus Haxooumcs 6 moauje onyxonu. Beudy negos-
MOJCHOCTU 8bINONIHEHUSI PAOUKATIbHOU ONepayuU, pucKka
nogpesicoenUs 6epxmell OpvloiceeyHol apmepuy NPUHSIMO
peuienue o 6biNOIHeHUU DUONCUL HOBOOOPAZ08AHUSL.

Tucmonoeuyeckoe 3axnuenue: MOPUOHATLHAS
paboomuocaproma.

Pebenxy nposedeno 3 xypca noaruxumuomepanuu
no npomoxony newenus PMC epynnut evicokozo pu-
cka (npogh. Usanosa H.M.) npenapamamu: Lluxno-
gocpan, Omonoszuo. Kapbonramuwn, Bunxpucmum,
Hpunomexan, Asacmun ¢ no10NCUMETbHBIM MEPANEE-
muueckum d¢hghekmom 8 sude yMeHvbUleHUs pamepos
onyxonu nHa = 40%.

Ilpu xoHmponvLHOU KOMNBIOMEPHOU aHeuozpagpuu
OMMeYeHO coKpaujenue pasmepos onyxoau 00 9,7 x
9,7 x 4,8 cm. B monwe onyxonu npoxooum eepxHsisi
OpbvldIceeuas apmepusi.

st onpedenenust ocobennocmert Kpo8OCHAOICEHUS
onyxonu pebeHKY 6 OmoeleHUU peHmeeHoXupypeuie-
CKUX Memo0oe ouaznocmuky u nevenus J{Kb Ne 13 um.
H.®. Qunamosa svinoanena obwias abooMunaivbHas
aopmoepagus u Mmezenmepuxozpagus Buisereno,
Mo ONYXoib KPOBOCHADIHCACMCSA KOHYEBbIMU BEMEAMU
sepxHell bpuvloceeunol apmepuu (puc. 2).

20 anpens 2017 2. onepayus: cpeduHHas peranapo-
momusl, yoanenue Onyxonu KOpHs Opulocetiku.

Pacceuenvl mnozouucnennvie cnaiku mexicoy onyxo-
JIb10, nepeonell OPIOULHOT CIMEHKOU U MeNCOY NeMmISMU
Kuweunuka. Ilpu pesusuu opeanog sxcugoma OaHHbIX
3a nopasicerue opeanos oprowHou nonocmu Hem. Ony-
Xonb 8vl0eneHa u3 okpyscaowux mrareti. 11006300u-
Hasa Kuwika pacnaacmana na onyxoau. OcHosHas mac-
ca onyxonu cnyckaemcst Kk Koprio opuidcetiku. Ciedyem
ommemums yMeHbUeHUe PA3MePO8 HOB00OPA308aAHUS
nocie npoeedenHoOU NONUXUMUOMEPANUU.

C nomowbro 8000CMPYIIHO20 OUCCEKMOpa vloee-
Hbl cOCYObl KOpHA Opbiscetiku (puc. 3a u 36). Konye-
8ble 6emBU OPBIKCEEUHOU apmepull U eHbL NePeBa3aHbl
U nepeceyenbi.
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4 e Puc. 3a. Mepennss nosepxHOCTL onyxomu. OTYETNUBO OMpeaenaioTes
Puc. 1. CpenyHHas nanaporomyis. B LeHTpanbHsIx OTienax Kot COCYIb! KOPHA BPbIXEViKM, BbIENIEHHbIE BOZOCTPYVHBIM JUCCEKTOPOM
OnpezensieTca onyxorb GOMbLLMX PasMepoB, 0BaIbHON (hOPMbI,

C YETKIAM HEPOBHbIM KOHTYPOM, Y3OBATOTO CTPOEHMS, MAIOTHOI KOH-
CUCTEHUMM. [0 BEPXHEMY Kpalo OMyXOni MPOXORMT YaCTb MOAB3AOL-
HOVA K¥ILLKY. BepxHsist GpbikeeyHas apTepus HaxoRUTCA B TONLe
HOBOOGPA30BaHUS:

Puc. 36. 3apHsia noBepxHOCTb onyxomu. BosocTpyitHbIM auccek-
TOPOM BbifA€MEHbI COCYZbI KOPHS GPbIXEViKM, MPOHVKAIOLLYE B TOMLLY
HOBOOOPa30BaHMst

Maxkponpenapam yoanenHol ONyxoau ¢ Yacmvio
N00G300UWHOU KUK NPEeOCMABIeH Ha Puc. 5.
Ocnooicnenuti 60 8pems onepayuu u Oaudcaiuiue

Puc. 2. 061uiaq abromuHanbHas aoprorpacus. Aptepuansas
(hasa. Buayanmaupyetcs BepxHsist GpbixeeyHasi apTepusi, KOHLEBbIE

BETBU KOTOpOﬁ OCYyLLEeCTBNAT KpOBOCHaG)KeHVIe 0nyXonu KopHa 0 6
6pr)KeIZKM CYymKu nocieonepayuoOHHo2o nepuooa He 0blio.

Taxum obpazom:
— JUIA OICHKM BO3MOXKHOCTH BBITIONIHCHUS Paflv-

Ha puc. 4 npedcmasnena onyxonv, evioerenHas KaJbHOW OTepanyy 10 MOBOAY 3J0KaueCTBEHHON
U3 KOpHA Opbidcellku nocie nepecedenusi KOHYegvlx OITyXOJIM, PACIONIOKEHHOW B TPYAHON aHATOMH-
semeell Opvldceeynvlx cocy0os. I panuyvl pesexyuu Yeckol 30He (KOpeHb OpbDKeiikH), HeoOxoamma
onpeoensiomcsi N0 UIMEHEeHHOMY yeemy (hpazmenma TIIATENbHAS TTOJITOTOBKA K OIEPAIliy, BKIIOYAF0-
RO0B300WHOU KUWKU, NOO2OMOBNIEHHO20 K PE3EKYUU. masi Kypchl MONMUXUMHOTEPAINH, UCIIOIb30BAHHE

Buinonnena pesexyus gpacmenma nooezo0owHou aJICKBaTHBIX METOJOB BHU3YyaJIM3UPYIOIIEro 00ce-
Kuwiky 0aunou 30 cm emecme ¢ Onyxonvio KOpHst Opbi- JIOBaHUs (KOMITbIOTEpPHAst ToMorpadusi ¢ OOroC-
arcetixu. Hanoowcen anacmomos «box @ 6ok» meancoy HBIM YCHJICHHEM, TIpsiMasi O0IIasi U CeJIeKTHBHAS
nemIAMU OCMABULENCA YACTNU NOOB300ULHOU KUWKU. anrrorpadus);
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Puc. 4. 3ran onepavyu. Mocre nepeceyeHms KOHLEBLIX BETBEi

BpbIKEEYHbIX COCYLOB OMYXOrb KOPHS GPbhKeiikin BbAENeHa 1 Nog-
TOTOBNEHA K PE3EKLIMMA BMECTE C YaCTblo MOB3MOLLUHON KULIKK

Puc. 5. Makponpenapar yaaneHHo onyxonu BMECTe C YacTbio Nog-
B3[OLIHOM KILLKN

— TIPUMEHEHUWE METoAa BOJIOCTPYHHON JUCCEK-

UM IO3BOJSET BBLAEIUTH MarucTpajbHbIE CO- B Hacrosiiee BpeMsi cocTosiHME peOeHKa yIOBIET-
CyIbl U3 TPYIHOAOCTYIHBIX aHATOMUYECKHMX 30H  BopuTenabHOE. [lanmeHT noiayvaeTr mporpaMMHoe Jiede-
0e3 nX MOBPEXKICHUS. HUeE 1o nporokoiy Tepanuu PMC BeIcokoro pucka.
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AeTCKOM XUPYpPruu, aHecteanonorun U peaHuMaTonoruu

[Wanrapeesa P.X., MaxoHun B.b.

MHOXECTBEHHbIE OYArOBbIE MOPAXEHWA NEYEHW U NETKKX
[NAPA3UTAPHOWU 3TUONOTUU, CUMYNTUPYIOLLME ONYXONEBBIE
METACTA3bI

Bawkupckuit rocyaapcTBEHHbIA MEAUUMHCKUIA YHUBEPCHTET, I. Yeha;

Pecnybnukanckas getckas KnuHuyeckas bonbHuya, r. Yea

Shangareeva R.Kh., Makhonin V.B.
MULTIPLE FOCAL LESIONS FOUND IN THE LIVER AND LUNGS

OF PARASYTIC ETIOLOGY SIMULATING TUMOR METASTASES
Bashkir State Medical University; Republican Children's Clinical Hospital, Ufa

Pe3rome

B crarse nprBeneHo KMHUYECKOe HAOMOICHHE 3a a-
IIUEHTOM C MHO)KECTBEHHBIMH Iapa3uTapHbIMU TPaHyJIe-
MaMH TI€9eHH ¥ JIETKHUX, CHMYIHPYIOIIMMHA METacTa3bl
OITyXOJIM HEW3BECTHOM MEpBUUHON JoKamm3auuu. Mme-
JIUCh OIPEICIICHHBIC CIIOKHOCTH TPH HMICHTH()UKAIIIH
nmaraosa. TedeHme 3a0o0ieBaHUSI C OTCYTCTBHEM TMpH-
3HAKOB OIyXOJICBOM MHTOKCHKAIIUH, JIAOOPATOPHBIX JaH-
HBIX 03 TPyObIX M3MEHEHHH M 3aKITIOUCHHUI TUCTOJIOTUH
He yKJIaJbIBAJIFICh B KIIMHHUKY T€HEePaIN30BaHHOTO 3J7I0Ka-
YEeCTBEHHOTO HOBOOOpa3oBaHMs. Bo3HMKIIO momo3peHue
Ha HAJIMYKE Mapa3uTapHoro 3adoneBanus. immyHodep-
MEHTHBIN aHamw3 BeIIBII IgG Kk Tokcokaposy —0,41. Io-
JIy4eH TMOJOXKUTENbHBIA 3(GQEeKT OT NpOBEAECHHOH Mpo-
THBOIAPA3UTAPHON Tepanuy TMpenaparoM anOeHI030I1.
Takum 00pa3oM, NMPUBEACHHBIN KIMHUYECKUH CITydai
CBHJIETEIILCTBYET O TOM, YTO HESICHBIE ITPOIIECCHI, TIPHHH-
MaeMble 3a TeHePaIN30BaHHYIO OITyXOJIb, MOI'YT OKa3aThb-
Cs1 Tapa3suTapHbIM TPAHYJIEMaTO3HBIM MPOLIECCOM.

Abstract

The articles states the results obtained during
the clinical observation of a patient with multiple
parasitic granulomas found in the liver and lungs
that simulate metastases of a tumor of unknown
primary location. The diagnosis was made with
certain complications. The course of the disease
with the lacking signs of tumor intoxication, no
laboratory data without severe changes and histo-
logical conclusions could not relate to the clinic
of a generalized malignant tumor. A parasitic dis-
ease was suspected. The ELISA test found IgG to
toxocarosis (0.41). The antiparasitic therapy with
albendazole gave a positive effect. Thus, the clini-
cal case presented shows that unclear processes
mistaken for a generalized tumor can be a parasitic
granulomatous process.

Key words: children, liver, lungs, metastases
of tumor of unknown primary localization, tox-
ocarosis

Knroueewvie cnoea: oemu, neuenv, necxue, mema-
cmaszvl ONYXOnU HeU3BeCMHOU NePeUYHOL JIOKANU3A-
yuu, moxkcokapo3s

MeracTa3bl paka HEU3BECTHOM MEPBUYHOM JIOKAJIM- & MHOTAAa W Ha BCKpbiTHH [3]. B cTpykType merckux
sarun (MPHITJT), Cancer of unknown primary origin ~ oHkojorudeckux 3abonesanuii MPHITJI BcTpeuatorcs
(CUP, «occult cancer»), — ocratorcsl akTyainsHOU po-  MeHee ueM B 0,1% cirydaes [3]. B nuteparype Mb1 Hat-
onemoii oHkoIoruH. HecMoTps Ha OOIIMPHBIN apceHan i €ANHWYHBIE ONMCAHUS KIMHUYECKUX MPe3eHTalni
JUAarHOCTHYECKUX CPEACTB, CHHAPOM 3aHMMACT 8-¢  Mapa3uTapHBIX 3a00JeBaHUH y AeTell, CHMYIHPYIOIINX
MECTO CpEIH YacTO BCTPEYAIOLIMXCS BAPHMAHTOB paka.  MeTacTas3bl B Ie4eHb U Jierkue [2]. B crarse npusene-
B MemunuHCKON NuTeparype ONKCHIBAJIKMCH CIIydad, HO KJIMHUYECKOE HAOIIOACHWE 3a MAlMeHTOM C MHO-
KOI7la, HECMOTPS Ha TIIATENIbHOE OOCIE0OBaHUE, NIep-  JKECTBEHHBIMHU Mapa3sHTapHBIMU IpaHyJIeMaMy MEYCHU
BUYHBIMA OYar HE y[aBajoCh OOHAPY>KUTh IPU JKU3HH, U JIETKUX, CUMYIHPYIOIIUMH OIyXOJIE€BbIE METACTa3bl.
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B PJIKb ropona Yur 04.07.12 moctynuna aeBod-
ka K., 14 7er, ¢ xanobamu Ha c1abOCTh U 33/I€PKKY
¢usnyeckoro passutusa. M3 anamnesa: Ilpoxoamna
nucnancepusanuio B LIPb o Mecty xurenscTBa, rae
npu Y3U opranoB Opromnoii monoctu (OBII) BbI-
SBHJIM OYaroBble WM3MEHEHHUs B redeHu. [IpoxuBaer
B CEILCKOH MECTHOCTH, OTMEYaeT KOHTAKT C JOMalll-
HUMHU JKUBOTHBIMH.

Jannsie o6cnedosanus: IpaBUIbHOTO TEIOCIOXKE-
HUS, HO OTCTaeT B pU3MUECKOM pa3BUTUH. Bec — 35 kr
Hedumut Beca — 12,5%. Koxa uncras, OneaHo-po3o-
Bas. JIuMmparndyeckre y3ibl He yBelUUeHBI. B nmerknx
NIBIXaHUE BE3UKYJSIPHOE, TIPOBOAMUTCS II0 BCEM TIOJISIM.
YJ[ — 18 B 1 munyty. ToHBI cepaLa pUTMHUYHBIE, TPU-
rrymensl, YCC — 84 B 1 munyTy. JKHBOT HE B3AOYT,
Npy TaneNanuy Msrkui, Oe30onesHeHHbIH. [leueHsb
y kpas pebepuoit myru. Cerne3eHka HE HaIbIUPYET-
cs. PU3NOJOTHYECKHE OTIPABICHUS HE HapPYIICHBI.
MeHncTpyaruu He ycTaHoBiIeHbl. OOmuit aHam3 Kpo-
Bu ot 18.07.12: Dp. — 4,58x10'2, HB — 116 r/n1, Tp. —
221x108, JT — 8,9x105, 3 — 4, T1 -1, J1 - 28, M — 10,
C - 57, COD — 10 MM/u. buoxuMHUUeCcKHil aHAIU3
kpoBu: Oenok — 75 r/n, AJIT — 25 E/n, Ounupyoun —
9,7 MMOJIB/1, MOUEBHHA — 4,5 MMOJIB/JI, KPEATUHUH —
56 mmonp/n. OOmmii aHanu3 Modu Oe3 IMaTOoNOTHH.
B kane siiiia mmucT u mpocrteire He OOHapY)KEHBI.
Mapkepsl TenmaTuToB OTpularenbHble. MMMyHOMEp-
MeHTHbIN aHanu3 (MDA) Ha TenbMUHTBI HE OBUT BBI-
nosHeH. Onkomapkepst ot 06.07.12: ADIT = 1,41 ME/
mi1. 3akmouenue OIJIC: [yoneHoractpalibHblii ped-
mokc. ['unepriacTuyeckuit raCTpurT.

Pentrenorpamma opranoB rpynaHoii kietku (OI'K)
ot 09.07.12. Jlerounsle nonis MHEBMAaTU3UPOBAHBI HE-
paBHOMEpHO, auddepeHuupyercss QOKychl 3aTeMHe-
HUS OKpYIII0H (hopMBI pazmepamu 5,0%5,0 MM ¢ 4eTKH-
MU POBHBIMHU KOHTYpamMu. Kymoxa auadparMel 4eTkue,
POBHEBIE, CHHYCHI CBOOO/THBIE.

Y31 opranoB OpromHoit noioctu (OBIl) u ma-
soro Ttaza ot 06.07.12: Iledyens: pa3Mepsl B HOpME,
B MApEHXHME ONPEEISAIOTCS MHOKECTBEHHbIE O4aru
OBaJIbHOW (POPMBI C YETKUMH POBHBIMH KOHTYPaMH
HEOJHOPOIHOM, THUIO3XOI€HHOM CTPYKTYpBI, pas-
Mepamu oT 15 mo 30 MM, pacmoyIOXKEHHBIE BO BCEX
cermeHTax. Ha rpanwuie mpaBoii u eBOi nonu — 00-
pasoBaHue pasMmepamu 27x16 MM ¢ KalbIMHATAMH.
IMpu IJIK B 0OpazoBaHuu omnpeaensercs KPOBOTOK.
CTpyKTypa mapeHXUMBI MOJKETYJOUHON KeJe3bl, ce-
JIE3€HKH, TIOYEK OJHOPOJHAS, CPEeIHEH IXOTCHHOCTH,
pasMepsl B HOPME.
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KT OBII+OI'K ot 6.07.12: Ileuens pazmepamu
183x82 MM, KOHTypHI 4eTKue, poBHbIE. IlnoTHOCTB
HECKOJIbKO TOBBIIIEHA, TOAYEPKHYTH M YMEpEH-
HO pacHIMpeHbl XeIYHble NPOTOKH. B mapenxmme
BCEX CErMEHTOB IEYCHH, 3aHUMasl IPEHUMYIICCTBEH-
HO KpaeBOE PacCIOJIOXKEHHE U IO XOAY COCYOHCTBIX
CTPYKTYp, OIpPEIENSIOTCS MHOXXECTBEHHBIE DPa3HO-
KanuOepHble 00pa30BaHUs OKpPYIJIO-OBaJbHOW (op-
MBI C YeTKHMH, HEPOBHBIMU KOHTYpaMH, pa3MepaMu
oT 4,5 no 37 MM, IIOTHOCTBIO OT +44 no +84 en.
o Xaycunsay (H). B mpoexnuu 4 cermenTa B hop-
M€ HEeNpaBWJIbLHOW BOCbMEpPKU 37%21 MM C MEJKHU-
MH KajJbIUHATaMU MJIOTHOCTRIO +150-190 enm. H
B HeHTpe. Ha ocranmpHOM NPOTSHKEHWM NapeHXH-
MaTO3HbIE OpTaHbl MPOCIEXKHUBAIOTCI 0e3 0COOeH-
HOCTEH, TOMOrpadUUecKHu PacIONOKEHBI OOBIYHO.
JInmdoyznel He yBenmaeHs! (puc. 1). OT'K: nerounas
TKaHb PaBHOMEPHO IOBBILICHHON ITHEBMaTH3aLUH
ot —803 no —889 en. H, nerounsiii pucyHok ycuineH
3a cuet nepunpoiecca. [I[peumymiecrseHHo cyOries-
pajbHO M MO XOAYy COCYAOB OMNpENeNsIoTCs MHOXe-
CTBEHHBIC pa3HOKaTNOEpHbIE OKPYTIIbIe 00pa30BaHuUs
C HEAOCTAaTOYHO YETKUMHU KOHTYpPaMU NOBBIIIEHHON
mmoTHOCTH 10 -327-438 exn. H (puc. 2). 3akiroueHue:
00beMHbBIE 00pa30BaHus IIEYEHH, JETKUX, TPYAHO HC-
KIIIOYUTh MeTacTaTH4uecKkue nopaxenus. [1o JaHHbIM
KT ronoeuoro mo3ra ot 18.07 naHHBIX 3a 00BEM-
Hble 00pa30BaHMs B TOJIOBHOM MO3T€ HE BBISBIICHO.
C menpio yrouHeHus: auarHo3a 12.07.12 BeimosHeHA
Jamapockomnus, Ouorncus nedeHu. B OpromHoN mo-
JIOCTH BBINIOTA HET, NapueTaibHasi OPIOIINHA, Callb-
HUK, OpbDKeeuHbIe TUM(OY3IIbl, OPTaHbl MaJIOTO Ta3a
0e3 ocobennocteil. Ha muadparmanbHOl MoBepxHO-
CTH TICUCHU BBISBICHO TPH «METACTATHUYECKUX» OYa-
ra ot 4x6 Mm 110 1,5%2 cMm, Ha BUCIIEpaJIbHON TTOBEPX-
HocTH nedeHn 30 mM. OOpa3oBaHMsI ceporo IBeTa,
XPALEBUIHON TIOTHOCTU C OyrpuUCTOH MOBEPXHO-
cTh0. buoncuropom B3sTO 2 (pparmeHTa U3z oObeM-
HBIX 00pa3oBaHUil JeBOIl AOJAM medeHu. | uctoiaoru-
YECKHU ¢ UMMYHOTUCTOXUMUYECKUM HUCCIIEI0BaHUEM:
TPYAHO HUCKJIOUUThH Tenaroue/oispHblid pak. [Ipe-
maparbl KOHCYJIBTUPOBaHbl B pedepeHc-LeHTpe,
B pecryOIMKaHCKOM OHKOJOTHYECKOM JAHCIIaHCEpe.
3axnroueHne: OMOpHUOHANIbHAS CapKoMa TIeYSHH.

C 1enp0 yTOUYHEHHUS JMarHo3a M BhIPAOOTKU Tak-
TUKHU BeJCHUS PeOCHOK HaIpaBlIeH HAa KOHCYJIBTALHIO
B nonukianHuky HUW nerckoil oHKojorMum u rema-
tonorun POHII um. H.H. brnoxuna, roe ¢ 26.07.12.
no 03.08.12 mpoBeneHo obcienoBaHHE M MEPECMOTP
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rucrojiorud. IlpoBenena cuuuTHOrpadus ¢ Tc99:
PaAUOHYKIIMHBIX TIPU3HAKOB IIOPAXKECHUA CKEJICTA
He BBIIBIICHO. [lepecmotp rucromornm B POHII: He-
BO3MOXKHO BBICKA3aThCS O XapakTepe W JIOKAIU3aluu
npouecca. 3axmoueHue: MPHIII. PexomenmoBana
noBTopHas Oworncusi. [loBropHo mocrynuna B P/IKB
15.08.12. XKano6 net. CocTosiHUE YIOBIETBOPUTEIND-
Hoe. JlaHHbIe (QU3UKATHHOTO M KIIMHUKO-JTA00paTOpPHO-
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AETCKOA XMPYPriM, aHecTe3MOnoru U peaHumMaTonoruu

Puc. 4.K T nerkux naumenTky K. depes 3 rofa ot Havana Tepanin

ro o0cienoBanus 6e3 ocodeHnocreil. [Iponssenena To-
pakocKorm4yecKasi OMOTICHS TPaBoro Jierkoro 27.08.12.
Ha oneparuu BbISBIEHO, YTO TIO BCEH BUCLIEpaIbHOM
TUIEBpE JIETKOTO MMEIOTCSI OYard TUaMETPOM 10 5 MM
C TEMHBIM BEHUMKOM, KparepoOpa3Hoii popmsl. [Tpous-
Be/ieHa OMOIICHS M3 0Yara, pacrojioKEeHHOTO Mo Kpako
BepxHel nonu. I'mcronormyecku: Meracra3 B jerkoe
HeaudhepeHITUPYEMOM OITyXOJIH.

Haxonunace Ha NOBTOpPHOW OYHOM KOHCYNbTa-
nun 8 HUW JIOT" POHIT ¢ 05 mo 07.09.13. Ilepe-
CMOTp THCTOJIOTHH: «B IPOCBETE allbBEOJ HMEIOTCA
IIJIOTHBIC 303I/IHO(1)I/IJ'ILHI>IC MacCChbl, B KOTOPBIX «3a-
MYPOBAHBI» OITYXOJIEBBIE KJIETKH CO CBETJIOW LUTO-
IJa3MOM M MHUKHOTHYECKHMM sigpamu. HeBo3mox-
HO BBICKA3aThCA O XapakTepe mporecca». [luarxos:
MeTtacTas3sl B JIeTKAE W TEYCHb M3 HEBBISIBICHHOTO
nepBUYHOTO odara. Pedepenc B maboparopuu maro-
mopdonorun @HKII: «Bo ¢parmenTe TKaHu JeTKO-
TO OTpEIeNIeTCS YYacTOK HEKpo3a ¢ MUHUMAIbHOM
nepuoKaaTbHOW 30HOW M3 THUCTHONHTOB. C IEIBIO
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WCKITIOUYEHHSI TPHOKOBOTO TIOPAKEHUS TIPOBE/ICHBI T'H-
CTOXMMMYECKHE OKPACKU: MULIEIMH U CIIOPHI I'PUOOB
He oOHapyxeHbl. [IpH3HAaKOB HEOMIACTHYECKOTO MO-
pakeHHUs1 B MCCIEAOBAaHHOM MaTepuale He BBIsBIeE-
HO. B TkaHu meueHu ompenensercs mpoiaudepanus
BOJIOKHUCTOW TKaHH, CPEJH BOJOKOH pacojararorcs
noJUMOp(HBIE KJIETKH C TMIIEPXPOMHBIMH sApaMHu.
Onpenenuts XapakTep npolecca B IIEUYEHU HE Mpea-
CTaBJISIETCS] BO3MOXKHBIM. PekoMeH10BaHa MOBTOPHAS
OTKpBITasi OMOIICHS IO MECTY >KUTEIbCTBa». JleBou-
ka moBTopHo oOcnenoBanack B PAKB c 25.02.13.
no 1.03.12. Xano6 wer. Haunbie Y3U u KT opranos
OpIOMTHOM ITOJOCTH W TPYTHOMW KJIETKH 0e3 TUHAMH-
ku. OT mpoBeeHNs TOBTOPHOH paciInpeHHO# OnoI-
CUU JI€BOYKA U POAUTEIN KaTETOPUIECKU OTKA3aJIHCh.
Junarnos ocraBaiics HesicHBIM. TeueHne 3a00aeBaHus
C OTCYTCTBHEM IMPHU3HAKOB OIYXOJICBOH MHTOKCHKA-
MU, Ta00paTOPHBIX NaHHBIX 0e3 TpyObIX H3MeHe-
HUI W 3aKIIOYCHUI TMCTOJOTMU HE YKJaAbIBalIHUCh
B KJIMHHUKY TI€HEpPAJM30BAHHOTO 3JI0KaY€CTBEHHOTO
HOBOOOpazoBaHus. [103TOMYy BO3HHKIIO MOIO3PEHHE
Ha HaJlM4YMe Mapa3uTapHOTO Mpolecca, CUMYIHPO-
BaBIIIETO METAcTa3bl B MEYCHb U JIeTKHE. BHITOIHEH
DA (ot 01.03.13.) IgG x Toxockapo3y —0,41 (Hop-
ma Mmenee 0,3), oTpHUIaTeNbHBIE K OIHCTOPXO3Y,
TPUXUHEIUIE3Y, 3XMHOKOKKO3y. IIpuHSATO pemeHue
NPOBECTH MPOTHUBONApa3UTapHylo Tepamuto. Hasna-
yeH Anbenao3on nmo 400 mr B nesb. [locne nepsoro
Kypca Tepanuy MojydeHa MOJOXKHUTeIbHas TUHAMHU-

Cnucok JuTeparypsl
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Ka, Mo Y3U — oyaru B Me4yeHU CTald COKpamlaThCs.
Jledenne mpoBoaMIIOCH aMOYIaTOPHO B TEUCHHE JIBYX
JIET C ©XKEMECAYHBIM KIIMHUKO-T1a00PaTOPHBIM HCCIIe-
noBanueM u Y3U. Uepes kaxasie 6 MeCsIEeB MPOBO-
JIUJIOCH CTalMoHapHoe oOcienoBanue. 1o maHHBIM
V3U, KT OI'K u OBII or 10.02.16 — MHO>XeCTBEH-
HblE OYaroBble O0Opa30BaHUS JIETKHX W TIC€YCHU,
0e3 mepu(oKanbHOW peakluu, B CTaJAHH OOBI3BECT-
BICHUs. Pa3Mepsl OYaroBbIX YIUIOTHCHWH B meue-
HU YMEHbIIWINCH 10 16X19 MM (puc. 3), B Jerkux
oT 3x4 MM 10 7%8 MM, TNIOTHOCTHIO +55 en. H, yacTh
W3 HUX ¢ KaipImHatamMu +256—684, 1040 en. H (puc.
4). Oukomapkepsl ot 8.07.14. XI" menee 1,26, ADII
3,2 ar/mi. O0muK 1 OMOXUMUYECKHUN aHATTU3BI KPO-
Bu Oe3 marosioruu. MDA Ha rensMunThl oT 9.02.16.
IgG x Tokcokapo3y — 0,41. Becnoii 2016 rona uneHbI
CEeMbH IMAalMEHTKU OOCJICIOBaHbl M IPOJICUCHBI, TaK
KaK y BCEX BBISBIICHBI aHTUTENA K TOKCOKapO3y B BBI-
COKHX TUTpaX, XOTS OYaroBble M3MEHEHUS B JIETKHUX
Y TICYCHU HE BBISBJICHBI.

Takum 00pa3om, MPUBEICHHBIA KIMHUYECKHN CITy-
yail CBUACTEIBCTBYET O TOM, YTO HESCHBIC MPOIIEC-
CBI, TIPUHAMAaEMbIE 332 TEHEPAIN30BAaHHYIO OITyXOJb,
MOTYT OKa3aThCsl Mapa3sUTapHBIM TPaHylIEeMaTO3HBIM
MPOLIECCOM, WMEIOIIMM ONpPEAEICHHBIE CIIOKHOCTH
npu uaeHtudukanuu. [IpaBuibHOMY TUArHO3y OMO-
racT MOHUTOPHHI KJIMHUKO-Ta0OpPATOPHBIX MOKa3aTe-
neH, quHaMuYecKoe HabiromeHue, MpoOHOE JIeUeHUe
«ex juvantibusy.

Devendra Gupta, Robert Carachi. Pediatric Oncology: Surgical and Medical Aspects Hardcover — 30 Apr 2007.

2. Katarzyna Mazur-Melewska. Pulmonary presentation of Toxocara sp. infection in children//Pneumonol Alergol. Pol

2015; 83: 250-255.

3. Pavlidis N., Briasoulis E., Hainsworth J., Greco F.A. Diagnostic and therapeutic management of cancer of an unknown
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ABTOpPBI

LUAHTAPEEBA

Posa Xypmatosha E-mail: shanrosa@mail.ru

[okTop MeamumHCKnx Hayk, npodpeccop kadenpbl AgeTckon xupyprium ¢ kypcom NAMO
Balukupckoro rocygapCTBeHHOro MeavLMHCKOro yHusepeuteTa. . Yda, yn. JleHuHa, 3.

MAXOHWUH
Bnagnmup BopucoBu4

Bpau — getckuii oHKonor otaeneHus oHkoremaTonorun Pecny6nmnkaHckon aeTckom
KInnHU4eckon 6onbHuLbl. . Yda, yn. KyBbikvHa, 98

54



HABNIOAEHUA U3 NPAKTUKH POCCUWCKWN BECTHUK 2017 Tom VI Ne 1

AeTCKOM XUPYpPruu, aHecteanonorun U peaHuMaTonoruu

Jaiuesa T.B., 3onorapesa A.B., Urnatbes P.0., PosuHos B.M.

OCTPAA OBTYPALMOHHAA KMLLEYHAA HENPOXOOUMOCTB,
BbI3BAHHAA UHOPOLHbIM TENOM, ¥ PEBEHKA 1,5 NET

[etckas ropoAckan knuxuyeckas 6onbHua Ne9 umenn H. Cnepanckoro, r. MockBa;

HWW xupyprum getckoro Bospacta PHAMY umenn H.W. Muporosa Muxagpasa Poccun

Zaitseva T.V,, Zolotaryova A.V., Ignatiev R.0., Rosinov V.M.
ACUTE OBTURATION INTESTINAL OBSTRUCTION CAUSED
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Pesome

[IpencraBneno kimMHUYECKOe HaOIMIONEHHE peOeH-
ka 1,5 5meT ¢ ruaporeneBbIM MHOPOAHBIM TEJIOM IOJ-
B3JIOLIHOM KHILIKH, OMPEACTHBIINM Pa3BUTHE OCTPOH
00TypallMOHHOHN KHIEYHOH HENPOXOJUMOCTH.

Abstract

Clinical observation of a 1.5-year-old with a hy-
drogel foreign object in the ileum causing an acute
obturation intestinal obstruction was submitted.

Key words: children, foreign object, intestinal
Knrouessle cnosa: oemu, uHopooHoe meno, Kuuey-

obstruction
HAsl HENPOXOOUMOCHb
IIpoOnema MHOPOIHBIX TEN >KEMYIOYHO-KHIIEYHO- MU IMOJSMH BBICIYIIMBACTCSA BE3UKYISIPHOE JIBIXaHUE.
TO TpakTa B eIUaTPUUECKOM MPAaKTUKE 3BOMIONMOHHO  He3HaunTenbHas TaXWKapaus — 4acToTa CEpAECUYHBIX
COXpaHseT aKTyaJbHOCTb B CBSI3U C Oe3ylepKHOM kpe-  cokpamenuii 110 B muH. Cepaednble TOHBI sicHbIe. XKu-
aTUBHOCTBIO MPOU3BOAMTENEH, HAMOMHAIOMIMX OT€4e-  BOT CUMMETPUYHO yMEpeHHO B3AyT. Ilepennss Oprom-

CTBEHHBIN MTOTPEOUTENBCKUI PHIHOK pa3HOOOPAa3HBIMH  Hasl CTCHKA, Yepe3 KOTOPYIO KOHTYPUPYIOTCS pa3iyThie
TOBapaMH, MPEACTABISIONIMMH OMACHOCTh JJISl JeTed  KHIIEYHBIE METIH, OTPAHMYEHHO YYaCTBYET B aKTe JbI-
MJIa e BO3PACTHOW TPyIIITHL. XaHusA. B BepXHHX OTHEenax >KUBOTa BBICIYIIHMBACTCS

PeGenok 1,5 et mocTynuit B XUPYprUYeCcKoe OTAe-  YCHJICHHAsl «3BOHKAasD IEPUCTANBTHKA M IIIYM «ILIe-
JIEHUE B SKCTPEHHOM TOPSAIKE C HAMPABIAIOMIUM AWa-  cKay. [Ipu majgpmanuu >KUBOT MSTKHH BO BCEX OTIE-
rHO30M «KuIlleuHast HeMPOXOAUMOCTD. Jax, yMEpPEeHHO OOJIE3HEHHBIH B 00JIaCTH TUIIOTacTpPUsI.

AHnamHe3 3a00JIeBaHHs CONIEPXKUT yKazaHue Ha pe-  CHMIITOMBI pa3ipaKeHUs! OPIONIMHBI OTPUIATENbHBIC.
TYISIPHYIO PBOTY B TedeHHe 4 CyTOK, BO3HHKaiomiyro  [Ipu pexTaimbHOM WCCIIEIOBAaHUM: aMITyja ITycTas, Ta-
MOCIIe KaXKI0TO TprUeMa MUMIH, O0IIyio caboCcTh, OT-  TOJOTHMYECKUX 00pa30BaHUIA Ha BHICOTE Majblia He 00-
CYyTCTBHE CTyna. becrnokoicTBa, MOBBIIICHUS TEMIIE-  HAPYKUBAETCS.

parypel He oTMedasioch. Ha 2-¢ cyTku 3a0oseBaHus ITo naHHBIM J1AOOPATOPHBIX HCCIICAOBAHUI Hapy-
ocmotpen Opuragoii CMII, Ha3HaueHa CUMNTOMAaTH-  HICHWH KHCIOTHO-IIENIOYHOTO PaBHOBECHS, AHEMHH
Yyeckasi Tepanus MO MOBOMY KHIICYHOM MHQPEKIMH — W TeMOKOHIICHTpanuu HeT. [Ipu peHTreHorpaduu
6e3 addexra. OpIOIIHOM IOJOCTH BBIBICHO HEPAaBHOMEPHOE TIa30-

[Ipu mocrymneHun COCTOSHWE CpEQHE CTEeIeHW  HAIOJHEHUE KUIICYHHKA, PE3KO PACIIUPEHHBIC METIN
TSKECTH. YMEPEHHO BBIpOKEHA WHTOKCHUKALUSA, Bsl-  TOHKOWM KHMIIKU C JOPMHPOBAHUEM «apoKk» (puc. 1).
JIBIA, OTKA3bIBACTCS OT MPUEMA MUINA M KUIKOCTH. [IpoBenena abmoMuHa bHasK 3Xorpadus — BU3yasIu-
CyOdebpuibHas Temneparypa Tena. KokHble MOKpo-  3alius OpraHoB OPIOIIHOM MOJOCTH 3aTPyAHEHA B CBI3U
BBl ¥ BUJIMMbBIE CIIM3UCTHIC YHCTHIC, YMEPEHHO OJe[l-  C MOBBINICHHBIM Ia30HAMOIHCHUEM KHUIIIEUHHUKA. B Je-
Hele. OABIIKA HET, IPY ayCKYIBTAI[MN HAJ JIETOYHBI-  BBIX OTAENaX KHUIIEUYHBIC TIETIN PACIIUPEHBI 10 22 MM,
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3aIOJIHEHBI YKHIKUM COJCPKUMBIM, CTCHKH UX HE YTOJI-
IICHBI, MMEPUCTAIFTHKA COXpaHeHa, «MasTHUKOOOpa3-
HBIX» JBHKEHWH XuMyca He 3adukcupoBano. Ompe-
JIENSIeTCs. CBOOOMHAS JKUJKOCTh MEXIY KHIIECYHBIMH
METISIMU ¥ 32 MOYEBBIM ITy3bIpeM. [Ipu ckaHupoBaHUU
Majioro Tasza CJI€Ba OT MOYEBOTO ITy3BIPSI BU3YyaU3U-
pyeTcst oKpyrioe oOpa3oBaHWE C YETKUMH, POBHBIMH
KOHTYpaMH 1 aHAIXOT€HHBIM COJEPKUMBIM, THAMETPOM
25 MM, ¢ TONIIMHOM CTEHOK 110 2 MM. KpoBoTOK B 00-
pa3oBaHUU YOSAUTEIHHO HE ONPEICIIIETCS N3-3a BhIpa-
JKEHHOTO OecrokoiicTBa pebeHka (puc. 2).

[Mocne runepToHHYecKOl KIM3MBI MOITy4eH 0pOopM-
JICHHBIA CTYJ, OHAKO KJIMHWYECKHE IMPOSBICHUS KH-
MIEYHOH HETTPOXOANMOCTH COXPAHSITUCH B BUIIE B3Iy THS
JKUBOTA 32 CYET Pa3IlyThIX KHUIIEYHBIX IETENb, a TAKKE
YCUJICHHOU MEPUCTAIETHKH U IIIyMa «IUIeckay». [laHHas
KIIMHUYECKasi KapTHHA B COBOKYITHOCTH C aHAMHE30M
3a00JIeBaHuUs, pPe3yJIbTaTaMH PEHTIeHOrpadUIeCKUX
n sxorpaduuecKkux HCCIe0OBaHWI TMO3BOISIIA TIpe-
MOJIOKUTH HAJIMYUE SHTEPOKHUCTOMBI MO0 HOBOOOpa-
30BaHHSA KaK BEPOSTHOM MEXaHWYECKOM MPUYHMHBI Ha-
PYILIEHUS Macca)xa KUIIEYHOTO CoAepKUMoro. B cBsizu
C BBIIICH3JIOKECHHBIM TPUHATO PEIICHUE BBIIOJIHUTH
IATHOCTUICCKYTO JIATIAPOCKOIHIO ¢ MHTPAOTIEPAITHOH-
HBIM OIIPEJEICHUEM JaIbHENIIECH TAKTUKHY.

[locne mpemomnepanOHHON TOATOTOBKH BBIMIOJ-
HEHA JIallapOCKOMUs, 3-MUJUIUMETPOBOM ONTHUKON
OCMOTpEHa OpIOIIHAs IOJIOCTh: BBISBIEHO OOJNBINOE
KOJIMYECTBO TPO3PAYHOTO BBINIOTA, PE3KO PACIIHPEH-
HbI€ KHIIEYHBIE IETIH, 3aTPyJHSIONINE MaHUITYII-
uuu. B mpocBeTe noAB3A0IMHON KUIIKK ONPENEseTCs
OKpYIIIOE, TUIOTHOE 00pa3oBaHue, OTHOCTHIO 00Ty pH-
pytoiiee npoceet (puc. 3).

Jlo ypoBHs 00pa3oBaHMs U TOCIC HETO BU3YyaTH3H-
POBAJIUCh PACIIMpPEHHAs U CHABIIASCS TOHKAs KHUIIKA
COOTBETCTBEHHO. YUHWTHIBas, HEBO3MOXXHOCTH an(-
(hepeHIIpoBaTh SHTEPOKHCTOMY W 3JI0KAYECTBEHHOE
HOBOOOpa3oBaHWeE, JalbHEHINAs JarmapoCKOMHYeCcKas
peBM3Ms TpU3HaHa HenenecooOpasHoil. [IpoBeneHa
KOHBEPCHS.

BrimmonHeHa HIKHECPETMHHAAS JTATTAPOTOMHUS, YCTa-
HOBIICHO, YTO 00pa30BaHNE PACIIOIIOKEHO B TIOAB3IOII-
HOH KHILIKEe Ha paccTossHUU 50 CM OT MJIEOLEKAIbHOIO
yoa. [lpu MaHyanpHOH Halbmauyu MpUpoxy oopaso-
BaHUS YCTAHOBUTH HE yIanochk. Tak Kak HE UCKITIOYAII-
Cs HEOIJTAaCTUYECKUN TPOIIECC, BHITIONHEHA PE3CKITUS
TTOJIB3/IOITHON KUIITKKA Ha TpoTshkeHuu 10 cMm ¢ dop-
MHPOBaHHEM HJIEOMIIE0aHACTOMO3a «KOHEIl B KOHEID,
anmeHIPKTOMUS, IPSHHPOBAHNE MAJIOTO Ta3a.
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Puc. 1. Pentrexorpamma GpioLuHoi MonocTit — HepaBHOMepHoe
ra30HamNOoNHEHME KLLEYHMKa, (hOPMUPOBAHHE «apoK»

[Tocneonepanmonnsiii ArarHo3: Octpas oOTypamu-
OHHas TOHKOKHIIIEYHasi HENpOXoAUMOCTh. THOpoaHOE
TE€JI0 MOAB3AOIIHOMN KHUILIKHU.

IIpu pa3pese pe3enrpoBaHHOTO CErMeHTa Moj-
B3JIOITHOW KHUIIIKH B €€ IMPOCBeTe 0OHAPYKEHO HHOPOI-
HOE TeJI0 — THAPOTENIeBhIM IIApUK TUAMETPOM 25 MM
(puc. 4).

PerpocniekTuBHO, MpH JOMOJHUTEIBLHOM aHalN3e
aHaMHe3a 3a00JIeBaHus, POTUTEIH TOSICHUIH, YTO pe-
OCHOK, BO3MOYKHO, MPOIVIOTHJI IMOJIMMEPHBIN I[BETHOMN
[IapuK, MPeIHA3HAYEHHBINA ISl UTP U JEKOPUPOBAHUS
nanamadra. M3BecTHO, UTO TaHHBIE H3IETHS XapaKTe-
PU3YIOTCS UCXOAHO HEOOJIBIIMMHU pa3MepaMu (Iuame-
TpoM 110 1 CM), OTHAKO MPU KOHTAKTE C XKUJIKON Cpeon
YBEIUYMBAIOTCS B 00beMe B JCCATKU pa3, 4TO B JaH-
HOM HaONIIONEHUH SIBUWIOCH TPUYMHON OOTyparuu
KUIIKH (puc. 5).

[TocneomnepamoHHBI TTeproO MpoTeKal 0e3 oc-
JIO’KHEHUH, 3a>KUBIICHUE ONEPAIIMOHHON PaHbl IEPBUY-
HBIM HaTSOHKCHHEM, PEOCHOK BBIMTUCAH Ha 12-¢ CyTKH
C BBI3JIOPOBIICHUEM.

B crmernuanbHO#M JuTeparype HaMH OOHapYyKEHO
OTHMCaHWE JIByX CXOMHBIX KIMHUYECKHX ciy4aeB [,
2, 3]. llocne myOnuKanmuy MaHHBIX MaTEpPHAIIOB IIPO-
M3BOJCTBO IMOJOOHBIX HM3IEJUH HE OBUIO OrpaHuye-
Ho. B wactHOCTH, mponykuus xomnanuu «The Maya



HABNIOAEHUA U3 NPAKTUKH

[ (OB frs = by g CHE REVEW & 70 ]
Puc. 2. AbomuHansHas axorpacus. A — MoYeBoVt nyabips; b -
VIHOPOAHOE TENo; B — KLLEYHbIE NETIH, 3aMONHEHHbIE XAAKIM

CoflepXuMbIM

Puc. 3. WhTpaonepauyoHHas kapTuHa. A — GOMbLIOE KONMYECTBO
cB0BOAHOM XuKoCTH; b — MHOPOAHOE TENo B NPOCBETE NMOAB3AOLIHON
KILLIKM

Groupy» (CIIIA), m3BectHas kak «Orbeezy, IpOU3BO-
nmutcs B Kurae, pekimaMupyercss U pacrpocTpaHseTcs
Yyepe3 ceTh MHTepHeT-MarasnHoB B Poccuu.

Lenbio HacTOsIIEH MyOMUKAUKU SIBISIETCS TPEXIe
BCEr0 HEOOXOIUMOCTh OIEPaTHBHO HH()OPMHUPOBATH
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Puc. 4. Makponpenapar. PacceyenHblii thparMeHT peseLipoBaHHoil
KILLIKM, B POCBETE MHOPOLHOE TENo

UL REL LR D |'|n-,‘| L LR TR i bin 1 r11,‘ullﬁ' g8 '1'|1l PAh T 1Ty

Puc. 5. VcxonHbivi pasvep ruaporenesoro Liapuka (A) v nocne
KOHTaKTa ¢ XuaKocTbto (B)

npodeccuoHaIbHOE COOOIECTBO O PACIITUPEHNUN CIIEK-
Tpa yrpo3 JeTSIM B HX Cpejic OOUTaHHMS.

BsaumozeiictBue co cpeacTBaMu MaccoBoii HHQOP-
MaIK — peajbHoe ycioBue copmupoBath arMoche-
Py LENEeBOH HACTOPOKECHHOCTH B IIUPOKUX CJIOSIX Ha-
CeJICHHUS.

OrpaHnYHTENbHBIC MEPOTIPUATHS B YaCTH JIOCTYIA
HA OTCUYCCTBEHHBIH PBIHOK OMACHBIX IS HU3HHU U 3710-
POBBS TOBAPOB OTHOCATCSI K KoMIeTeHITH DeepanbHOi
CITy>KOBI 10 HAI30py B chepe 3alluTh IpaB MoTpeOuTe-
Jnieii u Onaromnosyuus denoseka (Pocrorpednamzop).
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Pe3rome

B crarpe aBTOpBI OTMETHII BO3MOXKHOCTDH ITOSIBIIC-
HUSI OCJIOKHEHHH, HaOMI0aeMbIX IPH IIPOBEICHUH JJTH-
TEJIPHOTO NapeHTepajbHOro NuTaHusd. Bpauu Hepenxo
VAETSIIOT BHUMaHUE CPOKaM M JO3UPOBKaM Ha3HAYCHUS
JKUPOBBIX 3MYJIBCHH, 9acTO 3a0bIBasi, 0COOCHHO Y Je-
Tell paHHEro BO3pacTa, O TAKUX BaXKHBIX KOMIIOHEHTAX
MapeHTEPATEHOTO MUTAHUS, KAK MUKPOAJIEMEHTHI, 0CO-
OeHHO KanbLuii 1 Gocdop. B crarbe aBTOpamu noapoo-
HO paccMaTpUBAIOTCS CPOKHM HA3HAYEHUS U JO3UPOBKU
JKHUPOBBIX 3MYJICHH, BUTAMHHOB M MHKPOXJIECMEHTOB
y HOBOPOXIICHHBIX U IeTel paHHEro Bo3pacra.

Abstract

The article states possible complications in
long-term nutritional support. Doctors rarely think
of schedules and dosages of fatty emulsions espe-
cially in infants. They frequently forget about such
important components of nutritional support as mi-
croelements especially calcium and phosphorus.
The article clarifies schedules and dosages of fatty
emulsions, vitamins and microelements in new-
borns and infants.

Knroueevle cnoea: napenmepanvroe numanue:
AMUHOKUCTIOMbL  (AMUHOBEH-UH(DAHM),  JHCUPOBbIE
amynscuu (CMOD-nunud), pacmeop 2uroko3vl, suma-
MUHBL, MUKDOIIEMEHMbI, Oeml PAHHe20 03PaACmda

Key words: nutritional support, fatty emulsions,
vitamins, microelements, newborn

CoBpeMeHHBIII YpOBEHb HEOHATOJIOTMHM M HEOHa-  moiHas sHTepaibHas may3za (NPO nil per os, Huuero
TaJIbHON XMPYpruUM MO3BOJSIIOT BBIX@XKHBAaTh JAETeH  depe3 poT), JOCTATOYHO UIMTENIbHAs W HeoOXoxmmas
C TSDKEJION MAaTOJIOTHEH JKeNIyNOYHO-KUIIEUHOIO Tpak-  JJISl CTHUXaHMS MaTOJIOTHYECKOTro Ipolecca, aHTHOAaK-
ta (OKKT), Takoit kak nopoku pa3zsutust XXKKT, Hekpo-  TepuasbHas u nocunapomHuas tepanus. [Ipu pazsutun
tusupyommii sHTepokosut (HOK). HOK sBnsercst  ociioXHEHUIT BO3MOXKHO XHPYPrUueckoe BMeELIaTellb-
TSKEIIOW >KU3HEYTPOXKAIOLIEH MAaToJIOTHEl HOBOPOXK-  CTBO, JJIMTENIBHOE IOJHOE MapeHTepajJbHOE IMUTaHHE
JICHHBIX, Yallle HEJOHOIIECHHBIX, KIuHIUecKu mposiB-  (I1I1) B cOOTBETCTBUU ¢ BO3PACTHBIMH IOTPEOHOCTSI-
JSIeTCSl yXY/IIIEHUEM OOIIET0 COCTOSIHUS, HapylIeHHeM  MH. J[ocTynHbIe cOBpeMEHHBIE pacTBOPHI aMHUHOKHC-
yCcBOEHMS 3HTepanbHOoro nutanus (JI1), cuMnToMaMu  JIOT M KUPOBBIX 3MYJIbCUI IO3BOJISIOT HPOBOAUTH
nopaxeHus JKKT c passutrieMm napesa u reMopparude-  umtenbHble Kypesl I manuenTam ¢ BeleykazaHHON
CKOTO CHHJpOMa, JJAOOpaTOpHO BBIABISICTCS HapacTa-  MaToJOTHEH.

HUE MapKepOB CHUCTEMHOW BOCHAIUTENBLHOW peakluu Ha nam B3rsia, Hanbosnee TSHKENBIMU U CIIOKHBIMHU
(CBP), B TsKEenbIX Cly4asx HEPEAKO BO3MOXHO pa3-  JIJIsl TEPalUH SBISIFOTCS TaKUE OCJIOKHECHUS JITUTENb-
BUTHE CEICcHca, HeKpo3a 1 nepdopannu yuactka kum-  Horo [II1, kak xojecra3 M OCTEONEHHS y HOBOPOXK-
ku [1]. OCHOBHBIMH METOAAMH JICUSHMs SBISIOTCSA:  AeHHBIX. [IpoOmema xomecraza mpu 111 He sBrsercs
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9KCKJIFO3UBHOW JIISl HEOHATOJIOTHH, OTHAKO y HOBO-
POXKICHHBIX XOJIECTa3 Pa3BUBACTCS JOBOJIBHO CTPEMHU-
TENBHO M UMeeT Tshkenoe Teuenue. OcTteoneHus (Ha-
3pIBacMasi TAK)Ke METa0OIMUYECKON OOJIE3HBI0 KOCTEH)
MOKET Pa3BHBAThCSl y HEJAOHOIIECHHBIX, TONYYaIOMINX
MepopaibHO HEJOCTAaTOYHOEe WM HecOalmaHCHpPOBaH-
HOE KOJMUYECTBO Kajibitus, docdopa um Burammua /I,
HO 0COOCHHO TsDKENasi OCTEONEHHsI pa3BUBACTCS Y HO-
BOPOXJICHHBIX Ha junTenbHOM [1I1, Tak kak morarus
napeHTepaibHbIX GopMm (ocdopa AT HOBOPOKIEH-
HBIX B Poccun He BKIIIOYEHA B COOTBETCTBYIOIIHUE MPO-
TOKOJIBI.

XoJjecTa3 npu NapeHTePaJbHOM NMUTAHUHU
HOBOPO:KIEHHBbIX.

XonecTa3 — HapylleHHe oOpa30BaHHS W/WIU JKC-
KpEIMH JKETUH IO YKEeTUEBBIBOSIIIEH CUCTEME, Xapak-
TepU3yIoleecs] TMOBBIIICHHEM KOMIIOHEHTOB IKEITIH
B KPOBH M HEJOCTAaTOYHBIM WX TMOCTYIUIEHHEM B KH-
meyHuK. KIMHWKO-1a00paTopHBIMUA  MTPOSIBICHUSIMU
SABJISIFOTCS: JKENTyXa, OCTOSHHASL WM TEPHOJNYECKas
axXoJHs CTyNa, TEMHBIN [IBET MOYH, YBEJIIMUCHUE pazMe-
POB II€YEHU, KOXKHBIN 3y, IOBBILIEHUE YPOBHS IPSIMON
bpaknuu 6mmupyOouHa, menodnoi gpocdarassr (LLD),
ramma-rryramuHTpancdepassl (ITT), xonecrepuna,
oera-mumonporensioB (b-JIII) u >kemyHBIX KHCIOT
(°KK). Haunbosnee paHHMM MPU3HAKOM XOJIeCTa3a y HO-
BOPOXKICHHBIX JI€Tel SBIAETCS JKENTYLUIHOE OKpaIlH-
BaHHE KOXKUM C 3€JICHOBAaThIM/CEPOBATHIM OTTEHKOM,
TeTraTOMeTalis 1 MOBBIIIEHIE MPSIMOU (paKIiy OrH-
pyOuHa G6onee uem Ha 15-20% ot ypoBHs 001IeTrO.

Xonecras kak ocnoxHenue [1I1 pa3BuBaercs y 3Ha-
YUTEIILHOW YacTH HEIOHOIIEHHBIX HOBOPOXKAECHHBIX
JeTed, TMOoJy4YaloluX ero ITUTelpHO (Oonee ABYX-
Tpex Hemenb W Oonee). YacTora HEOHATAIHHOTO XO-
necrasa Ha III1 Tem BBImE, YeM MEHBIIIC Macca Teja
pHu poxaeHuu u yeM pnutensHee Kypce [I1. Puck He-
oHatansHOro xonectasa Ha III1 Bozpactaer mpu mo-
HOM SHTEpaIbHOM T'OJI0OJaHUH, IIPH CETICUCE, CHHAPOME
M30BITOYHOTO OAKTEPUATBHOTO POCTA B TOHKOH KHIIIKE,
MIPU KUIIIEYHOW HEJOCTAaTOYHOCTH B pe3ynbrare HOK,
TacTPOIIN3NCA, aTPE3UN KHUIIIKH.

[IpenBaputenbHble pe3yabTaThl IMMOKA3BIBAIOT XO-
pommii 3¢p¢eKT cTparernd MUHHMH3ALUHN JIAIHIOB
IIpY pa3BUTUM HEeOHaTaJIbHOro xonecrasa Ha IIII. Ho-
BOPOXKICHHBIE C XOJIECTAa30M, IIOJy4YaBIINE BHYTpPH-
BEHHO JMNIHUABI B 03¢ 3 T/Kr/cyTr wim Ooiee, OBLTH
BKIIFOYEHBI B MPOTOKOJ MHHUMU3AIUU JTUIHIIOB, T. €.
nony4and 1 1/ Kr IWMUAOB /1Ba pasa B Hexeno. B rpym-
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ne «MAHUMH3AIUY JUIHI0BY HaOIonanach TEHICH-
LM K 3HAYUTEIIEHOMY CHUYKEHUIO YPOBHS OMITMPYOHHA
10 CPAaBHEHUIO C AHAJIOTMYHOM KOHTPOJIBHOU I'PYMIION.
VY onnoit wetBepTH (8 U3 31) U3 ITUX HOBOPOXKIECHHBIX
pa3BwiIcs OWOXMMHUYECKM JOKa3aHHBIA YMEPEHHBIN
IeUIIT He3aMEHUMBIX YKHUPHBIX KHACJIOT, KOMITEHCH-
POBaHHBIM HEOONBIIMM YBEIHMYSHHEM JTO3BI JKUPOBOM
SMYJBCUU TIPU COXPAHEHUU CTPATETHMH MUHUMHU3ALUN
aunuaos. B ciydae passutun xonecrasa Ha I1I1 cyie-
CTBYIOT pEKOMEH/IAIINH 110 N3MEHEHHUIO pEXXKUMa BBEIE-
HUS BHYTPHUBEHHOW XHPOBOH dMynbenu 10 1-1,5 /KT
B JIBa-TPH pa3a B HEJENO (HA3bIBAEMBIH [TUKINYSCKUI
mpuem). [locTymieHHe TakOTO KOJMYECTBA JKUPOB
MPEIOTBPAIAET CYIICCTBCHHBIH JE(UIUT >KUPHBIX
KkucaoT. HazHaueHune XKUPOBOW SMYNbCHU Ha OCHOBE
pBIOBeTro Xupa B 103€ 1,5 T/KT B CYTKH MOXKET CITOCO0-
CTBOBAaTh pa3pelIeHHI0 X0JIecTasa.

Jis HOBOPOXIEHHBIX, IIUTEIHHO IONYYaIOIHX
[1I1, BaxxHO KaK MOXHO paHbllie Hadath DI, xoTs OB
B MUHUMaJbHOM oObeMe. Jlaxke He3HAUYUTEIbHOE T0-
crymenne DI («rpodudeckoe murtanue» — a0 20—
24 MI/KT/CYT)  CTUMYIUpPYET  KEITYeOTHCIICHUE,
COKpAIIEHHE JKETYHOTO IY3bIps M NMEPUCTAIBTHKY KH-
mevHuKa. [lersaM ¢ HeoHaTanbHbIM XoJnecTa3oM Ha [1I1
HeoOXO[MMa JOCTATOYHAs JOTAIUs >KHPOPACTBOPH-
MBIX BUTAMHHOB.

[Ipu cuHIpoMe XonecTaza yMEHBIIAEeTCA KOJIWYe-
CTBO MOCTyHAroImeld B KUIIEYHHUK >KETYH, YTO MPH-
BOJIUT K HApYIIEHUIO MPOIECCOB BCACHIBAHUS JKHUPOB
u xupopacTBopuMbiXx ButamMuHoB (A, [, E, K). Jletn
C XOJIECTAa30M HYXKIAIOTCs B AOTAllMH >KHPOPACTBOPH-
MBIX BUTAMHUHOB, OCOOCHHO €CJIH JUIUTEIBHOCTD XOJle-
cta3a cocrasiser 6onee 10—14 mueit (tabnuma 1).

Haunbomnee wacTo W KIWHWUYECKH 3HAYUMO TIPO-
siBrsieTcst neduuuT BuTamMuHa K, 3amacel KOTOpPOTO
B OpraHu3Me MHUHHUMaibHBI. OKOJIO YeTBEpTH neTei
C XpOHHYECKUMHU 3a00JICBAaHUSIMH TEYCHU UMEIOT KO-
aryJonariio, CBA3aHHYIO C JeQHUIUTOM BHUTaAMHHA
K. B cnydae m3aMeHeHHl B Koaryjiorpamme (yIIHHE-
HHE TPOTPOMOMHOBOTO BPEMEHH, aKTHBHPOBAHHOTO
MapuaIbHOTO TPOMOOIUTACTHHOBOTO BPEMEHH) HEO0-
XOMMa MapeHTepaibHas notamus Buramuna K. bonee
MPEINOYTUTENBHO Ha3HaueHue ButamuHa K1 (¢umio-
XMHOHA), JOCTYIHOTO JIUIIb B KOMILJIEKCE C OCTalb-
HBIMH KHPOPACTBOPHUMBIMH BUTAMUHAMHU JIJIS1 BHY TPH-
BEHHOTO BBeACHHS B m03¢ 20 MKI/MI (BUTATUIINL).
Hcnonp3oBaHne BUKacoina — BOAOPAcTBOpUMOM (op-
MBI MeHa/InoHa — npoButamuHa K3 menee apdexrun-
HO. [IpueM >KUPOPACTBOPUMEIX BUTAMUHOB CIIETyET
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Tabnuua 1. MotpeBHOCTb B KMPOPATBOPUMBIX BUTAMIUHAX MY HEOHATANBHOM XOMecTase

NcTOoUYHUKN ButamuH A ButamuH 1 ButamuH K ButamuH E
McKiernan anbgakanbumgon 30-50 Hr/
2002 [2] 2500-5000 ME/cyT krfcyT 1-2 mrK, 100 mr

Andres, Haafiz 2012
[3]

5000-25000 ME/cyT

25 (OH) D
3-5 mkr/kr/cyT

2,5-5 mr K, kaxabin
[AeHb 1N Yepes
[€eHb.

50 ME / kr B cyTku

KoHTposb ypoBHs K YPOBHIO pETUHON-
CBSA3bIBAIOLLIETO

6enka <0.8 mol/mol

Xonekanbuudepon <
Feldman. Sokol 2013 ?0205_ (5003(; ME/cyT; PuToHaaNOH: E:&?E:;gioﬁgnmwirmag; rnvKonb
4] 3000-10000 ME/cyT 2'xonekanbuudepon 2.5-5 mg gBaxapl 1090 cykumHat 15-25 ME/kr/
(KanbLUTPKON): B HeJeno cyT; D-a
0.05-0.2 MKF/KI'./CyT Tokodpepon go 100 ME/kr/cyT
Gotze, Blessing XonekanbLudepon
2015 [5] 1500ME/kr/cyT 500 ME/kr/cyT 1 mricyT K, 50ME/kr/cyT
CooTHoLeHne BuTammHa E
CooTHoLLeHne K YPOBHIO OBLLMX MMNMO0B
peTuHona KoHueHTpauusi B KpoBu MpoTpombuHoBOE ChIBOPOTKM <0.6 MIT:
25 (OH)D BpeMS

<14 Hr/mn peduumT;
<30 Hr/mMn HeaoCTaTOYHOCTb

CooTHoLueHne Tokodepon/
XONECTCTEPUH

(< 2.22 mmol/mmol

npv gecuuyute)

Ananus PIVKA-II
6onee 4vyscTBMTENEH

MPO/IOIKATh B TEUEHHWE HE MEHee 3 MEcSIEeB Mocie
paspereHus KeNTyXH, B TeYeHHe KOTOPBIX MOTYT CO-
XPaHATCS HapYyIIEHWSI KEeITIeOTNEICHUS.

[Mocne BoccranoBnenus D11 B cooTBeTcTBHU C 00-
IIMMH TIPUHIMIIAMYU TEPAIK X0JIeCTa3a HOBOPOKICH-
HBIX U JIETeH paHHEro BO3pacTa CJIeyeT MPOBECTH OIl-
THMHU3AMUI0 TUTaHHUSA, TPOIOIDKHUTH JOMOIHUTEIHHOE
Ha3HauYEHHUE KUPOPACTBOPUMBIX BUTAMUHOB, BO3MOXK-
HO J00aBJICHUE JKEITUYETOHHBIX MTPETaparoB.

JIst HOpMaIbHOTO POCTa JETSIM C XOJIECTa30M Tpe-
OyeTcs yBelIMUCHUE OCIKOBOW U KAJIOPUHHOW Harpys-
KU TI0O CPaBHEHHUIO CO 3MOpOBEIMH aeTbMu [6]. Jue-
TUYECKHE IOTPEOHOCTH IPH XOJIECTa3e YBEIHMYEHBI
10 120-140% ot Bo3pacTHOH HOPMBI. ITO MOXKET OBITH
JIOCTUTHYTO ITyTEM HCIIOJIB30BaHUS B PAI[MOHE CIIEIIH-
aJbHOM JIeueOHOM JueThl. Eciiu 3TO He IPUBOIUT K XKe-
saeMoMy 3 eKTy, MUTaHUEe MPOBOAUTCS YepPe3 HA30-
TaCTPAIBHBIN 30HJ WM OCYIIECTBISETCS YACTUIHOE
[IT1. MoHUTOPUHT YPOBHS IJTFOKO3bl HATOIIAK B KPOBU
HEOOXOAUM JJISl TUAaTHOCTUKU THUTIOTIIUKEMHUH y HOBO-
POXICHHBIX M MJIQJICHIICB.

CyllecTBYIOT pEeKOMEHIAIUU J00aBIsATh B CMECh
WIN TPyOHOE MOJIOKO JOMOJIHHUTEIHFHO  YIJIEBO-
JIbl, JKUPbl WM TOBBIIIATh KOHIICHTPALMIO CMECH.
[Ipu aToM criemyeT cobmoaars 0co0yr0 OCTOPOKHOCTB,

TaK KaKk yBEJIIMYCHHE KOHIIEHTpaluu cMecu (pasBe-
JIEHHEe MEHBIIMM KOJMYECTBOM BOJIbI) U J0OaBICHHE
YIJICBOMIOB (KaK MPaBHUIIO, B BUJE TOJIMMEPA TITFOKO3bI)
MOXET YBEJIMUYUTh OCMOJISIPHOCTh CMECH M IPUBECTHU
K nuapee. Jlob6aBieHne XUPOB BO3MOXKHO B (opme
cpenuenenoueynpx Tpunmnepuaos (CLT), koropeie
MTOJIBEPTAIOTCS BCACHIBAHWIO B KHIIEYHHKe 0e3 ydJa-
CTHSI )KEITYHBIX KUCJIOT U TPAHCIIOPTUPYIOTCS U3 DHTE-
pouMTa 1o CUCTEME BOPOTHOM BEHBI B HEU3MEHEHHOM
Buzie. JlocTymHBI criennann3upoBaHHbIe cMecH, o0ora-
mrenHbie CI[T, koTOpbIe TaKke MOTYT OBITh pa3BeICHBI
B OOJbINEH KOHIIEHTPAITUU WIIH 00OTaIIeHEBI TIPH HE00-
xXonuMoCTH. Bo3M0OXHO BBeZieHHE TIepopaIbHBIX (hopM
CLT Bo Bpems KOpMIIEHUS WM UX JOOABIICHUE B TPYA-
HOE MOJIOKO MM cMech. C IIOMOIIBIO 3THX Mep Kajo-
PUHHOCTD TPYIHOTO MOJIOKA MOXKET OBITh yBEIMUYEHa
¢ 67 kkan/100 ma o 100 kkan/100 mot.

Ecnmm HeT BO3MOXXHOCTH WCIIONB30BaTh TPYAHOE
MOJIOKO, TIPH BBIOOpPE JIEYeOHOTO TUTAHHUS Y HOBOPOXK-
JICHHBIX JeTel HEeOOXOJMMO YYHTHIBATH CIICHYIOIINE
COCTABJIAIOLINE: CTENEHb BBIPAKEHHOCTU M JJIUTEINb-
HOCTh XOJIECTa3a, MOTPEOHOCTH ISl TeCTallMOHHOTO
¥ TIOCTHATAJIBHOTO BO3pacTa pebeHKa, COMmyTCTBYOIINE
HapyIIeHUs PacIleIUIeHNs] ¥ BCACBIBaHUS HYTPUEHTOB
B KUILIEYHUKE. Y JETeH ¢ TSxKelol nepuHaTaibHON ma-
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TOJIOTHEH BO3MOXKHO HapYIICHHUE IMPOILECCOB BCACHI-
BaHUS OENKOB ¥ YIJIEBOAOB, YTO HAPAIY C CHHIPOMOM
MaThaOCOpPOINY KHUPOB BCIIEACTBHE XONECTa3a, SIBIIS-
eTCsl TTOKa3aHUEM K HCIIONIb30BaHHUIO CMecel Ha OCHO-
Be OEJIKOBBIX THJIPOJIM3ATOB, COACPIKALIMX OT TPETH
1o nonosuHbl CL[T B cocTaBe KUpPOB, U CHUKCHHBIM
YPOBHEM WJIM MOJHON 3aMEHOM Ha APYrue YIrIeBOAbI
JaKTO3hI (anbdape, MENTUKESUT U 1p.). Y HEAOHOIICH-
HBIX JeTel MpH YMEepEeHHON BBIPaXKEHHOCTH XOJIecTa-
32 MOYKHO HCHOJB30BaTh CMECH I HEIOHOIICHHBIX
nerelt, cogepxkamue 20-30% CLT u Gomplioe Koiu-
4yecTBO Oenka (MpeHYyTPWIIOH, NpeHaH U np.).Y wmia-
JICHIIEB C 3aTsHKHBIM XOJECTa3oM, AC(PHUIMTOM Beca
ONTHMAJBPHO WCIOJIB30BAHUE CMECH, COJepIKaleh
OOBIUHBIN OEITOK ¥ TIOHMKEHHOE CONIEPIKAaHUE JIAKTO3BI
1 kupoB, u3 kotopsix 50% CUT (xymana JITT+CLIT).

C uenbi0 CHMXKCHHUS MaibaOCOPOLMU KHPOB BO3-
MOYKHO Ha3HaueHHe (PEPMEHTHBIX IpenaparoB (KPeoH
m3 pacdera ot 1000 EJl mumaser/kr/cyt mo 1000 EJ]
Ha | TpamMM Xupa B IUETE) IO KOHTPOJIEM KOIIPOTPaM-
MBI WJIH JTUITHIOTPAMMEI Kala.

Ypcone3okcuxoseBast KUCIOTa — KeITYHAast KUCIIOTa,
MPUCYTCTBYIOMIAA B COCTABE XKCJITYU MJICKOIIUTAIONIUX,
o0ajaeT TernaTonpOTEKTOPHBIM JCHCTBUEM, YBEIIH-
YUBAeT BBIJENIEHUE JKETYM W yMEHBIIAeT XOJIeCTas.
[Ipu xomecrase Ha MapeHTEPAILHOM IHTAaHUU YPCO-
JIE30KCUXOJIeBass KUCIIOTA TEOPETUYCCKH MOXKET OBbITh
MOJIC3HA, CTUMYJIUPYS BBIICICHHUE JKEIUH, OJTHAKO HET
HUKaKUX J0Ka3aTelbeTB ee dhdekruBHocTr. I[lepo-
panpHOE Ha3Ha4YeHHe ypcodaiabka BO3MOXKHO TOJIb-
KO MalueHTaM, MOJyYarolluM W ycBaumBaromum Ol
[Ipu cuHOpOME XOJecTa3a NMpU YBEPEHHOM YCBOCHUHU
OI1 mokazaHo MpOBEICHUE KETICTOHHON TEPAITuU Ipe-
MapaToM ypCOAE30KCHXOJIEBOH KHCIOTHI (ypcodaibk)
u3 pacuera 20 Mr/kr/cyT B 2 npueMa (B cilydae HEI0-
cTaTo9HON 3(h(HEKTHBHOCTH 10332 MOXKET OBITh YBEIH-
yeHa 710 30 Mr/Kr/cyT).

MeTaboauueckas 00J1e3Hb KOCTeH (0CTEONeHN )
HeTOHOIIeHHBIX

OcHoueIe 3anackl Ca u P 1071 mommydaeT B mociie-
HUe 6 Henenb, CIEJ0BaTENbHO, BCE HEJAOHOIICHHBIE
MJIaJICHIIBl UIMEIOT BBICOKHE TIOTPEOHOCTH B 3TUX MH-
Hepasax, KOTOpbIE He BCEra BO3MOYKHO BOCIIONHHTE.

OcteoneHus HCIJOHOIICHHBIX, omnpeaeiaeMas
KaK CHW)XXCHHME MHMHEPAJIBbHOM KOCTHOM IIJIOTHOCTH
10 OTHOUIEHUIO K O’)KUJAEMOMY YPOBHIO MHHEpaIU3a-
WY TS TUT0J]A WITH TPYIHOTO peOeHKa COTIOCTaBUMBIX
MacCO-pOCOBBIX MMOKa3aTeIe Ui reCTaluOHHOTO BO3-
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pacTta B coueTaHWM C OMOXMMHUYECKUMU W/WIIH PEHT-
TEHOJIOTHYECKUMHU HM3MEHEHUSAMU. OTH HU3MEHEHHUs
OOBIYHO BKJIIOYAIOT TUNodocdaTeMuto, yBeTHUCHHE
III® u BTOpUYHBINA T'UIEpPHAPATHPEO3, KOTOPBIE MO-
TYT CONPOBOXKIATHCS PAXUTHIYHBIMUA W3MEHEHHUSIMH 1/
WJIM CITOHTaHHBIMA TIEPEIIOMaMH.

Metabonuueckas Oone3ns kocrerd (MBK) passu-
Baercs y 16-40% uenponomennsrx ¢ OHMT u OHMT,
yame Npy AJIUTEILHOM IapeHTEepaJIbHOM MUTaHHH,
1 TposiBiisieTcss B 6—16 Hemenp Mocie poXACHUS CHH-
JKEHHEM MAacChl U W3MEHEHHEeM apXHUTEKTYPHI KOCTH,
IIPH OCTEOMAJISIIMY 33 CYET CHIDKEHUS MUHEepaln3a-
U] KOCTH CTaHOBSTCS «MSTKUMI». XapaKTepHbIE U3-
MEHEHHs Ha pEHTTEHOIpaMMe TOSABIISIIOTCS MOCIE 3Ha-
YUTETFHOW MOTepH KOCTHOM MuHepanuzauud. MBK
MOJKET MIPOSIBIATHCS B BHJE HETPAaBMaTHUECKHUX IEpe-
JIOMOB ¥ B JTaJIbHEUIIIEM TIPUBOIUTH K HAPYIIICHUSIM PO-
cta u hopMupoBaHus KocTei [7, 8].

[enounass docdaraza (D) ¢duznonornyecku
YBEJIMYMBAETCS B TEUEHHE IEPBBIX HECKOJIBKHUX HE-
JIeTTb 1 UMEET IIJIaTo OKOJIO 5—6 Heenb, JaabHenIas
TEHIEHITNS K pocty U noseimerue (> 800 ME/n) cBu-
JIETENbCTBYET O PHUCKE OCTeoneHuu. YpoBeHb LD
HE KOppEIUpYyeT CO CTEHEHbIO JAEMUHEpPaIH3aLHHU.
Paxutnueckue n3MeHeHUs] MOXHO BUICTh M Ha Ooree
HU3KUX ypoBHsX (<600 ME / 11). ¥Yposens LL[D moxeT
OBITH OOMaHYMBO HU3KUM B YCIIOBHSIX Ne(umuTa MIHKa
WM TIPY BO3ACWCTBUHU TIIFOKOKOPTHKOWIIOB M HE JOJN-
JKeH OBITh €JMHCTBEHHBIM ITOKa3aTeNleM JJIsi CKPUHHH-
ra ocreoneHud. CrnenupUIHOCTD ymy4InaeTcs, Koraa
[I[® ucnonb3yeTcst B coueTanuu ¢ ypoBaeM ocdopa.
[®> 900 ME / n u cumwxkenue ¢pochopa B CHIBOPOT-
ke kpoBu <5,6 mr / mi (<1,8 mmomns / m) umeetr 100%
YyBCTBUTENBHOCTH U 70% crienupuaHOCTh. ANTOPATM
JUATHOCTHKH U JICYCHHUS OCTEONEHUH HETOHOIICHHBIX
MpeAcTaBieH B TabauLe 2.

YV HEOHOILIEHHBIX AETEW TP JUIUTEIBHON Tepanuu
dypocemuioM (HarpuMep, ¢ XPOHHYECKUMH 3a00J1e-
BaHMSIMH JIeTKHX) B maroreHeze MBK wmrpator poms
JeQUUUT KaIbLUs M METa0OoJINYeCKHe W3MEHEHUs,
CBSI3aHHBIC C BTOPUYHBIM THIIEPIIAPATHPEO30M. Y ITHX
HOBOPOX/IECHHBIX mMOBbIIeHHe maparropmona (I1TT)
MPUBOIUT K moTepe docdara ¢ Mouoil u runodocda-
teMud. IloBbimieHHbId ypoBeHb IITT BI30BET NOBBI-
[IeHUEe YPOBHS KAJIbLHMS B TUIa3Me 33 CUET yBEITUICHHUS
KOCTHOHM pe30pOIui M YBEIHUYEHHs ITOYEYHON W KH-
IeyHoi abcopbunm xanenus. Takum oOpa3zoM, H30Iu-
POBaHHBII YPOBEHb KaJIbIH B IJIa3Me HE MOXKET OBITh
MapkepoM prucka MBK, Heo0XoauMO KOHTPOJIUPOBAThH
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macca npu poxageHunm <1500
'B<28 Hepenb
Mrr>4 Hepenb

deHobapbuTan, PeHNTONH)

CkpuHur B 4—6 Hepenb (Ca, P, LD, akckpeumst chocgopa ¢ movor nnu KP®)

HeBo3MOoXHO AOCTMYb MOMTHOTO 3HTeparibHOro NuTaHus ¢ gobasneHvem doptudukatopa MM
MpuMeHeHWe HapyLUaoLWKUX MUHEPaNM3aLMio KOCTM NpenapaToB (KopTUKoCcTepouabl, ypoCEMUL, METUMKCAHTUHBI, FENapuH,

MakcumanbHas 0.2 MKr/kr/cyT

BoamoxHbl foobenenosanus (peHTreHopadums, napatropmoH, 25 (OH) But[)

JleyeHne — makcMmarnbHO NepeHocMMas SHTepasnbHas Unu napeHTepanbHas AoTauus.
Mpwn HenepeHocumocTw, MM 1 nobiweHun MNTHE>100nr/Mn HasHayYeHWe kanbuuTpuona, ctaptoeasi Ao3a 0.05 mkr/kr/cyT,

MonuTopuHr kaxaple 1-2 Hegenu (Ca, P, LLI®, akckpeuuns doccdopa ¢ movoit unm KP®, MTI)
MonuTopuHr akckpeuun Ca ¢ moyon (Ca/kpeaTuHuH) npy Tepanuu Ca unv KanbuuTpronom

Tabnuua 3. PexomennosaxHoe notpednenue Ca, P v ButamuHa [l

UcTouHukm Kanbuwuit + (mr/kr/cyT)

®ocdcop ++ (Mr/kr/cyT) Butamuu [ +++ (ME/geHb)

JHTepanbHble NOTPeObHOCTH

Atkinson and Tsang 2005 [9] 150-200
Rigo and Senterre 2007 [10] 100-160
ESPGAN 2010 [11] 120-140
Abrams 2013 [12] 150-220
MapeHTepanbHbIe NOTpeGHOCTH

Pereira-da-Silva 2011 [13] 75

ASPEN 2004 [14] 40-80 (1-2 mmonb/Kr)

ESPGHAN 2005 [15] 52-100 (1,3-3 mmonb/kr)

70-120 200-1000
60-90 800-1000
60-90 800-1000

75-140 200400

44 -

31-62 (1-2 mmonb/Kr) -

31-71 (1-2,3 mmonb/Kr) 0,8 mr/kr (32 ME/kr)

+ onsi nepecyeTa B MMornb pa3genutb Ha 40
++ Ona nepecyeTa B MMOIb pasgenuTb Ha 32
+++ Ana nepecyeTa B Mr pasgenuTb Ha 40

ypoBeHb (hocdopa. B momomHEeHHE K CHIBOPOTOTHBIM
ypoBHAM KamnbIws, pocdopa u 11D mone3nsim Moxer
OBITH TaK)KE U3MEPEHNE CyTOYHOU dKCKperun Gocdo-
pa ¥ KaJblHs WU OIIEHKA KaHAJbIICBOW peadcopOrmu
¢dochara (KPD), xotopast BBIYHCISETCS M3 COOTHO-
mreHus: pocdopa M KpeaTHHHHA B CBIBOPOTKE U MOYE,
TTOJIYICHHBIX B OMHO U TO ke BpeMsa. KPD = docdop
Mour/Pochop CHIBOPOTKH X KpPEaTHHUH CHIBOPOTKH/
KpEaTHHUH MOYH.

[pu noramuu npemnaparos Ca u P uHauBUAyaIbHAS
peaxmus MOXeT OBITh pa3HOU B 3aBHCUMOCTH OT COCTO-
SIHUSL, OCHOBHOM naTojioruu, pH coaepkKumMoro Kuiiey-
HHKa, adcopOIMu 1 TollepaHTHOCTH no0aBku. Docdar

KaJIUsl [l BHYTPHBEHHOTO BBEICHUS TIPH BBEICHHUU
SHTEPAIIFHO B BUJIE PACTBOPA MOXKET OBITH ONTHUMAJb-
HOH (opMoii muIEeBBIX 100aBoK pocdopa BeaencTBHE
HETIEPEHOCHUMOCTH JPYTHX JOCTYIHBIX (ochaTHbIX
coieid. Y pnerei, monmyyarommx KanuicOeperaromiue
JINYPETUKH, HEOOXOANMO TIIATENBHO CIIEIUTh 33 H3Me-
HEHUSIMH JJICKTPOJINTHOTO OajlaHca IpH TOTIOTHNTEIb-
HOH Harpy3Ke HaTpHeM U KaiueM B pactBopax. [Ipena-
paThl KJIBIHS MOTYT ObITh Ha3HAUEHBI IIPH BTOPHYHOM
TUIeprapaTupeo3e U HU3KOM KaHaJIbIEBOH peabcopO-
uu Gocdopa.

MitageHupl, JOCTUTIINE MMOJHOro oobeMa DIl cMe-
CBIO JUTSI HEIOHOLICHHBIX WM TPYIHBIM MOJIOKOM, 000-
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rameHHsM (HOpTUHUKATOPOM, TOCTHTAIOT ONITHMAIIb-
HOTO ypOBHS HOTpedneHus — npumepHo 180-220 mr/
kr/nenp kKanpimsa ¥ 100-130 mr/xr/mens ¢ocdopa,
n3 kotopeix 60% xameius u 80% docdopa mox-
BEpraroTcsl BCaChlBaHMIO W ycBaumBaroTcsa. Hecmorps
Ha Takoe XOpolllee YCBOSHHE, HEKOTOPHEIE JIETH MOTYT
pasBuBath MBK, 0COOCHHO MpH TSKEIOH OCHOBHOM
MATOJIOTHUH, M MOTYT HYXXJAaThbCsS B MHHEPAIBHBIX J0-
OaBkax KanbIust 1 / wim docdopa (Tabmuma 3).

[locne wHawama kypca MUHEpPaJIbHBIX J00ABOK
WA JpPYroro JieYeHUs] HEOOXOAMM WHAWBUAYaTU3U-
POBaHHBI MOHUTOPHUHI C Y4E€TOM TEPareBTUYCCKUX
1esieii, OCHOBHOTO JEe(PHUITUTa U CHEIUPUICCKOTO JIe-
uenns. [ mereit ¢ runodocdaremueit noramus doc-
¢opa perynupyercsi 10 AOCTHKEHHUS 1IEJIEBOTO 3Haye-
Hus pocdopa B ceiBopoTKe™> 5,5 Mr / a1 (1,8 MMons/).
Jns nereit, mojyvarolmyx KajiblUi WIA KaJbLUUTPUO,
nenb B Hopmanusauuu yposHs IITI, MoHuTOpUHT rU-
MepKaJIbINypyur, HOpManu3amus YpoBHSA (ocdopa
B KPOBH, CHIDKEHHUE dKCKperun (hochopa ¢ MOUOiA.

Kannauveckuii npumep

JleBouka A ot Marepu 23 jieT, ot 1-if GepeMeHHOCTH
JIBOIHEM, NMPOTEKaBIIEH C yrpo30i Ha BCEM IPOTSIKE-
HuH, ponsl 1 Ha 31 Hepene. 1 w3 aBoitan, 1540/40 cm
5/6 mo Amrap, COCTOSHHUE TSDKENOoe, KPHK ClaObid,
CPAP 2 cyr. 2-it pebeHOK U3 JBOWHHU ymMep B HEOHa-
TansHOM nepuone (npuurHa HOK, cencuc). Knunuka
HOK, yacTuHO# KHIIIEYHON HETIPOXOIUMOCTH C POXK-
JIEHUs1 — 110 30HIY NPHMECh KeI4u M ciausu. B Bo3-
pacte 11 CyTOK yXyAllIEHHUE COCTOSIHUSI B CBSI3U C all-
HO3 — nepeBeneHa Ha NCPAP o 15 cyrtok, mo 3oHay
JKeN4b, 3aTeM »JHTEpajbHOE KOPMJICHHE B 00ObeMe
2-20 mn ycBauBaia. B 26 cyTok — yxXyniieHue — peru-
mmB HOK, magenne cepaeunon nestenpHOCTH — MBJI
mo 29 cyrtok. 3areM 3KcTyOMpoBaHA, Ha4aTo «TPodu-
yeckoe nurtanue» (mo 1,5-2 mu/1 xopmienue). B Bo3-
pacte 49 cytok peuunuB HOK, oreku. PentreHokon-
TPAaCTHOE HCCIEA0BaHNE OPIOIIHOM MOMOCTH — Maccax
KOHTpPAcTa OTCPOYECHHO MOITY4€eH, TaHHbIX 332 aHOMAJIUU
XKKT ne BersBeno. C 55 cyt magaro DIl ¢ pacimmpenn-
eM Harpy3k# 1o 15 mu, Ha 61 cytok — penman HOK,
KpoBb B cTyne, TpomOorutel 78* 10 ~3/mki. [lo OAK
OTpeneNnsucs JEHKOLUTO3 CO CABUTOM BIIEBO, CHUXKE-
HUE TeMOIIOOMHA, KOppeKius reMorpancdysueit Ne3.
C 13 cyTok omnpenensiics CHHAPOM XoJiecTa3a ¢ Hapac-
TaaneM (mo 108 o6, 55 mpsimoii), k 1 MecsIy Xu3-
HH TIOBBIIIEHHE YPOBHS TPaHCaMUHA3 C HAapacTaHUEM
10 68 HOopM. C 62 CyTOK M3MEHEH peXHM BBEICHHSA
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JKUPOBOW IMYIBCHH W CHIDKeHa fo3a — 1-1,5 r/kr/cy-
TOK B IPEPHIBUCTOM PEKUME Uepe3 JIeHb, 3aMEHA UH-
Tpanunuaa Ha CMO®nunuy, yBenuueHa a03a KUPO-
pacTBOpUMBIX BUTaMuHOB 10 10 mutr Butamunuaa. [TLP
kposu Ha BIII" 1,2, [IMB, ToKcomIa3mMa oTpHuIaTeIbHo.
B moceBe kposu B 64 cytok poct Candida parapsilosis.
Pentrenonornyeckast kapTuHa MHEBMOHMU ¢ 11 cyTok
1o 36 cytok o Y3U 6e3 BeIpaxkeHHO# matonoruu. [Ipo-
BOJMJIACH AHTHOAKTepHallbHAsl Tepanusi BAHKOMHIIVH,
MEpOHEM, METPOHHU/Ia30]1, 3UBOKC, THEHAM, aMUKAI[IH,
Ta30IMH, HETWIMHINH, SPUTPOMHUIIMH, aMOKCHKIIAB,
TeHTaMUIIVH, CyJbliepa3oH. [[poTuBoMHUKOTHYECKAS Te-
pamust qudmrokan. [Ipovast Tepanus: a3ukce, Uepykai,
HO-IIINIA, KOHTPUKaI, 3aHTak, nuroduasud, DMOJIT
No3, menrarmoOun Ne6, BUTATUIINA, COMYBUT, IbKap,
[IIII, ypcodanpk, scrrymu3aH, JTHHEKC, MAHKPEATHH,
oudumym, MotunuyM, ¢rnamuH, KoauctuH. Ha 2 me-
csiTie KU3HU peOeHKa OBLT B3AT aHAIN3 MOYH Ha Opra-
HUYECKHE KUCIIOTHI — MOBBILIEHA KOHIEHTpaluus 2-TH-
JIPOKCHHU300yTHpaTa, 2-TUAPOKCUU30BAICPUAHOBOM
KUCIIOTHI, 3-TUAPOKCUOyTHpaTa, 4-THIPOKCH(CHIUITIIAK-
Tara, 4-runpoxcudeHmmupyBara, N-alleTHITHPO3HHA,
(hymMapoBOW KHCJIOTHI, JlaKTara, METHIMAJIOHOBOH
KUCJIOTBI, YTO OBUIO PacLEHEHO KaK BEpOATHAs MHUTO-
xoHApuansHas natonorus. Ilpu uccnemoBanuun TMC
KpPOBH JIaHHBIX 32 HACJIEACTBEHHbIE aMUHOAIMIOTIaTHH,
OpraHMYecKHe auaypud U Ae(eKTsl MUTOXOHIPUAITh-
HOTO OeTa-OKUCIIEHSI HE BBISBICHO.

Ha 72 cytku xu3HH cocTosHUE peOeHKa OcCTaBa-
JOCh TSDKENBIM 33 CYeT HMHQEKIHMOHHOTO TOKCHKO-
3a, uHTONepanTHocTH Oll, neduumra M Tenma — Bec
2520 (+980 ot poxaeHHs), CHHApPOMA YTHETEHHUA,
CHH/IpOMa XoJjiecTa3za. AmnmeTrut cHmkeH. Kopmmics
W3 COCKM MO 5 MJI HyTPWJIOH MENTH racTpo. Peb6EéHok
cpenHero (OM3MYECKOTO Pa3BUTHA, HEIOCTATOYHOTO
MUTaHMs, MPABUIBHOTO TenocioxkeHus. KoxHble mo-
KpPOBBI MKTEPHUYHBIE C CEPO-3€J€HBIM OTTEHKOM, BBI-
pakeH MepUopaNbHBIA M NepUOPOUTANTBHBIN [MAHO3,
akporano3, MpamopHocTh. Otexo HeT. IIDKK pas-
BHTA HEIOCTAaTOYHO, pacipeaesieHa paBHOMepHoO. Typ-
rop He cHWkeH. Koctr deperna msarkue. JKUBOT B3IyT,
JOCTYIIEH MaNblallid BO BCEX OTHAENAaX, MSTKUH, Oe3-
6onesunennnpiit. llepucransruka aktuBHas. lleueHn
+2 cM BBICTyMaeT u3-moj pebepHoii ayru. Cene3€Hka
+1,5 cm. CTyn TEeMHO-KENITO-3€JICHBII CO CIIM3BI0, 3710-
BOHHBIM, OJHOKPATHO 3a CyTKU CO CTUMYJsuuei. Mo-
YHUTCS CBOOOIHO, CAMOCTOATENBHO, MOYA HACKIILIEHHAS
xenTad. JluHamMuka OMOXMMHMYECKHX IOKa3aTreneit
npezcTaBiieHa B Tabnuie 4.
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BpeMms B3ATUA aHanu3a (CyTKM OT Hayana ne4vyeHus)
Moka3aTenb Hopma
29 73 78 91 99 115
ANT 133 140 118 122 60 89 0-40 ep/n
ACT 533 262 132 154 105 63 0-40 en/n
T - 496 257 154 113 0-64 en/n
O6wwuin 6enok 38,6 49,6 37,3 46 48 51,3 64-86 r/n
AnbGymnH - - 23 29 31,3 - 35-50 r/n
MpeanbbyMuH - - 0,05 0,08 0,13 0,08-0,4 r/n
Bununpy6 o6y 108 119,2 112,6 71,1 53,9 427 1,3-20,5 mkmonb/n
Mpsimon 55 84,5 77,2 61,5 38,8 26,3 1,5-7 mkmonb/n
C-PB - 45,1 3,5 59,7 17 0,7 0,1-8,2 mr/n
Tabnuua 5. [uHamuka Groxummeckyx nokasareneit kposw y GorbHoit A (nposonxeHue)

lMoka3aTenb 73 cyT 78 cyT 91 cyT 99 cyT 115 cyT Hopma
Lo 881 642 1471 1475 En/n
docdop 0,99 1,02 0,8 1,71 0,74—1,52 mmonb/n
Kanbuuin obwui 2,24 1,97 1,93 2,37 2,25 2,0—2,7 mmons/n

[To Y3U OpromnHoi MOIOCTH MPU3HAKH CIUIEHOME-
ranuy 0e3 N3MEHEHUH 3XOCTPYKTYphl IAPEHXUMBI, pe-
AKTHBHBIM IAHKPEATHUT, YTONIIEHUS CTEHOK JKEITYHOTO
ITy3BIpsi, XOJIECTa3.

JleBouka mosydasia MUTaHUE B TpouueckoM 00b-
eMe CMEChIo anbdape ¢ MOCTENEHHBIM PacIIipeHUEM
obwema. I[lomywama Tepamuio: IPOTHBOMHKPOOHYIO:
BUIMMHUKCUH B/B, CENEKTHBHAs JEKOHTAMHMHALWS
KHIIEYHUKAa — METPOHHUAA30] Per 0S, HPOTUBOMHKO-
TUYECKasi Tepamus — MHKaMUH B/B, MH(Y3HOHHYIO:
Mekcuoin, kapuutul, Butamut B, C, KKb, napente-
pambHOe muTanue (amMuHOBeH-MH(anT, CM®dnunun,
BUTAJIMIH]), TEMaTONPOTEKTOPHYIO: ypcodaiabK, HH-
TaIAIAOHHYI0: Oeponyan, OyneHwut. bpura momyuena
MOJIOKUTENbHASL AMHAMHKA 33 CUET PACLIMPEHUS SHTe-
panbHOI Harpy3ku. KOHTponbHbIE TOCEBBI KPOBU — OT-
punarensublie, [P repnec-rpynmna, OakTepuanbHbIE
u rpubkoBbie Al — orpunatensuble. Ha 81 cyTku xu3-
HU Hapocjia OTE€YHOCTh MPAaBOM HUKHEW KOHEUHOCTH,

BOCITaUTENbHBIC sBIeHUS. [lo manaeiM Rg, v peberka
UMENA MECTO PaxXHTONOMOOHBIE M3MEHEHHS TpyOda-
THIX KOCTEH, HeJIb3sl OBUIO MCKIIIOYHTh TeMaTOTeHHBIN
OCTEOMUEIUT, MOAHAIKOCTHUYHBIH MEPeNIoM MpaBoM
OeZpEHHON KOCTH, PEHTTEHOJIOTHYECKas KapTUHA
HE MO3BOJISIJIA UCKITIOUUTH TSHKEIOTO PaXHTOINOI00HO-
ro 3abojeBaHHsA, TIOCIE JO00OCIEeAOBaHUS M3MEHEHHS
pacIeHeHBI KaK TsDKelask OCTEONeHUs HeTOHOIIEHHBIX
Ha (oHe paxuTa U Aeduuuta docdopa. Aunamuxa
OMOXMMMYECKHX TMOKa3aTeliel mpecTaBlIcHa B Ta0Iu-
ue 5.

[IpoBenena uvactuuyHas cmeHa a/0 Tepamuu (3u-
BOKC + MEpOHEM). YBenndeHa HHQPY3HsI SIICKTPOITUTOB,
MapeHTepaabHas JOTAlUs — BATAMHHOTEpAIHs, Hadar
npueMm anbpakanpuumona. Ha 89 cytku Obuto orme-
YEHO pe3Koe YXYIIIEHUE COCTOSHHUS 3a c4eT O0JIEBOTO
CUH/IpOMa (TaxWITHO)?, Mape3 KUIIEYHHKA), OTEIHOCTH
JIeBOTO Oe/pa, pEHTTeHOJIOTMIECKH — MATOJIOTHYECKUH
TIepeNIoM JICBOW OEIpEeHHON KOCTH B CpemHel TpeTH
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0e3 cMereHus. XupyproM ObLTO HAIOKEHO JIHKOTIIA-
cropHoe BeITsDKeHHE 1o Illeme. Amamprerukm, BBJI
PS/CPAP uepes HazoTpaxeabHy0 TPYOKy ¢ 8991 cy-
TOK B CBSI3U C KJIMHHUKOW OOJEBOTO IIOKA MPOAOIIKE-
Ha Tepamusi: MPOTUBOMUKPOOHAsi (MEpOHEM, 3HBOKC,
(IryKOHAa3011 B/B, BAHKOMUIIMH PEr 0S), IPOTHBOTEMOP-
parndeckas (Bukacon 1%, tpancdysus C3I1), mapen-
TepanbHOe THTaHue (amuHOBeH-MH(paHT, CMODm-
MU C BUTAIUIHUAOM), CHMITOMAaTHYeCKasl Teparus.
K 93 cytkam oTmedyeHa cTaOWiIM3allii COCTOSIHHS.
[MponomkeHo BCcKapMIIMBaHUE CMECHIO allbdape ¢ Ha-
palMBaHueM o0beMa.

Annhape OblTa BEIOpaHa Kak CMECh C JJOCTAaTOUHBIM
(2,1 r/100m1) comepxaHreM THAPOIUIUPOBAHHOTO CHI-
BOPOTOYHOTO O€JIKa, YTO CHHKAET BPeMSs HAXOXKICHHS
cMmecH B xkenyake, yckopseT naccax mno XKKT. YKupo-
BO# KoMmmoHeHT anb(dape npexacrasieH Ha 50% CIT,
KOTOpPBIE TOJBEPraloTCsl BCACHIBAHUIO B KHUINCYHHKE
0e3 ywacThs KETYHBIX KHCJIOT W TPaHCIOPTHPYIOT-
Csl U3 JHTEPOIINTA 10 CUCTEMEe BOPOTHOI BEHBI B HE-
n3MeHeHHOM Buzae. Cmech anbgape Oes3nakTo3Has,
YIJICBOAHBIH KOMIIOHEHT TPEICTAaBICH B OCHOBHOM
MaJIbTOJJEKCTPHHOM, TEpeHoCcHyIcs Xopomro. B kaue-
ctBe poTaruu Gocdopa pedeHOK MoTydalt IepopabHO
urepodocdar KanabIus, MPOJODKEH IIpHeM aab(ha-
KanpInona. MHTakTHEIM maparropmoH 58,6 mr/mul,
TTT 1,26 MmeME/mn (0,55-6,70), T4 cB 17,6 ntMonb/n
(9,4-30,0).

B nanpneitmem nocne pacmupenus oobema D11 mo-
BEZICHA MTOCTETIEHHAs 3aMeHa CMECH Ha JKUIKUH CHMH-
JmaKk ocobast 3a00Ta, KOTOPBIH CONEPKUT MAaKCHMAallh-
Hoe KonudecTBO Oenka (2,67 r Ha 100 mu), pocdopa
(70 mr/100mi1) u xanbiums (130 mr/100 mit) B eauHUIE
o0bema. [To gaHHBIM KOIIPOJIOTHH, ¥ peOeHKa OTMeUa-
Jach yMepeHHas ctearopesi (KHUp HEHTpaJdbHBINA eIu-
HUYHBIHN, COJIM KUPHBIX KUCIOT, SMUTEIHNA [IHIHHIPH-
YEeCKUH, IIIOCKUI eUHIYHBIC B T1/3, )KUPHBIE KACIOTHI
B OOJIBIIIOM KOIWYECTBE, CIU3b B HEOOIBIIOM KOJIHYE-
cTBe, JielikonuThl B 11/3p 0-1-3). Bl Ha3HAYeH KpeoH
u3 pacyera 1000 en/kr/cyT. YIieBOAHBIH KOMIIOHEHT
(50% maKkTO3BI) XOPOIIIO YCBAUBAJICS, KITMHUKHU JIAKTa3-
HOW HEJOCTAaTOYHOCTH He OBLIO.

[IpoBeneno neuenme: IIpormBoMHKpOOHas Tepa-
MUs: BUJIMMUKCHH B/B, METPOHHUIA30J per 0s, MUKa-
MUH, (UIyKOHA30J1 B/B, 3MBOKC+MEPOHEM, CYJIbIIePa30H,
BAaHKOMHUIIMH per os. HQy3uoHHasi Tepamusi: MEKCH-
noi, kapuutun, Butamun B, C, KKb, napenrepanbnoe
nuTanue (aMuHOBeH-uHGpaHT, conyBut, CMO®munuy,
BUTAJMNHUL), TenapuH, smokpuH, C3I1. Wxramamuon-
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Hasi: 6eposmyan, Oynenut. Comykopred 3 mr/kr, Kopred,
anb(hakaIbIuaoN, TmIepodochaT KanbIus, MpUMa-
nodmyc.

K 4 mecsmam xu3Hu pebeHka Ha (OHE MPOBOJIH-
MOTO JIedeHHsI THPEKIMOHHBIN Mpolecc KyIMUpOBaH.
ATIMETUT XOpOIIni, KOPMUTCS B 00bemMe 60—70 mir X
8 p/m, B Bece mpubaisut. [lociie KymupoBaHUs MPo-
sBiaeHnid HOK, Hauana sHTepalbHOTrO NMHUTAHUS, Ha-
3HAUEHHs YPCOJE30KCUXOJIEBOW KHUCIOTHI XOJIECTa3
paspemuics, HOPMAM30BAINCh YPOBHH OHIUPY-
6una, AJIT, ACT. KynupoBana anemusi (Hapacra-
HUE ypoBHS reMoniiobonna ¢ 75 no 112 r/n Ha ¢one
Tepanmuy TperapaTaMu Kejie3a, SIOKPUHOM, J10CTa-
TOUuHOH notamuu Oenka). [Ipomsomnura koHcommma-
sl mepesiomMa, MOBBIIEHHE ypoBHA ¢ocdopa, co-
xpansierca BbIcOKHW ypoBeHb L[®D. JIBurarenpHas
aKTHUBHOCTh JOCTaTOYHasi, Ha OCMOTp pearupyer
JIBUTATEIbHLIM U SMOIIMOHAILHLEIM OECIIOKOMCTBOM.
PeO&HOK acTeHHMYEeCKOro TEeJIOCIOXKEeHHs, HeIoCTa-
TOYHOTO muTaHusA. KoxkHble TOKPOBHI OJ€THO-PO30-
BBIE Ha CMYyDJIOM (pOHE, TEePHOPOUTATBHBIN ITUAHO3.
IDKK pa3BuTa HEZOCTATOUYHO, pacHpeicicHa paB-
HOMepHO. JKMBOT MOAB3AYT, AOCTYNEH Malblaluu
BO BCEX OTAeJIaX, MIArKuM, 0e3001e3HeHHBIN. Ile-
pucranpTuka akTuBHas. lledeHp +3 cM BbBICTyHaer
u3-non pedepuoit nyru. Ceneszénka +0,5 cm. Cryn
CEPO->KENTHIA WM KEITHIH C KOMOYKAMH, 32 CYTKH
1 pa3 camocTosTenbHBIA. MoYa cBeTias, Iuype3 J10-
cTrarouHbli. Brimucana B Bo3pacte 4 mecsia 3 maHS
¢ BecoM 3150 (+630 3a 1,5 mecsama).

Knunuueckuii ouaenosz: OcHoBHOM: HexpoTmsupy-
IO 3HTEpOKOIUT 2b.

Ocnoxuenusi: CHHAPOM X0JI€CTa3a, IUTOIU3. XoJe-
IUCTUT. berakoBo-3HepreTHyecKas HeJOCTAaTOYHOCTb.

CormryrcTByromuii: THBa3UBHBINA KaHIUA03 (KaHIH-
nmemus Candida parapsilosis). OcTeorneHrs cMenaHHo-
ro rere3a. [laronorunueckuil mepenomM JieBoil OenpeH-
HOW KocTW. [emaroreHHbBIi OCTEOMUENUT nuadusa
npaBoil OeapeHHON KocT. TpaH3uTOpHAs HaAMOYed-
HUKOBas HEJOCTAaTOYHOCTh. IlepuHaTtanbHOe mopaxe-
Hre [JTHC rumokcudecku-HImeMHUIecKoro reHesa, CHH-
JIpOM BEreTaTUBHBIX HapyweHud. HemnoHoleHHOCTh
31 "enena. 1 U3 ABOMHMU.

Pexomenpaumnu: Kopmuts cmech Cemunak He-
omyp (6emox 1,9 /100 mu1, dochop 46 mr/100m,
kanbiui 78 mr/100 mur) mo 70-80 mi x 8 pas. Jlo6aB-
1ath poptudukarop I'M OMS8S5 (0,2 T Genok / 15 mr
kanbIwii / 9 Mr pocdop) mo 1 carmre B kaxmoe Kopmite-
Hue 6—8 pas/cyTtku (6enok — 3,54 r/kr/cyT, dpochop —
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100-108 wmr/kr/cyt, kampumii — 170-183 mr/kr/cyt).  docdopa, mpeacTaBiseT onacHOCTh H30bITKA KBNS,
Ypcodanbk, (onuesas KuciaoTa, BUTaMuH E, xopred  KOTOpBI, B CBOIO Oo4Yepelb, MOBBIIIAET PUCK KaMHEO-
CO CHIKEHHEM U MOCTIeaYyIOIel OTMEHOMH, IEBOKApHU-  Opa3oBaHMsI B IOYKAX M )KETYHOM Ty3bIpe. OTCyTCTBHE
THH, KpeoH, anbpakanpuunoin, npumanoduiayc. Kon-  mapeHTepanbHbIX ipenaparoB ¢hocdopa ais HOBOPOXK-
Tposb Y3U OpromIHOl MOMOCTH M JKETYHOTO My3bIpS,  JEHHBIX 3HAUYUTENHHO 3aTpyJHSET 3aJa4d HEeOHAaTo-
KOHTPOJTb KJIMHUYECKOTO W OMOXMMHUYECKOTO aHajiM3a  JIOTOB 1O BBIXQ)KWBAHHWIO HEJOHOIICHHBIX HOBOPOXK-
KPOBHU. JEHHBIX Ha IJUTEIbHOM IMapeHTEPATbHOM IUTAHHU.

Oocyxnenue. /[murenpaoe ynopHoe TeueHrne HOK [l sHTEpaibHOr0 BOCIONHEHHS MOTPeOHOCTEH (hoc-
C PaHHUM/BHYTPUYTPOOHBIM HayaJioM, THOENb OAHOTO  (opa ObLIM HCIONB30BaHbI mHnepodocdar KambIys,
pebenka u3 aBoiiHu or HOK, cemncuca ceugerensctBy-  anbdakaipuuaon U GopTadukaTop rpyJHOr0 MOJIOKA.
€T O TSKEJIOM TEUCHHH HEKPOTU3UPYIOIIEr0 YIHTEPOKO- 3akiarouenune. TakuMm 00pazoM, HEOOXOAMMOCTH
JUTa B HEOHATANLHOM Tiepuone. Bo3MoxkHO, B TakoM  jyuTenbHOro I1I1 y HeMOHOMEHHBIX HOBOPOXKICHHBIX
ciydae TpeboBanach Oojee UIMTENbHAs SHTEpajibHas  HamOosee 4yacTo 00yCIIOBIEHO pa3BUTHEM HEKPOTHYE-
nay3a Ha HadaJbHBIX 3Tamax. HeoOX0OMMO NMOMHHUTBH  CKOTO SHTEPOKOIHTA. TSKECTh Pa3BUBAIOLIETOCS XO-
0 TOM, YTO IPU PHTEPATBHON Iay3e HEBO3MOXKHO Ha-  JiecTasa B JIAHHOHM CHUTyalllu YCYryOnsieTcsl Te4eHHEeM
3HaUCHHE JIOOBIX MEepPOpajbHBIX mpemapaToB. HazHa-  cemTudeckoro mporecca M HEBO3MOXHOCTBHIO €cTe-
YEHUE aHTUCEKPETOPHBIX MTPENapaToB HEMOHOMIEHHBIM ~ CTBEHHOW CTHUMYJISIIIMH KETUCOTACTCHUS TIOCPEICTBOM

HOBOPOXKJIEHHBIM SIBIISIETCA OUCKyTabenbHBIM Bompo- Ol Xomectas BEI3BIBaET MOBPEKICHHUS TEMATOIMTOB
COM, TIPH TIOAABIICHHH JKETYJOYHON CEKPEINH BO3MOXK- € HapylIeHUEeM UX (YHKIWU, BKIIOUasi CHIDKEHUE Oell-
HO noBblieHue pucka HOK. KOBOCHHTETUYECKON U CHU)KEHUE YPOBHS (pUOpHHOTE-

Xonecra3 y peGeHKa pa3BHICSA KaK OCIOKHEHHE  HA, N3MEHEHHWE aMUHOKHCIIOTHOTO COCTaBa CHIBOPOTKH
HOK, nonnoro mapentepansHoro nutanus. [locme  kpoBm m apyrue HapymeHws. OIHAKO MOCIE H3JIede-
pa3BUTHUSA XoJecTa3a OBl M3MEHEH pekuM HazHadue-  Hus oT HOK u Boccranosnenus OI1 xonecTa3 momHo-
HUS )KAPOBBIX OMYJIbCUUHN (CHUXKEHHE J03bL 10 1-2 T/ cThIO paszpemaercs U (pyHKUNHU rernaTrouuToB HOpMaJi-
KI' 4yepe3 ACHb), (PEKOMEHAYETCSl yBEJIWYUTh A0Ta-  3yHOTCA.

LU0 BHYTPUBEHHBIX >XHPOPACTBOPUMBIX BHUTaMHU- Octeonienust (MeTtabonmyeckast 0o0Je3Hb KOCTEH)
HOB (BUTAJHMIHI), IEIeCO00pa3HO MPOBECTH 3aMEHY  HEJIOHOIICHHBIX B BWJIEC CHIDKCHHS MUHEpATU3aIH
TPaJUIIMOHHOM KUPOBOM SMYIBCHUH Ha COJIEpPKAILYI0  KOCTEW M MHOTJA CIIOHTAHHBIX MEPEIOMOB Pa3BUBAET-
pu16uii xxup (CMO®nunum), B cOOTBETCTBHM € peko- ¢ y aereid OHMT u SHMT, ocobeHHo ¢ TpymHOCTS-
MEHALUsIMH Ul TPO(UIAKTUKY U YITydIIEHUs Tede- MM SHTEpajbHOTo BCKapMmiuBaHus. s npodunakTu-
Hus xoncrasa mpu I111). KU | JIeYeHUs TpeOyeTcs noTanust Kanpuus, hocdopa

CBHIETENECTBOM BTOPUYHOIO XapakTepa XonecTa- W BUTaMuHa /| 1o KOHTpOJIEeM YpOBHS Kalblus, (Hoc-
3a ABJSIETCS €70 pa3pelleHne o Mepe Bei3nopoBieHus  ¢opa, LD, IITI" B chiBOpoTKE KPOBH M 3KCKPELIUU
pebenka or HOK u B0300HOBICHHS SHTEPAIbHOTO M-  Kalblus U hocdopa ¢ MOUOii.

TaHus. B man obcnenoBanus pebeHKa ¢ XOJIECTa30M HaunOonpmme 3aTpynHeHHMS TpH  HEBO3MOXKHO-
U LUTOIM30M OBUIM BKIIIOUEHB! IMArHOCTHYECKHME  CTH mpoBeaeHHss DIl BO3HMKAIOT U3-3a OTCYTCTBHS
MeTonbsl OOHapyXeHus MeTaboindeckux HapyumeHuil B Poccuiickoii @enepamnyu mpenaparoB Ajsl MapeHTe-
C HEOHaTaJbHBIM XoJlecTa3oM. B xoxe oOcienoBaHus — panbHOTO BBeZeHHs docdopa aersm | roga >KuU3HU.
BBISIBJICHO IMOJO3PEHUE Ha MUTOXOHJpHaNbHYI0 mMa-  [nmmepodocdar Hatpus U docdar Kamms SBISIOTCS
TOJIOTHIO, OJJHAKO aHaJu3 B3SAT Ha BBICOTE XonecTa3a, d¢¢exkTuBHEIMUA s AoTarmu (ochopa u Oezomac-

IpU MOJHOM MNAapeHTEPaJbHOM IIMTAaHUM U BHYTPU-  HBIMH, KaK IOKa3bIBa€T MHUPOBas HEOHATaJbHAs MPAK-
BEHHOM BBEJICHUM AMHUHOKHCIIOT, TIOBTOPHBIN aHalIW3  THKa. B Hactosmee BpeMs EBporneickuM KOMHTETOM
HE NIOATBEPAUI IIOAO3PEHHUS. no murtanuto ESPGHAN paspabarbiBaeTcst HOBBIH

Henocrarounas mortanus BuTamuHa J[, Xxoimectas,  IIPOTOKOJI NMHUTAHMS HETOHOIICHHBIX, KOTOPBIA MPEmy-
HEBO3MO)KHOCTh OJHTEpPAJbHOTO YCBOGHHSA NHUTAHHSA, CMaTpUBAaeT MMApEHTEPANbHYIO JOTAruio 1-2 MMOIb/
JUIMTENTbHOE TapeHTepaibHOe MUTaHue Oe3 jobamie-  Kr/CyT Kanblus U Gocdopa HeJOHOIICHHBIM HOBOPOXK-
Hus (hochopa BBI3BAIO Yy JEBOYKH PAa3BUTHE OCTEO-  ACHHBIM C NIEPBOH HEJENH KU3HHM, YTO JIeaeT mpooiie-
MIEHUH, OCIIOKHEHHOH CIIOHTaHHBIM TepernoMoM. [lo- My nedwuimra npemnaparos nmapeHtepaisHoro pocdopa
Talusl KajblMsg, HE COIMPOBOXKAAMOIIAsACS AoTanueid B Poccum 0COOCHHO OCTPOH.
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Pe3rome

B HayuHOM 0030pe 4UMTaTeNIo MpeICcTaBIeHbl AaH-
HBIE O COUETAHUH aTPE3UH C TEHETUIECKUMH 3a00JIeBa-
HUSIMH, KOTOpPBIE JOJDKHBI OOCYKAAThCS B 00s13aTeIb-
HOM TIOPAJAKE 10 XUPYPrudcCKOro BMCHIATCIILCTBA,
YTOOBI MMPABUWIIBHO PACTIOPAIUTHCS JabHEHIIEH Cyab-
0ol manMeHTa ¢ aTpe3uei MUIIeBo/a.

Knroueenole cnoea: ampes3us nuu;e@oda, codvemaH-
Hble aHomaluu, ceHemuvecKue 3abone8aHusl

Beenenne

CoueTaHHble aHOMAJUM PA3BUTHs Y HOBOPOXKACH-
HBIX C arpe3uedl MUILEBOAa BCTPEYAIOTCS C YaCTOTOM
1o 60% [1-7]. B ocHOBe BO3HMKHOBEHHS COYETAHHBIX
AHOMAJIUH JIEKUT NATOJIOTMYECKUI MEXaHU3M JIETICHUS
NepefHel KHUIIKM Ha BEHTPAJIBHO PACIIOIIOKECHHYIO
Tpaxew U JAOP3aJbHO Pa3MEIICHHBIN NUIeBoA. ToMb-
ko y 6—10% mnainueHToB 3a00JieBaHHE HOCHT I€HETH-
yeckyto npupoay [8—11]. [Ipoucxoxknenrne aHoMaIuu
y octaBmmxcst 90% OOIBHBIX NMeeT HEeU3BECTHBIN Xa-
pakrep [12, 13].

Bce pasnooOpasue KiaMHHYECKHX (GOpPM aTpe3uu
MUILEBOAA MOKHO pa3eiNuTh HA JIBE OCHOBHBIC TPYII-
nel [14-16]:

1. N3onupoBanHbIe HOPMBI aHOMAJIHH.

2. Couerannpie GopMbI 3a00eBaHus (PUCYHOK 1;

Tadauna 1).

Cpenn mocieaHuX HEOOXOMUMO BBIAEIUTH TI'eHe-
TH4ecKue (OopMBI, OOYCIIOBIICHHBIE XPOMOCOMHOMN
WJIM MOHOTEHHOW MPHUPOION, U cropanudeckue (op-
Mbl. BHyTpH criopamudeckux (opM arpe3ud MHIle-
BOJIa BBIJIEJISAIOT COMYTCTBYIOIINE BPOXKIEHHBIE TIOPO-

70

Abstract

The scientific review presents the data related
to the combination of atresia with genetic disorders
that must be discussed before the surgery to make
a correct decision on the fate of the patient with
esophageal atresia.

Key words: esophageal atresia, combined ab-
normalities, genetic disorders

KM Pa3BUTHUS, KOTOPHIC HOCST XapaKTep MOHOIOPOKA
NN MOI‘y’I' aCCOHI/II/IpOBaTBCH 158 O6p330BI>IBaTI> KOM-
TJICKCHI aHOMauni, Takue Kak cuHAapombl VACTERL,
Goldenhar u Martinez-Frias.

OpHako 1eNTh HAYYHOTO 0030pa COCTOMT B OIHCA-
HUU TCHETUYECKUX (OPM aTpe3uH MHIIEBOAA, K U3JI0-
JKECHHIO KOTOPBIX MBI IEPEXOIUM HETIOCPEIACTBEHHO.

MoHoreHHbIe 3200/1€eBaHuS,
CONMPOBOKAAIOIINECS aTpe3uell MUIeBoaa

Cunopom @eitnzonvoa

Cunpapom Deitaronpaa (Feingold), ere n3BecTHbIH
KaK OKYJIO-AUTUTO-330(hareaabHO-Ay0/IeHAIbHBII CHH-
npom (ODED cuaapom), siBisieTcs KpaitHe peIKuM 3a-
OoyieBaHrEM, XapaKTEPU3YIOIUMCS MUKpoledaInei,
MalnbIMH pa3MepaMu Teja U OOJBIIMM KOJIHMYECTBOM
aHOMaJIMi KUIIEYHMKAa M TaibleB. Pa3nuuaior asa
noATuna cuHapoma: FS1 — nHaumbGonee mnonnas op-
ma; FS2 — HemonHas ¢opma, XapakTepU3yrOIIascs
OTCYTCTBHEM aTpe3Wil KUIICYHHKA B CBOEM COCTaBe.
DEeHOTHII CHHIpPOMA XapaKTepU3yeTCs accolanuen
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ATpesusa nuwesoaa

A

[ MU3onmposaHHble popmbl

4' CoueTaHHble

\
[ FeHeTUYecKne dopmbl

A

3aboneBaHuA ]

\

Cnopaguueckue popmbl ]

)

[ MoHoreHHbI NOPoK ] [Xpomocomuaﬂ auomanvm] [Accou,uau,uﬂ anomanuﬁ] [ EAWHWUYHbIE aHOMANUK ]

A A

/ A

( Feingold cunapom 1 Tpucomua 13,18 u 21
CHARGE accoumnauus DiGeorge cuHgpom
AEG cuHapom Opitz G cuHapom
Pallister-Hall cungpom Oeneuma 13q
Opitz G cuHgpom Leneuma 17q
Fanconi anemus Deneuua 16q24
VACTERL+rnapouedanus

7

\

VACTERL BNC
Goldenhar cuHgpom AHOManum ckenerta
Martinez-Frias cungpom Mopoku nouek
Apyrue nopoku XKKT
AHOManNUM nerkmx

7 \ 7

Puc. 1. Knacoudvkaus KnmHu4eckux opM aTpesuyt nLLEBOAA B 3aBUCUMOCTM OT COYETaHHBIX aHOMAMMIA PasBUTUs

MPU3HAKOB: MHUKpoueQanus pa3HOW CTENEeHH BbIpa-
JKEHHOCTH, TIYOOKO pPacrojOKEHHbIE KpbUIbs HOCA,
aHOMaJINH YITHBIX PAKOBUH, MUKPOTHATHS, aHOMAIIH
PYK U HOT, a TakXe aTpe3us MUIIEeBO/Ia U IBEHA/IIATH-
MEePCTHON KUIIIKH.

AHOManMu KHCTEH PyK HpOSBIAIOTCS B BHIE Je-
¢dopmanuu crudareneil cperHero nanbla U KIMHOJAK-
THJIMH BTOPOTO MaJIblla, 0TMEYAETCSI TAK)KE TUIIOTLIA3US
cpennelt dananru (Opaxumesodaianrus) u ciaadbo pas-
BUTHIE OOJIBINNE MATBIBI (THIOILIA3HS OOIBIIOTO Mab-
11a). AHOMAJIUM CTYIHEH MPOSIBISIOTCSA B CHHAAKTHINH
2-3-ro u 4-5-ro maneneB. ['acTpouMHTECTHHAIBHBIE
aHOMaJIM{ BCTPEYAIOTCS Y KaKIOT0 BTOPOro peOCHKa.

Tounass pacnpocTpaHeHHOCTh cuHjapoma Deitn-
TOJIbJ]a TOCTOBEPHO HEW3BECTHA. JTOT CHHIPOM BBI-
3p1BafoT MyTaruu B reie MYCN [17, 18]. OdeBugHo,
yto MYCN-reH nponuceiBaeT HHPOPMALIUIO IS BbI-
paboTku Oenka, KOTOpBIH UrpaeT BaXXHYIO pojb B (hop-
MHUPOBAaHUM TKaHEH U OPTaHOB BO BpeMsi SMOPHOHAIIb-
Horo pa3Butus. MccnenoBanust y >KUBOTHBIX ITOKa3aly,
YTO 3TOT OeJTOK HEOOXOINM JIJIs1 HOPMAJIbHOTO Pa3BUTHSA
KOHEYHOCTEH, cepalla, oueK, HEPBHOM CUCTEMBbI, IH-

IeBapUTENbHON cucTteMbl u Jerkux. MY CN-nipoTens
pETYIHpPYET JAeSTeNbHOCTh APYTHX TEHOB, OYIy4YH CBS-
3aHHBIM C ompeneneHnHbiMu obnactamu JIHK. Ha oc-
HOBE ITOTO CBOWCTBa OEOK SBISETCS TPaHCKPHIIIIN-
OHHBIM (DPaKTOPOM.

Myranuu B reHe MY CN, KOTOpbI€ BBI3BIBAIOT CHH-
apom DeifHronpaa, CrocoOCTBYIOT (HOPMHUPOBAHHIO
OJTHOW KOTIHMHU T'€Ha B KaXJOW KIIETKE JJIsi BhIPAOOTKHU
moboro ¢gyuknuonaasHoro MY CN-ipotenna. B pe-
3yJIBTaTe€ TOJBKO MOJOBMHA HOPMAaJbHOTO KOJIMYECTBA
9TOro OejKa AOCTYIHA, YTOOBI YIIPABIATH AEATEIBHO-
CTBIO OIPEICTICHHBIX T'€HOB BO BpeMsSl SMOpHOHAIb-
Horo pa3BuTHsA. OgHAKO MOAPOOHBIN MEXaHU3M 3TOTO
Iporecca J10 KOHIIa HEU3BECTEH.

Hetu ¢ cungpomoM DeiHTONIBAA YaCTO POXKIAIOT-
Cs C BPOXKJICHHOHM KHUIIIEYHON HENMPOXOAUMOCTBIO, BbI-
3BAaHHOM aTpe3ueil pa3IUYHBIX CETMEHTOB KHILIEUHOU
TpyOku. B GoibIIMHCTBE CilydaeB aTrpe3us BO3HHKAET
B BEPXHHMX CEIMEHTaxX MHILIEBApPUTENIHHOTO TpPaKTa —
B THIIEBOAe (arpe3us NHINEBOAA) WM JIBEHAAIA-
THTIEPCTHOW KHIMKE (aTpe3us ABEHAAIMATHIICPCTHOU
KHIIKK). ATpe3ns MUIIEBO/Ia Y OOIBHBIX C CHHIPOMOM

[
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Ta6nu|.|a 1. TeHetnyeckue CUHLPOMBI, XPOMOCOMHbIE aHOMaIuu 1 acCoLmaLm, BKNKOYaLLMe aTpesnio N1LLEeBoaa U TpaxeonuiLeBoaHY0 Q)VICTyJ'Iy

MOHOIEHHbIE 3ABOJIEBAHUA

MecTo
3aboneBaHue leH pacnonoxenus OedekTbl
CuHgpom Feingold MYCN 2p24.1 ATpesns KULLIEYHUKA, HU3KWIA POCT, aHOManmmn KOHe4YHOCTEN
Cungpom CHARGE CHD7 8q12 Kono6oma, BpoxXaeHHbIE MOPOKY cepaLia, aTpesusi XoaH, 3agepkka
NCUXOMOTOPHOIO M (OU3NYECKOTO Pa3BUTUS, TMMNONasuvs NnomoBbIX
OopraHoB, aHOMasnuu yLLIHbIX PaKoBWH
CuHgpom AEG SOX2 3926.3-927 AHOManuu rnas — aHogTanbMusi, Konoboma, aTpesnm KULLIEYHMKa,
aHoMarnumu yLIHbIX PpakoBUWH, rorionpo3aHuedanus
CuHgpom Pallister-Hall GLI3 7p13 [Mnotanammyeckasi ramaptoma, nonu- U CUHAAKTUNNS, aTpe3uns
aHyca, yABOEHNE HaaropTaHHUKa, rMnonuTyuTapusm
Cunapom Opitz G MID1 Xp22 vneptenopuam, napuHrotTpaxeoasodareanbHas pacilienuHa,
rmnocnagmust u aTpesnm KULLeYHuKa
AHemuns Fanconi FANCA 16924.3 'Mnonnasmsa KOCTHOrO Mo3ra Y NaHUUTONEHUS, OCTPbIA MUENONOHbLIN
NENKo3, HapyLUEeHWs NUTMEHTaLMMN KOXKN
CuHapom FANCC, 9g22.3 (V) = N03BOHOYHbIE aHOManuu;
VACTERL+hydrocephalus | FANCD1, 13912.3 (A) = aHanbHas aTpesus;
FANCD2, 3p25.3 (C) = cepaeuHble gedekTbl;
FANCG, 9p13 (T) = TpaxeonuLLEBOAHBIV CBULL;
FANCB Xp22.31 (E) = aTpesuns nuwieBoa;
(R) = noyeyHble aHOManuu;
(L) = aHOManuu KoHeYHoCTEN;
+ (hydrocephalus) = rugpouedanus
XPOMOCOMHbIE AHOMAUU
MecTo
Sl pacnonoxeHus Aecbexr
Tpucomus (cuHgpom JayHa, Xpomocombl 13, | PasanuyHble 6onblume aHoManumn passuTus, CONpoBOXAALLMECS
cuHgpom lMaTay, cuHapom 18, 21 3a4epPXXKOM YMCTBEHHOMO PasBUTUS, aTPe3un KULeYHnKa
OpBapaca) 1 xapakTepHble eHOTUMbI
CwuHpgpom DiGeorge TBX1 22q11.2 BpoxaeHHble NOpPoKkK cepaua, rmnepTenopuaMm, paclienmHa Heba
(cvHapom pgeneumnn 22911) 1 BepxHeW rybbl, runocnaguvsi, cpeavHHble AedeKTb
CuHagpom geneumn 13q — ZIC2 13922 MukpodTanbmus, runeptenopmam, 3agepxka pocta, CpeAnHHble
cuHapom Op6ennu AedeKTbl U KLIeYHble aTpesun
CuHgpom geneummn 17q — RARa 17921.3-g24.2 3apepkka yMCTBEHHOTO pas3BuUTHst, NMULIEBON AN3MOPEN3M,
cuHapom Cmut-MareHuc NOG rMnonnasus nuua, UHTECTUHanbHbIE aTpPe3nK, 3KCTPOUsi MOYEBOIO
TBX4 ny3blpsi
CuHgpom 16q24 FOXF1 16924.1 B3agepxka pasBuTusi, TPOMBOLMTONEHNS, aHOManuu nuua
CuHgpom Opitz-Kaveggia FGS 1-5 ? 3agepxka pasBuTUS, MblLLIEYHAs MMNOTOHWS, aTpe3ns aHyca
ACCOLIMALIUN AHOMATIU
MecTo
leH pacnonoxeHus AedexTt

VACTERL accoumnauus

CwuHppom Goldenhar

CwuHpgpom Martinez-Frias

(V) = N03BOHOYHbIE aHOManuu;
(A) = aHanbHas aTpesus;

(C) = cepaeyHble gedekTbl;

(T) = TpaxeonuMLLEBOAHBIV CBULL;
(E) = aTpesusa nuwesoaa;

(R) = noyeyHble aHomanwuu;

(L) = aHOManumn koHe4HoCcTeN

HenonHoe pa3sBuTue yxa, Hoca, MArkoro HéGa, rybbl 1 HUXHEN
YErCTM Ha OfHOI CTOPOHE Terna, AepMouabl Ha Tene

Accoumaunsi BHene4eHOHYHoM hopMbl aTpe3nm XenyeBbIBOASALLMX
nyTe|7| narpes3nn ﬂBeHa,D,LlaTI/II'IepCTHOVI KULLIKKX, rmnonnasmm
I'IO,D,)KeJ'Iy,EI,O‘-iHOﬁ xXenesbl U ManbpoTaunun KULLIEeYHUKa
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Oeitaronpaa Berpedaetcs B 30—40% ciydaeB 3a0ome- y pa3HBIX YICHOB CEMbH CYIIECTBEHHO BapbHPYIOT.
BaHus. CoIyTCTBYIOLIME aHOMAJIMK, MaJeHbKUH pocT B mocnenHee BpeMsi OOe3Hb CBS3BIBAIOT C MyTallusi-

1 MHKpoIledanrs He BIUSIOT Ha 3aKuBJIeHHe aHacto- MU reHa CHD7, koaupyroiero XpoMomaoMeH-coaep-

MO3a IIMIIEBOAA. skanquii JJHK-cBsi3piBaronuii 0€0K ¢ TeIHKa3HOH aK-

TUBHOCTHIO [19, 20]. Canuraercs, 4To TaKue IPOTCHHBI

Cunopom CHARGE unu cunopom Xonna- YYacTBYIOT B paHHEM SMOpHOTEHEe3e, Perylupys dKC-
Xummnepa TIPECCUIO TEHOB.

00 accommaumi CHARGE ctamo wu3BecTHO OTMeuaeTcsi CXOACTBO MEXKAY AacCOLMalUIMU

B 1981 r, korna Ha ocHoBaHuM aHanu3a npenmectsy- CHARGE u VACTERL no crektpy mOpokoB pa3Bu-
IOLIel TUTepaTypsl ObUIO OTMEUEHO HEOOBIYHO YacToe  THS — 00€ acCOIMalii MHOTIA MOTYT OBITh BhIpaKe-
coyeTaHue Mex 1y coboli koooomel riasa (Coloboma),  HHEM OIHHUX U TeX ke Ae(EKTOB pa3BUTHS OPraHHU3Ma.
nopokoB cepaua (Heart disease), arpe3nu xoaH (Atresia OTHoOIlIeHHe JETCKOTO Xupypra K OOJBHBIM
choane), 3anepxku ¢usndeckoro u ncuxomoropHoro ¢ CHARGE cunapoMom 3akitoyaercsi B 3HAaHHU CIIEK-
pasButus (Retarded growth and development), runmo-  Tpa COMyTCTBYIOIIMX aHOMAJIWH, KOTOpbIe MOTYT IIO-
Tu1a3uu nostoBbIX opranos (Genital hypoplasia), aHomMa-  BIMATH Ha TEYCHHE IOCIICONEPAIOHHOTO IEpUOa,
JMH YIIHBIX pakoBUH w/miu TyxoTel (Ear anomalies/ B OCHOBHOM TOPOKOB pa3BUTHsSI cepliia U HOCOBBIX
deafness). Takum oOpa3zom 00pa3oBajiCsi aKPOHUM, CO-  XOZOB. J[pyrux 0coOEHHOCTEH OpraHu3Ma y 3TUX Ma-

CTOSIILUM U3 IepBbIX OYKB COOTBETCTBYIOIMX aHDIUI-  IIMEHTOB OOBIYHO HE cymiecTByeT. B mrobom ciyuae,
CKUX TEpMHHOB, U Ha3BaHue — acconnanust CHARGE,  momuuupyromeit manbpopmarueid sBisieTcss arpesus
MIPOYHO 3aKPENUBIIEECS B IUTEPATYPE. MUINEBOJIa, KOTOpas HYXJIAeTcsi B IEPBOOUYEPEIHOM

B Hacrosimiee BpeMs 3aperuCTpHpOBAHO JOCTa-  KOPPEKIHMH. PEKOHCTPYKIMS aTpe3un XO0aH MOXKEeT
TOYHO OOJIBIIOE KOJIMYECTBO CIIy4YaeB TAKOW accolMa-  ObITh BBIMOJHEHA depe3 1—2 Hemenu IOCje BBIIOJ-
IIUH, XOTS] MUHUMAJIbHbBIE THAarHOCTUYECKHE KPUTEPUN  HEHHs 330(harealbHOr0 aHaCcTOMO3a, KorJa peOeHOK
JI0 CUX IOp He pa3paboTaHbl U BONPOC O TPAKTOBKE  OyAeT HY>KAATbCA B CIIOHTAHHOM JBIXaHHH, KOTOPOE,
HETIONIHBIX (OPM OCTaeTCsl OTKPBITHIM. Acconuanys  €CTECTBEHHO, OyleT 3aTpyAHEHO H3-32 OOCTPYKIHH
CHARGE Bctpeuaercs gocratodHo 4dacto. Ilo gaH-  BepXHHUX ABIXaTENbHBIX MyTeil.

HeIM G. Enriquez, u3z 306 OonbHBIX ¢ aTpe3ueil xoaH

OTMEUEHBI COIYTCTBYIOIINE MOPOKU pa3BUTHs, B ToM  Cunopom AEG (cunopom SOX2-anogpmanvmus)
yrcine y 41 — mopoku cepana, a y 24 — konoOoMbl pa- ['MaBHBIMH OTJAMYUTENEHBIMH TTPH3HAKAMH CHHAPO-
JTYKKH. Ma SIBIISIIOTCSI aHOMAJINH TJ1a3 — MUKPODTaIbMU, aHO(-

ITaronorus yumiHbIX PakOBHH 3aKJIIOYACTCS B aHO-  TaJbMUS, TUIIOIUIA3Us 3pUTEILHOTO HEpBa, KolloOoMa.
MasusaxX (opMbl (BIUIOTH 10 aTPE3UH HAPYXKHOIO CiIy- Y YacTH MAalHeHTOB ONPENeNSIeTCs aTpe3us MUIIeBO-
XOBOTO IIPOX0Jia) U B IIIyXOT€ HEHPOCEHCOPHOTO TUMA.  [1a /WA M30JIMPOBAHHBIA TPaXEOMHIIEBOAHBIN CBHUII.
Y HEKOTOpBbIX OOJBHBIX OTMEYAIOT MUKPOTHATHUIO, a-  HaOmromaroTcsi aHOMaJIMU CTPOSHHS YITHBIX PaKOBHH,

pe3 JIMIEBOro HepBa, pacuieHbI TyObl U HEOA, aCUM-  MOPOKH PAa3BHTHS CEP/Iia, KPUIITOPXU3M, PACIIHPEHUE
METPHIO JINIA, KOJOOOMBI, MUKPO(TAIIbM, MOMYTHE-  OOKOBBIX KEIYIOYKOB TOJJIOBHOTO MO3Ta M TOJIOMIPO33H-
HUS pOTOBHIIBI, KATAPAKTY. nedanus.

VY mnanuentoB ¢ CHARGE cunapomom otmeua- AEG cunmpom 3arparusaet kaxmoro u3 250 000 pox-

I0TCSl HAapyIUICHHsI CTPOSHUS Mo3ra (apuHAHICans,  ACHHBIX JKUBbIMH jaerei. IlpuOmmsurensro 10-15%
pexe — runpornedaniis), KeayIToqYHO-KHIISYHOTO Tpak-  JroAei ¢ aHOPTaNbMHEH UMEIOT 3TO TeHETHYECKOe OT-
Ta (Jaire aTpe3us MUIIeBO/a, XOTs ecTh U HaOmoaeHns  kioHeHne. AEG cuHIpoM BO3HWKAeT B pe3yabTare My-
aTpe3nH MPSMON KHUIIKH W MHJIOPOCTeHO3a), mopokn  Tamuu B reHe SOX2 (3q26.33) — nannbie J. Que [21]
nmo4yek (OJHOCTOPOHHSS aruia3usi, moakoBooOpasHas — u K. Williamson [22]. DTOT ren npomnuckiBaeT uH(Gopma-
MOYKA U T. IT.). LU0 /ISl TOTO, YTOObI CHHTE3UPOBATh OCJIOK, KOTOPBIH

Otuonorus acconuanuu CHARGE nescna. Oxkoo  urpaer BayKHYIO pPOJib B (QOPMHUPOBAHUN MHOTHX Pa3iTid-
80% cny4aeB SIBISIIOTCS CIOPaAMYECKUMH. B TO kK€  HBIX TKaHEH M OPraHoB BO BpeMsi SMOPHUOHATIBHOTO pa3-
BpEMsI U3BECTEH PsiJi CEMEHHBIX CIIy4aeB, B KOTOpbIX  BUTHA. benok SOX2 perynupyeT A€ATENbHOCTb IPYTHX
T€ WU WHBIE TPU3HAKH NEePEeNaroTCs M3 TMOKOJICHHWS  T'€HOB, 0COOCHHO TEX, KOTOPhIC BAXKHBI JIJIsl HOPMAJIBHO-
B TIOKOJIEHHWE. BBIpakeHHOCTh M CHEKTp aHOMAaIWK  TO Pa3BUTHS IJia3.
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Myrtamum B rene SOX2 mpemnoTBpaIiaroT MPOou3-
BOJICTBO (PyHKIHOHANBHOTO Oenka SOX2. OTcyTcTBrE
3TOr0 O€llKa TPEMSATCTBYET NeATENFHOCTA TE€HOB, KO-
TOpBIE BaKHBI Ul Pa3sBUTUS Va3 M JIPYyTruX yacTei
Tena. HenmpaBuiibHOE pa3BUTHE STHX CTPYKTYD BBI3bI-
BaeT npusHaku cunapoma SOX2-anodpransmus. AEG
CHH/IPOM HACIIEAYEeTCs 10 ayTOCOMHO-JOMHUHAHTHOMY
THITY, 9TO O3HAYAeT, YTO OMHOW KOIMU M3MEHEHHOTO
TeHa B K&KJOU KJIETKE TOCTAaTOYHO, YTOOBI BHI3BATH 3a-
OosieBaHue. BOJBIIMHCTBO CllydaeB CHHAPOMA BO3HU-
KaeT U3 HOBBIX MyTanmii B reHe SOX2 U mpouCcXoauT
y moned 0e3 mpemuiectsyoomei ucropun AEG cun-
JIpoMa B UX CEMBbE.

Hetn ¢ AEG cuHIpOMOM OOBIYHO pPOXKIAFOTCS
0e3 ma3HbIX 050K (aHO(TANBEMUSL), XOTS Y HEKOTOPBIX
HOBOPOXKICHHBIX MMEIOTCSl MajlieHbKHE Tia3a (MUKpPO-
¢dranemust). TepMuH aHOPTATBMUS 4aCTO UCIONIB3YETCS
MOTMIEPEMEHHO ¢ MUKPOQTaIbMHUEH, TIOTOMY YTO Y Ia-
IIUEHTOB 0e3 BUAWMBIX TJAa3HBIX SOJIOK, KaK IpaBH-
JIO, CyIECTBYyeT HEOOINBIION OCTAaTOK IIa3HOH TKaHH
WM THUIOIUIa3UpOBaHHbIe TIa3Hble s0moku. [Tpobnemsr
C IMIa3aMH MOTYT BBI3BIBATh 3HAYUTEILHYIO IOTEPIO 3pe-
HUSI, TaK Kak 3a00J1eBaHUe OOBIYHO 3aTparuBacT 00a ra-
3a, XOTSI MOTYT CYIIIECTBOBaTh ACHMMETPHYHBIC (JOPMBI.

AHOManmMM HapyXHBIX TIOJIOBBIX OPTraHOB dYallle
BCTPEYAIOTCS Y MAIBYUKOB U BKIIFOYAFOT KPUTITOPXU3M
W MaJICHbKUH MONOBOH wiieH. B 3aBucumoctu ot cre-
MIEHH TSHKECTH aHOMAITUH, TIPOAOIIKUTEIILHOCTD KU3HH
MOXET OBITh HOpPMAIIbHOW, OJHAKO YacTh IMaIUCHTOB
yMHpaeT B TEPHOA HOBOPOXIeHHOCTH. Hexoropsie
aHOMAJIMH, TaKWe KaK IMOPOKU CepAla, MOTYT OBITh
yCTpaHEHbl XUPYpruyecKuM myreM. OJJHaKo Ha ceros-
HSIIHUM J€Hb HE CYLIECTBYET aJleKBaTHOTO JICUEHHS
TTOPOKOB TJ1a3 /11 BOCCTAHOBJICHUS 3PEHMUSL.

YacTh MalMeHTOB POXKAAETCS C HEMPOXOIUMOCTHIO
MUIIEBO/Ia — aTpe3neil, KOTopasi COMPOBOXKIAETCS Ha-
JUYAEM COOOIIEHUS MEXKIy NHIIEBOJOM U Tpaxeei.
[IporHo3 Teuyenusi 3a0o0jeBaHUsl y MALMEHTOB C IIO-
POKOM DPa3BHTHS MHIICBOJA 3aBUCHT OT COIYyTCTBYIO-
IIETO MOpaKeHUs HEPBHOU cucTeMbl. Y pereli ¢ AEG
CUHJIPOMOM TaKX€ BO3HHKATh MO3TOBbIC OTKJIIOHCHHUSI,
MEJIEHHBIH POCT, OTCPOYEHHOE Pa3BUTHE MOTOPHBIX
HAaBBHIKOB (TakHe Kak XoAp0a) U cepbe3Hble MPOOIeMbl
¢ o0y4eHueM.

Cunopom Pallister-Hall

YV GoNBIINHCTBA HOBOPOXKICHHBIX C ATHUM 3a0oire-
BaHMEM CYIIECTBYIOT AHOMAIHWU Pa3BUTHS TMAaJbIICB
KUCTEH M CTOM B BHJC MOMUJAKTHINM M CHHIAKTH-
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muu. J[pyruM OTIMYUTENEHBIM TIPU3HAKOM SIBISIETCS
raMaproma runoTtanamyca. ¥ MHOTHX AeTed HOBOOO-
pa3oBaHHE TOJIOBHOTO MO3ra HE BBI3BIBACT MpOOIEM
CO 3JI0POBBEM, OJTHAKO HEKOTOPBIC TUIIOTAIAMHICCKHE
ramMapToOMBbl MPHUBOAAT K TOPMOHAIBHBIM OTKJIOHEHH-
SIM, KOTOPBIE MOTYT OBITh OMTaCHBIMU JUIS XKHU3HH. O 110-
BBIIIEHHOM DPHCKE 3JI0KQYECTBEHHOI'O IEpPEepOKICHHS
raMapToM B JIUTEpaType He cooOmIaeTcs.

Hpyrue ocobennoctu cuniapoma Pallister-Hall 3a-
KIIIOYAIOTCST B HAIMYWMU AHOMAIIM HaJIropTaHHUKa
B BUJIEC €r0 pacIIeIUIeHus, aTpe3uH MUIIeBO/Ia 1 aHyca,
a TaK)Xe MOPOKOB Pa3BHUTHUS MOYEK.

Cungpom Pallister-Hall BrisBnsieTcst 04eHb pefKo,
W ero pacmpoCTpaHeHHOCTh HeusBecTHa. Pa3Butue
3a0oneBaHus BbI3bIBaeT MyTanuu B rene GLI3, xoto-
pBI OTBETCTBEHEH 3a CHHTE3 OeiKa, HeoOXOIMMOTO
JUTSE. HOPMaJbHOTO (HDOPMHUPOBaHMS MHOTHX OpPraHOB
Y TKaHeW 70 POXKICHHUS.

MyTtauuu, KOTopbie BbI3BIBAIOT cuHApoM Pallister-
Hall, xax mpaBuio, IpUBOAAT K MPOAYKIMHU Hempa-
BUJILHOM, KOpoTKOM Bepcuu Oenka GLI3 [23, 24]. B ot1-
Tugue oT HopMasibHOTO Oemka GLI3, koTophlii MOKeT
BKIIFOYHThH II€NIEBbI€ TEHBI, KOPOTKUH OEIOK MOXKEeT
TOJBKO TONABIATH LeNieBble TeHbl. VccrnemoBarenu
J0 CHX MOp paboTaroT Hal TeM, YTOOBl ONpPEAEIUTH,
KaK 9TH M3MEHEHHs B CTPYKType Oellka 3aTparuBaroT
pannee pasputue. Cunapom Pallister-Hall nacienyer-
s TI0 ayTOCOMHO-TOMUHAHTHOMY THITY.

Kak ormeueHO BbINIEe, raMapToMa TUIOTaIaMyca
MOKET NPUBOANTE K HAPYIIEHUSIM MO3TOBOH JIesSTEIb-
HOCTH, KOTOpbIe H3BeCTHHI Kak Epilepsy Gelastic. Tep-
muH Gelastic MPOUCXOMUT U3 rPeYeCcKOro ciosa gelos,
YTO 03HaYaeT cMeX. IHTepecHo, uTo 3a00eBaHme mpo-
SBIISIETCSI OOBIYHO CMEXOM, KOTOPBIM YacTO OTHCHIBA-
€TCs KaK «ITyCTOM» M HEe OYCHD MPHUSTHBIM.

[Tporxo3 3a001eBaHMsI 3aBUCUT OT MPOSIBIICHU CHH-
npoma. JleueHne paciieruieHusi HaAropTaHHUKa Yaile
BCEr0 CHMIITOMaTH4YecKoe. Tepamus SHIOKPUHHBIX
HapyIIEHUH 3aKIII0YaeTCs B HOPMAIM3alW{ KOHIICH-
Tparyy TOPMOHOB (KOPTH30J1a) B KPOBH, TaK Kak cama
ramMapTomMa He TMOJUIeKHUT PE3CeKINU W3-3a PHUCKA XH-
pyprudeckux ocioxkHeHu. Koppexkuus anoManuii
MaJIBIEB MOXKET OBITh IPEIPUHATA Ha H30UPATEIBHOM
OCHOBE Y 3aBHCHUT OT aHATOMHYECKUX BAPUAHTOB.

[IpucoennHenne aTpe3ny MUIIEBOAA W/ UITH aTPE3NN
aHyca MPeCTaBIsIeT CePhe3HYI0 MPOOIeMy IS Taln-
enToB ¢ cuaapomom Pallister-Hall. TIporno3 mis pe-
OcHKa ¢ 3TUM 3a00JIeBaHUEM OYIET ONPENeNsIThCS pe-
3yJlbTaTaMy IUTACTHKY MTUIIEBOA U aHyca.
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Takum 06p2130M, OTCYTCTBUC ONACHBIX HJIA XU3HH Yy HNanueHTOB MYIXKCKOIO II0JIa € THICPTCIOPU3MOM
COYETAHHBIX COCTOSHHI (B OCHOBHOM MaHI'MIIOIHNTY- 1 OAHUM M3 APYTUX NPU3HAKOB 3a00J1€BaHUS — JIapuH-
I/ITapI/I3M) ACJIacT IMPOrHOo3 1A MAIlUCHTOB C ane3I/Ieﬁ ro-Tpaxeo-330¢)areaanaﬂ pacuieiimia, arpe3us Mmuiic-

MUIIEBOIa OIarONPHUSITHBIM. BOJIa M aHajbHas arpe3us. UneHrudukanus MyTanuu
MID1 wmm genenmm 22q11.2 moaTBepaaeT AWMArHO3

Cunopom Opitz G u Opitz; BBB [26].
Cunapom Opitz G/BBB (OS) sBnserca reneru- s nedeHus 3Toro cuHApoMa TpeOyeTcs ydacTue
YECKUM CHHIPOMOM, MPOSBISIOMIAMCS aHOMAIUSAMH  MYJIBTUIUCIMILIMHAPHOW KOMaHBI, KOTOpasi JOJIKHA
CpelHEeW JMHUHU, KOTOpBIE BKIOYAIOT THIIEPTENO-  BKIKOYATh HEOHATAIBHOI'O XUPYPIa, YepPeIHO-TUIICBOTO

pHU3M, JTApUHTO-Tpaxeo-330(areajbHyl0 pacllelnHy,  XHpypra, opTaabMoora, meauarpa, ypoiora, Kapaiuo-
TUNOCHIAJUI0 U aTpe3uto kumedHuka. CyllecTByeT — JIora ¥ MEAMIMHCKOro reHeTuka. JleueHue mpeamnona-
JIBa KIIMHMYECKW HEPA3INYNMbIX T€HETUYECKHUX MOA-  TaeT XUPYPru4ecKue BMEIIaTelbCTBa, HalpaBICHHBIC
tuna Opitz G/BBB: cBs3anHbIli ¢ X-XpOMOCOMOM  Ha KOPPEKLHUIO aTpe3rH MUILEBOAA, aHAIBHON aTpe3uu
cuaapom Opitz G/BBB (XLOS) u ayTocOMHO-I0- ¥ JApUHIO-Tpaxeo-330¢arcalbHON pacileuHbL.
MuHaHTHBIH THn cuHapoMa Opitz G/BBB (ADOS). [IporHo3 BappUpyeTCs B 3aBUCHUMOCTH OT TSDKECTH
XLOS BeBan myrauusimMu B rene MID1 (Xp22), anHomanuii, KOTOpblE HMEIOTCS Y TAIMEHTOB C CHHJIPO-
KOIMPYIOIIEM CUHTe3 OeyikoB, oTBeTcTBeHHbIX MoM Opitz G/BBB. Koppekuus arpesum muiieBona
3a ¢opMmupoBaHue cpexHedl nuHMH Terna. OTHAKO W JapHHTO-Tpaxeo-330¢areaabHON pacIIeNnHbI HO3BO-
Yy HEKOTOPBIX MALUEHTOB C KIMHUYECKH TUArHOCTU-  JISIET YIYyYIIMTh COCTOSHHE TallMEHTOB, U JalbHelIIee
poBanHbIM XLOS He oOHapyXUBalOTCAd MyTaluH  pa3BUTHE peOeHKa MPOTeKaeT OJIaromnoiayvHo.

B MIDI, Ha OCHOBaHHUM YE€TO MOXKHO MPEATIONIOKUTS,

YTO ApPYTUe TeHbl MU MYTallud MOTYT OBITh BOBIe-  Anemus @aunxonu (Fanconi)

4yeHsl B 3TOT nporecc. ADOS, naubonee BeposATHO, Anemuss daHKOHM — 3TO KpallHE peaKoe Te-
BbI3BaH jenenmeit 22ql1.2 [25]. Curzmpom mpe-  HeTHYeckoe 3a00JeBaHUE, KOTOPOE BCTpeYaeTcs
JKII€ BCETO 3aTparuBacT HOBOPOXKAECHHBIX Myxkckoro y 1 u3 350000 HoBopoxxaeHHbIX [27]. Beicokas gacTo-
nona. Pacnpoctpanennocts XLOS Tuma konebieT- — Ta 3TOro 3a00sieBaHMs HAOMIONACTCS Y €BpEeB alllKeHa-
cs ot 1:50000 mo 1:100 000. PactipoctpaneHHocts 31 U xkurtened FOxuoi Adpukm.

ADOS neusBectHa. [lonararot, 4To 3TOT CUHAPOM — B ocHoBe anemuu ®DaHKOHU JIEKUT HACIIECTBEH-
yacTh cUHApoMa nenernuu 22q11.2, pacnpocTpaHeH-  Has 0Ooie3Hb, XapaKTepPHU3YIOMIascsd THUIIOILIa3nei
HOCTH KoTOpoTro coctasiser 1:4000. KOCTHOI'O MO3ra U nma"nnutoneHueid. Auemusa @aHkoHu

Opitz G u Opitz BBB (B Ha3BaHHAX HCIIOIB30Ba- B OONBIIMHCTBE CIy4aeB UMEET ayTOCOMHO-PELECCHB-
Hbl MHHMLHUAJBl NEPBOHAYAIBHO OINMCAHHBIX CEMEH)  HBIH THUI HACIEAOBAHUS. DTO O3HAYAET, UTO JIBE KOIIHH
ObUTH OITyONMKOBAaHbI KaK pa3iW4yHble (JEHOTHUIBI, HO,  TeHa (OJHa OT MaTepd W OJHa OT OTIa) HECyT B cede
KaK BIIOCIIEICTBUH OOHAPYKHJIOCH, OKAa3aJIUCh OMHUM  MyTanuu. [Ipu 3ToM BepOsSTHOCTH POXKICHUS OOIBHOTO
u tem ke cunapomom. s cunapoma Opitz G/BBB  pebenka y Takux poauteneit cocrasnseT 25%. B pen-
XapaKTepHbI JIULEBbIC Ne(PEKThI, BKIIOYAs BBIAAOMIMNA-  KHUX cliydasx aHemuss PaHKOHU nMeeT X-CLEeIUIeHHBIH
cs1 1100, THUIEPTENOpU3M, LIMPOKYIO MIEPEHOCHILY, pac-  PELECCHBHBIM THN HacienoBaHus. [Ipu 3ToM TONbKO
LIEJMHBI BEpXHel TyOrl 1 HEOA, a TaK)Ke THIOCIagUI0,  MarTh SIBIISETCSI HOCHTEIEM MYTAllMH, a BEPOSTHOCTH
KPUITOPXU3M U TMIIOIUIACTUYHYIO MOIIOHKY. Y 3Ha4M-  3a0ojeBaHHsA y CHIHOBEil coctaBmger 50%. Anemus
TEJIbHOW 4acTH MAlMEeHTOB BBIABISIETCS JIApUHIO-Tpa-  PaHKOHM BO3HMKAET IPU HalW4uH Aedekra B Kiacrte-
xeo-330(hareanpHas pacilelnHa, aTpe3us MUIIeBoAa  pe OenkoB, oTBewarommx 3a penapanuto JJHK. B pe-
U aHajbHAs aTpes3usl, CUHIAKTHINSA, BPOXKACHHBIE 110-  3ynbTare 3Toro B cpeaHeM K 30—40 rogam y O0mbHBIX
POKHM ceplilia, TAKUEe KaK CeNTalbHbIe Ne(EKThl, JIeBask  Pa3BUBACTCS HEOIUTACTHUYECKHUI Mpoliecc (Yalle BCero
abeppaHTHasl BepXHss MMoJiasi BEHA U OTKPBITBIM apTe-  ocTpas MUENIOWIHAsS JICHKeMHs1) U alutacTHYeCcKasl aHe-
pUaTBHBIA TPOTOK. BONBIIMHCTBO manueHToB cTpaga-  Mmusa. Ha ceromnst m3BectHo 13 renoB [28, 29], myTa-
0T 1e(DUIUTOM HHTEIJIEKTA CO CHIDKCHHEM BHUMAHHS,  IIMHM B KOTOPBIX BBI3BIBAIOT pa3BHTHE aHeMHun PDaHKo-
3aTpyOHEHHUSAMH B yuebe U HapyIICHUSIMH PEUH. nu: FANCA, FANCB, FANCC, FANCDI1, FANCD?2,

Cungpom Opitz G/BBB mmarnoctupyercst Ha oc-  FANCE, FANCF, FANCG, FANCI, FANCJ, FANCL,
HOBe oleHKU (eHoTHNAa W MOxeT ObITh 3amogo3peH  FANCM u FANCN. FANCB M0XHO cCUUTaTh HCKITIOUE-
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HUEM, TO €CTh KOIZla IIPOUCXOJUT MyTalllsd 3TOI0O IeHa,
TO OOJIe3Hb HE CUMTAETCSI AyTOCOMHO-PELECCUBHOM,
TaK Kak 3TOT I'eH HaxoauTcs Ha X-xpomocome. [Toato-
MY B JaHHOM ciIy4ae 3T0 Oyaer X-cueruieHHOe perec-
CHUBHOE HacienoBaHue. JlaboparopHylo AHArHOCTUKY
MIPOBOJIAT, HCCIEAYSI ITperapaTbl XpOMOCOM M3 TrMdo-
LIUTOB WM aMHHUOLMTOB, BBIPALIECHHBIX B IPUCYTCTBUU
MUDIIOKCUOYTaHa, — B KJIETKaX OOJHHOTO OOHAPYKUBA-
IOTCSI pa3phIBBI XPOMOCOM.

Oxono 60-75% mnanveHTOB UMEIT MHOXECTBEH-
HBIE BpOXKAEHHBIE NIeeKThl. OOBIYHO ATO pa3NuvHbIC
AHOMAaJIMU CTPOCHUS KOXKH, PYK, T'OJIOBBI, INIa3, ITOYEK,
yIel, HapyIIeHUs] MUTMEHTAMU KOXKH, a TaKXe OT-
KJIOHCHHS B Pa3BUTHH.

OnHUM W3 OCHOBHBIX METOIOB JICUECHHS TSDKEJIOH
arIacTUYeCKO aHeMUH OCTaeTcs Iepecanka KOCTHO-
r0 MO3ra OT JIOHOPOB, NoJ00paHHbIX Mo cucteme HLA
u MLC. HauGonee OmaronpusTHa TpaHCILIAHTALIUS
OT OZIHOAHNIEBBIX ONn3HENOB. B 3Tux cinywasx nHorga
yaaercsl TpaHCIUIaHTauusl 0e3 MpenBapuTeNbHON HM-
MYHOJETIPECCUH, 00s3aTeNIbHOI mepe] TpaHCIUIaHTa-
nyei koctHoro mosra. KocTHbIi MO3r 00bIMHO OepyT
y OparbeB Wiu cecTep OONBHOTO.

Y dgactu HOBOPOXAOCHHBIX € 3THUM CHUHAPOMOM
BCTpeyaeTrcs arpe3us mnumeBoga. OObIYHO XHUpPYp-
TMYECKOe BMEILIATEIbCTBO (AHACTOMO3 IHIIEBOJA)
HE CONPOBOXKAAETCS IMOSABICHUEM JOMOIHUTEIBHBIX
npobieM B TocieonepandoHHoM nepuoae CpenHss
MPOAOIKUTETHFHOCTD )KM3HH COCTaBIsAET oKoso 30 JerT.
Y MHOTMX Jro/ieil B KOHEYHOM UTOre aHeMusi @aHKOHU
NPUBOIUT K BO3HUKHOBEHHIO OCTPOTO MHEIOUIHOTO
neiiko3a. IlanmeHTrl, KOTOpeIM OblIa OCYIIECTBIICHA
yCHelHasi TpaHCIUIaHTalMsg KOCTHOTO MO3ra W OHHU
TaKuM 00pa3oM BBUICUMIIUCH OT 3a00JIeBaHUH KPOBH,
JIOJDKHBI PETYISIPHO 00CIeI0BaThCS U TPEIyTPeK-
JICHHS U CBOCBPEMEHHOIO BBISIBIICHHUS Pa3BUTHS PaKo-
BBIX 00pa30BaHUM.

Cunopom VACTERL+zuopouepanusn
(VACTERL+hydrocephalus)

Cama no cebe VACTERL — n3BecTHas acconnanus
BPOXIEHHBIX aHOMAJIMH Pa3BUTHSI, KOTOPast BKIIFOYAET:

(V) = MO3BOHOYHBIC aHOMAJIHH;

(A) = aHAJIBHYIO aTPE3UIO;

(C) = cepneunbie nepEKTHI;

(T) = TpaxeonuIIEBOIHBIN CBHIIL;

(E) = aTpe3uto numeBoa;

(R) = moueuHbIc aHOMAIHIH;

(L) = aHoMaJInu KOHEYHOCTEH.
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Okazanoch, YTO MalUEHTHl C TUMMYHBIMU IpU3HA-
kamu accormanuu VACTERL, nHo compoBoxnaromiu-
ecst ruapouedanuein (H), popMupyror reHeTniecku
u peroTunuyecku otinuHbiii o VACTERL cunapoma
MOPOK Pa3BUTHUA, KOTOPBI HOCUT UMSI CUHJIpOM bpu-
apna OBanca (Briard Evans) wmm VACTERL-H. 3tor
CUH/IPOM OOBIYHO HACIIEAYETCsI 10 ayTOCOMHO-perec-
CHUBHOMY THITY.

beulo  ompezeneHo, YTO TPUYMHON  OOJIE3HU
VACTERL-H sBnsiercsa myTanusi TeHa, pacroioKeH-
Horo B Jokyce PTEN [30]. Ilogo6HOE MecTomomoxe-
HUE MyTaIlluX 3aMedeHo Takxke rpu cuaapome Cowden
u cuagpoMe Bannayan Riley Ruvalcaba. TpeOyercs
JalbHEWIMK YITyONeHHBI aHalIu3 3TOro JIOKYyca,
YTOOBI ONPENEIUTh KOHKPETHBIN T'eH, OTBETCTBEHHBIN
3a Bo3HHKHOBeHHE cuHapomMa VACTERL-H.

VYV mnauuentoB ¢ cuHapomom VACTERL-H wacto
€CThb JBYCTOPOHHHME U CHUMMETPUYHBIC AHOMAJIHUH JIy-
YeBOM KOCTH B BHJIC aIUIa3uu, arTpe3us IMUILEBOMA
W aHajJbHas arpe3us, ruapouedanus, paciierieHue
BepxHel TyObl 1 HEOA, aHOMAJIMU YIIHBIX PaKOBHH.

OTHonoTHsA THApOIEealun IpeacTaBiIeHa CTe-
HO30M BOJOINPOBOJA MO3ra, HO MOXET BKIIOYaTh
U JpyTUe NPUYUHBI, HAIPUMEP aHOMAIUIO APHOJb-
na-Kuapu.

VACTERL c¢ ruapouedanueii — dYpe3BbIYAiHO
penKoe TEeHETHYEeCKOe OTKIOHEHHE, OTIMYAIOIIeecs
ot nipocroit accormmarui VACTERL, xotopas siBisier-
Csl CITy9aifHOW accolaIieid BpOXKICHHBIX 1e(DEeKTOB.

IIporno3 manuentoB ¢ cunapomoM VACTERL-H
HEYTEIIUTENICH H3-32 CEPhE3HOCTH aHOMAJIMM pa3-
BUTHSA. BBDKMBaeT TONBKO HEOOJbIIAs 4acTh HOBO-
poxneHHbIX. OMHAKO JKW3Hb BBEDKUBIITUX MIIACHIICB
YCHOXKHSETCS MOCIEICTBUSIMU MHOXECTBEHHBIX I10-
POKOB W CBsi3aHa C OTPAaHHYEHUEM HX (PUIUYECKUX
BO3MOXKHOCTEH. TakuMm 00pa3oM, MPOTHO3 IS KHU3-
HU TIAIMEHTOB C aTpe3ued MUIIEBONA, CTPaJArOIIIM
VACTERL-H, ocTaeTcs HeOIaronpusTHBIM, JaXKe He-
B3upas Ha d((OEKTUBHBIN aHACTOMO3 330(¢arcaIbHBIX
CErMEHTOB.

XpoMoCOMHBIE AHOMAJIMH, COMPOBOKIAIOLIHECS
aTpe3ueil NuIeBoaa

Tpucomuu 13, 18 u 21-it xpomocom

B HOpMe "enoBek WMeeT AMIIIONIHBINA HaOop Xpo-
MOCOM, TO €CThb B Ka)JOW KIIETKE CONEPKUTCS ABOM-
HOM KOMIUIEKT Kaxkaoit u3 23 xpomocom. Ho ects cu-
Tyall#, B KOTOPBIX KJIETKH COIEP)KAT aHOMAaTbHBIU,
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He KparHblii 46, HaOOp XpOMOCOM, YTO Ha3blBaeTCi  JI00, Cy)KEHHE IJIA3HOW IIEeNH, YMEHBLICHHE DPaccTo-
aHeymouauedl. OAMH W3 BapuUaHTOB AHEYIUIOMOUM  SHHUS MEXKAY IMa3aMu, MHUKpoQTaibMus U KoJoOoma,
MOXET BBIPAXAThCs B HAUINYMU 100ABOYHOM XpoMoco-  Ae(OopMUpOBaHHBIE YIIHBIE DPAaKOBUHBI, pacIlelnHa
MBI — TPEX BMECTO 2 XpOMOCOM Iaphl. DTO COCTOSHNE  BepxHeil TyObl u HEOa, momumaktwma. Y 80% HOBO-
Oyzet Ha3bIBaThCsl TpucoMueil. Hanbonee yacto y 4e-  pOXKIEHHBIX BCTPEYAIOTCS IOPOKH PA3BUTHUS CepALa:
JIOBEeKa BcTpeyaroTcst TpucoMuu 1o 21, 13 u 18-ii mape  medekThl MeXxOKeTyI0UYKOBOH M MEXIpPEACepAHON Te-
XpOMOCOM. ATpe3usl IUIIEBOJA MOXKET COIyTCTBOBAaTh  PETOPOJOK, TPAHCIO3UIMU MarkuCTPaJbHBIX COCYIOB.
IPAaKTHYECKU KaXA0M (opMe XpoMOCOMHON aHoMa-  HaOmiomaroTcst Takxe aTpesusi IMHUILEBOAA, (PHOPOKH-

JIMM, BCTpeYasich Yalle Ipu CHHApoMe DIBapca. CTO3HbIE M3MEHEHUs IMOKETYIOYHON jKee3bl, 100a-
Cunopom (bonesmv) [ayna — cunopom mpucomuyu  BOYHBIE CEIC3CHKH, oMdalolee.
21 — camas yactas gopMa XpOMOCOMHOMW TMaTONIOTHH BonbmmaCcTBO 60NMBHBIX ¢ cuHApOoMoM [laray ymm-

y genoBeka (1:750). Hurtorenernuecku cunapom /lay-  patoT B Bo3pacte A0 1 roma. AnmexkBaTHasi KOPPEKIHS
Ha TIPENCTaBIeH MpoCToil Tpucomuei (94% ciaydaeB), aHOMAIHMU Pa3BUTHS IHINEBOJAA BPSJI U CMOXET U3-
TPaHCIOKaIMOHHOW (opMoil (4%) uiau MO3auLU3MOM  MEHHTH 3TOT Mporuo3. [loatomy HE0OX0AMMO Pa3yMHO
(2% cnygaes). OLICHUBATH 11eJIECO00Pa3HOCTh HCKYCCTBEHHOTO ITOJI-
Jiss GONBHBIX XapaKTepHBI OKPYIVIOH (OPMBI To-  JiepKaHUs KHU3HU peOeHKa, KOTOPBII UMEeT MOPOK pas-
JI0BA C YIJIOMIEHHBIM 3aTBUIKOM, Y3KHi JI00, IMUPOKOE  BUTHS MUIEBoAa Ha (oHe Oonesnu [laray.
TUIOCKO€ JIUIO. TWITMYHBI AMHKAHT, 3aMaBiias CIIMHKa Cunopom D0eapoca — cunopom mpucomuu 18 —
HOCa, KOCOH (MOHTOJIOWIHBIN) pa3pe3 MIa3HbIX mmeneld,  Bcrpedaercs ¢ yactoroi 1:8000. IlpuyrHa BO3HUKHO-
naTHa bpymduibna (cBermible mATHa Ha pagyXke),  BeHHs 3a00JeBaHUS — HATMYUE TPEX XPOMOCOM BMECTO
TOJICTBIC TYOBI, YTOJIIEHHBIN SI3BIK C TIIyOOKMMH 00-  nByX B 18-if mape XpoMOCOMHOro Habopa dYeoBe-
po3/aMu, BBICTYNAIOIIMN W30 pTa, MaJE€HbKUE, OKPY- KA. YBEIMYEHHE KOJIMYECTBA XPOMOCOM ITPOUCXOIHT
0¥ ()OPMBI, HU3KO PACTIONOKEHHBIE YIIHbIE PAKOBH-  BCJICACTBUC HAPYIICHHUIA HA CAMBIX PAHHHX dTamax pas-
HBI CO CBUCAIOIUM 3aBUTKOM, HEJIOPA3BUTAsl BEPXHAS  BUTHSA wioaa. GakTopamul prUcKa MOSBICHUS CHHIPOMA
YeJ0CTh, BBICOKOE HEOO, HEMPaBWIbHBIN POCT 3y00B,  DaBapica sSBISIOTCSA HEOIaronpusTHAsK 3KOJIOrHYeCKast
KOPOTKas IIesl. o0cTaHOBKa, Opaku MEXAy pOACTBEHHUKAMH, Hall-
W3 nopokoB BHYTPEHHUX OPraHOB HauOoJee Xapak-  YMe HACIEJCTBCHHBIX 3a00JIEBAaHUH B TMPEIBIAYIINX
TEpHbI aHOMAJINU cepALa (Ae(DEKThl MEXOKETYJOUKOBOH  MTOKOJICHHUSAX POIUTENECH, MOKIIONH BO3PAcT MaTepH.
WIN MEXIIPEACEepAHONH Meperoponok, ¢pudposnacto3)  3aboieBaHHE MOKHO 3alOI03PHUTH JI0 POXKICHUS pe-
U OPraHOB IHIIEBApEHUs (ATpe3us JBEHAAUATUIIEpCT-  OeHKa HAa OCHOBAHWM OMOXMMHMYECKHX CIABHIOB KPOBH
HOMW KHIIKH, aTpe3ust NHieBona, 6one3ns [ upmmnpyH-  marepu (CHM)KEHHE YPOBHS XOPHOHHYECKOTO TOHAJI0-
ra). ATpe3usl NHILEBOAA BCTPEYACTCS CPeAd MAalueH-  TponuHa). [Ipy Hamuuuu APYrHX NMPU3HAKOB Haciell-
TOB ¢ Oose3nbpto Jlayna He vame, ueM B 10% ciiydaeB.  CTBEHHBIX HapylleHHH (Hampumep, o JaHHbM Y3U)
OCoOCHHOCTH T€UEHHUS OCIEONEePAllMOHHOTO [Ieproia  HeoOXOoaMMa KOHCYJIBTALUsT MEIMIIMHCKOTO TeHEeTHKa
orcyrcTBytoT. Cpenu OONIbHBIX ¢ cuHApoMoM JlayHa — IJis peLIeHus BOIIPOca O MPEpPhIBAHUK OEpeMEHHOCTH.
¢ OoJiee BBICOKOH 4acTOTOM, YeM B MOIYJSLUH, BCTpe- s MOATBEpKAEHHs AWarHo3a peliaioliee 3HaueHHe

Yal0TCs CIIydau JeHKeMUH U Tunotupeosa. [Iponowku-  uMmeeT uccinenoBanue XpoMOCOMHOTo Habopa (ompene-
TEJIbHOCTD JKU3HU NpHU CUHApoME JlayHa 3HAUUTENBHO  JIEHWE KapuoTwma). [lomomHuTensHbIe METObI 00ce-
HIDKE U COCTaBIIET B CpeHEM 36 JIET. JOBaHMs BKJIIOYAIOT YJIBTPAa3BYKOBOE HCCIIEIOBAHUE

Cunopom Ilamay — cunopom mpucomuu 13 —BCTpe-  cepAla ¥ BHYTPSHHHX OPTraHOB, KOMITBIOTEPHYIO TOMO-

gaerca ¢ gactotor 1:6000. imeroTcs 1Ba IUTOTEHETH-  Tpaduio TOJIOBHOTO MO3Ta, OCMOTP JETCKOTO XHPYpra,
YyecKux BapuaHrta cunapoma [laray: npocras Tpucomust ~ HeBposora u odraipmornora. Jluarno3 cuHapoma -
1 poOEpPTCOHOBCKAsI TpaHCIoKauus. 75% ciay4aeB TpU-  BapAca JOBOJIBHO TPYAHO MOCTAaBUTh HA OCHOBAaHHWH
comun 13- XpoMOCOMBI OO0YCJIOBIECHO MOSBICHHEM  OCMOTpa pe0CHKa, TaKk KaK OOJBIIMHCTBO MOPOKOB
JIOTIOTHUTEIBHONH XPOMOCOMBIL. 25% CilydaeB CHHAPO-  Pa3BUTHS, BCTPEUAIONTUXCS IIPH TpucoMmum 18, BCTpe-
Mma [laray — ciencTBUe TpaHCIOKAlMK C BOBJIEUEHUEM  YalOTCS U MPH APYTHX BPOXKICHHBIX 3a00JIEBaHMSAX.
xpomocoM 13-ii mapsl. IIpu 3ToM 3a001eBanuu HaOmo-  Yarie BCero perucTpupyroTcs HapyLIEHHUs CO CTOPOHBI
JAIOTCS TSDKENbIE BPOXKIEHHbBIE MOPOKH: MHUKpoueda-  OMOpHO-ABHIaTENILHOTO ammapara M KOCTeH uepera,
nusi, Hapymenue pa3Butus [IHC, HU3KMI CKOIIEHHBIH  KOTOpBIE BKJIIOYAIOT HEJOPa3BUTHE HU)KHEW YEIIOCTH,
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POTOBOTO OTBEPCTHS, Y3KHE IJIa3HBIC MM, CpallleHUE
MaibIeB, HENIOPa3BUTHE MOAKOKHO-XKHPOBOTO CIIOA.
[Janee creayroT aHOMaIUU TOJIOBHOTO MO3Ta, CBSI3aH-
HBIE C OTCYTCTBHEM WM HEIOPAa3BUTHUEM CTPYKTYD
TOJIOBHOTO MO3Ta (MO30JUCTOE TEJI0, MO3KEUOK), KO-
TOpPBIE BBI3BIBAIOT B IANbHEHIIIEM IITYOOKYIO 3aJepPIKKY
(hM3UYECKOTO W TICHXMYECKOTO pa3BuTHs (onmrodpe-
HUS). 3HAHUE O COMYTCTBYOIINX ITOPOKAaX BHYTPEHHHUX
OpraHoB 0COOCHHO Ba)KHBI JIJIS IETCKOTO XHPYPTa, TaK
KaK OHH BKJIIOYAIOT Ae(DEKTHI IEPEropoaokK cepia, Ma-
THCTPaJbHBIX COCYAOB, aHOMAJIMH Pa3BUTHS MUIICBOA
(arpe3us), KeTIEBBIBOJAIINX ITyTeH (aTpesus), THAPO-
He(po3 U yIBOCHHE TTOUEK, PACIICITHHBI TyOsl 1 HEOA.

JleueHnne manueHTOB ¢ CHHAPOMOM JaBapjca 3a-
KIIIOYAETCs B XUPYPTUIECKOH KOPPEKLUH TIOPOKOB pas3-
BUTHUSI BHYTPEHHUX OPTaHOB, KOTOPBIE MPEISTCTBYIOT
JKU3HEIESITETbHOCTH MilajieHIa. [IporHo3 asist BBI3OO-
POBJIEHUSI OCTaeTCsl HeONaronpusITHLIM. B OobInH-
CTBE CIly4aeB OOJBHBIC ACTH THMOHYT OUYEHB OBICTPO
(B mepBbIit TOx ku3HM). CMEpTENbHBIA HCXO]| Yarllle
BCET0 HACTYMAaeT B pe3y/bTaTe HapyIICHUH CepACUHOM
nesitenbHOCTU. [Ipy HanmWuMy HacjaeqCTBEHHBIX 3a-
OosieBaHHM B MPEABIAYIINX TTOKOJICHHAX WA JIPYTUX
(hakTOpOB pHICKA HEOOXOAWMO MEAMKO-TEHETHYECKOe
KOHCYJIFTUPOBaHHE POAUTEIEH.

TakThka XWpypra TMpH COYSTAHWH aHOMAIIUH
BHYTPEHHUX OPTraHOB C CHHAPOMOM OjBapica 3a-
KJIIIOYaeTcsi B ONpENeNeHUH CTPaTerud TOCieaoBa-
TEJILHOTO MCTPABJICHUSI OTUX aHOMAaIMid. ATpe3usi Mu-
IIEBO/Ia TTOJBEPTAETCS MEPBOOUEPETHON KOPPEKIIHH.
Oco0OEHHOCTBIO TEUEHUS Tephofa MOCiIe HaJOKEHHUS
330(hareasbHOTO0 aHACTOMO3a SIBISICTCA HPUCOEAMHE-
HUE CHMIITOMOB HapyIICHUH TeMOJMHAMUKH Ha OHE
BPOXKJCHHBIX TIOPOKOB Pa3BUTHUS cepiua (CenTaibHbIe
MOPOKHU), KOTOpbIE MOTYT CTaTh NPUYMHOH CMEpTH
OonpHBIX. [IprHUMas BO BHUMaHWE WHAWBHIyaJbHBIE
0COOEHHOCTH KaXKI0TO peOeHKa U OTHOBPEMEHHO YyB-
CTBa poauTesied, HeoOXOAUMO NMPHHUMATH Pa3yMHOE
pellieHue B OTHOIICHUHU MPOJIOHTUPOBAHUS KU3HU ITy-
TE€M HMCKYCCTBEHHOTO 3aMEIeHHs] )KU3HEHHBIX (yHK-
1ui y O0IBHBIX ¢ TpUcoMUei 18.

Heneyuu 13, 17, 16 u 22-ii xpomocom
CTpyKTypHBIE XpOMOCOMHBIC aHOMAJIMH B BUE Je-
Jeuuid U AYTUITMKAaIWi HeOONbIIOro pa3Mepa COoCTaB-
JISFOT 3HAYUTENBHYIO JIOJI0 XPOMOCOMHOI MaToioTuu
cpenu meTeu ¢ 3aiepiKKOU pa3BUTHSA, OOJNBITUMH I10-
pOKaM¥ Pa3BHTHS W/WIW MajbIMU aHOMadusaMu [31].
Crenyer OTMETHTh, YTO SUHCTBEHHO 3(PHEKTUBHBIM
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METOJIOM HCCIIEIOBAaHUS B MOJOOHBIX CITydasx sIBIISI-
ercs meton arrayCGH — monexynsipHOoe KapuOTHUIIU-
poBaHue.

Cunopom Opbenu (cunopom oeneyuu 13- xpomo-
comor). Ommcan B 1962 romy. [{uToreHeTnaeckue Bapu-
aHTBl MOTYT OBITH pa3nuuHbl. Hanbomnee wacto BcTpe-
yaeTcsl KoiblieBass XxpoMocoma 13, pexe — MpocCThIe
JeNelny, HO BO BCEX Ciydasx HaOIrogaercst yTpara
cermenta 13q14. letu ¢ cunapomom OpOenu poxia-
FOTCS C HU3KOM Maccoit Tena. OCHOBHBIMHU JHUATHOCTH-
YECKUMHU MTPU3HAKaMU 3200JI€BaHUS SBIISIOTCS: MAKPO-
nedanus ¢ Mpu3HaKaM#i KPaHHOCTEHO3a; aCHMMETPHS
JUIA; MHAPOKAsi, BBICTYMNAIOIIAs IEPEHOCUIIA; TUTIEPTE-
JIOPU3M, SMHKAHT; MaJIeHbKUI 1of00pook. Mmeert me-
CTO TJIa3Has ITATOJIOTHS, BKIIOUYAIONIAs MHUKPOQTab-
MUIO, KarapakTy U cTpabm3Mm. CKeleTHBIE aHOMAaJluu
MpeACTaBIEHbI TUIOIUIa3uen 1-ro nanbia KUCTU U 1-i
MSCTHOM KOCTH, KIMHOAAKTUINEH. 113 BHYTpEeHHHUX MO-
poxkoB passutus Habmronarorcst BIIC, Hapyuienue mo-
BOPOTa KUIIEUYHUKA, TUMOILIA3Us U TTOTUKHUCTO3 TIOYEK.
Berpeuaetcs arpe3us nuieBoja U aHyca. Y MajlbdH-
KOB YacTO BBISBISIETCS KPHUIITOPXW3M, THITOCIIAINA.
BonbHBIE OTIIMYArOTCS PE3KMM OTCTaBaHWEM B (hu-
3MYECKOM M IICUXMYECKOM pa3Butuu. HaOmromaercs
YMCTBEHHAsl OTCTAJIOCTh B CTaJUX HMOCIMILHOCTH
Wik uauotud. Jletu ¢ TpyObIMH TTOpOKaMU YMHUPAIOT
JIO TOJa, XOTS OTMEUEHBI IMAIIMEHTH B BO3PACTe CTap-
me 40 net. IIporHo3 3aBUCUT OT pa3MeEpPOB XPOMO-
comHOro nedekra. Jlemenuss MpOKCHMAaJIbHON YacTH
JUIMHHOTO IUleda A0 cerMeHTa 32 MposBIAeTCS Ma-
JBIMU aHOMAJIHMSIMU Pa3BUTHUS. BrimazeHue cerMeHra
ql4 cyuiecTBEHHO MOBBIIIAET PUCK PETHHOOIACTOMEI.
Bonee nucranbHbIE nenenuy, 3aXBaThIBAIOIINE YacCTh
cerMeHTa 32, IpUBOJAT K TSXKEJIbIM aHOMAJIUSAM pa3-
BUTHS, BKITIOYAs aTPE3UI0 MHIIEBOA, KOTOPAas, OTHAKO,
HE BIIUSET HAa UCXOJ OCHOBHOTO 3200JIeBaHMSI.

Cunopom Cmum — Maeenuc (Smith — Magenis
syndrome) — cunopom Oeneyuu 17-ii xpomocomvt —
TEHETHYECKUH CHHIPOM, 00YCIIOBICHHBIN ITaTOIOTHEH
17-i1 xpoMocoMmbl B BHuAE Aeneuuu Jokyca 17pll.2,
XapaKTepU3YIOMIHICS 0COOEHHOCTSAMHU CTPOSHUS JIHIA
U Tela, a TaKkXe IMOBEICHUYECKUMHU PAacCTPOCTBAMU
CO CKJIOHHOCTBIO K ayTOarpeccuu 1 yMCTBEHHOU OTCTa-
JIOCTHIO, HAPYIIEHUSIMH LIMKJIA COH — OOIPCTBOBaHHE.
Jlst 6ONBHBIX C CHHAPOMOM JeNIennu 17-i XpoMoco-
MBI XapaKTepHBI OITPE/IeICHHBIC YePTHI JINIIA: ITUPOKOe
KBaJpaTHOE JIMIO, Opaxuuedanusi, BBIITYKIBIH J100,
cpocuiecst OpoBH, MOHTOJIOMIHBIN paspe3 Iiias, TiIy-
0OOKO MMOCaKeHHBIE IM1a3a, INUPOKast IEPEHOCHIIA, THIT0-
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IUIa3Usl CpeJHEN TPeTHU JIMIA, KOPOTKUI HOC C OTKPbI-  CTBIO M T€HETHYECKOH reTeporeHHOCThI0. OCHOBHBIMHU
TBIMH BIIepel HO3ApsIMU. [1aTOIOTHs CO CTOPOHBI MOYEK  KIMHUYECKUMHM NMPU3HAKAaMHU CHHJIpOMa SIBJIAIOTCA 3a-
(0cOOEHHO YacTo — yABOCHHE YALICYHO-JOXAaHOUYHOW  JIep)KKa YMCTBEHHOTO Pa3BHTHS, MBIIIEYHAS THIIOTO-
CHCTEMBI) U MOYEBBIX IyTeH KoHCTaTtupyeTcs y 35%  Hust u Oonbmioi 106. JJoBobHO "acTo ompesensercs
OonmbHBIX. BO3MOXKHBI Takue aHOMAJIUM, KaK aTpe3usl  aHaJbHAas aTpe3usl M BPOXKICHHAS HETPOXOTHMMOCTH
IUIIEBOAAa U BPOXKICHHAs HEIPOXOIUMOCTh TOHKOM  mumieBoza. Jlist maHHOTO 3a00JeBaHUSI KapTHPOBAHO

KHIIKH, SKCTpodus modeBoro my3sips. ComyrcTByto- 5 jokycoB (FGS 1-5) ma X-xpomocome. [Tpubnuzu-
i€ AaHOMAJIMH BBIIETUTEIHHON CHCTEMBI OyAyT OMIPe-  TEJIbHO OJIHA TPETh JETCH MOTH0AET OT JbIXaTeIbHOMN
JIENATh TeYEeHUE TIeproia MOCIe PEKOHCTPYKIIUHN aTpe-  HEAOCTATOUYHOCTH B IEPBBIC TP Ioja >KU3HH. ATpe-
3WHU TUIIEBO/IA. 3usl THMIIEBOJA M aHycCa HE SIBJISIOTCS MPOTHOCTHUYE-

Cunopom oeneyuu 16q24.3 — CMHIAPOM, CBS3aHHBIM  CKH IUTOXUMH (haKTOpaMH ISl BBDKABAHUS HAIllMEHTOB
C 33JICP)KKON pPa3BUTHsI, JHIEBBIM Au3MopduaMoM, ¢ cunapomom Omura-Kasemxua.
ayTu3MoM, TpoMOonmronenueit. Kpaiine peako BcTpe-
Yaloniascs XpOMOCOMHAsI aHOMAIMsl. AHOMAalNK JUIa  3aKJYeHue

BKIIFOYAIOT BBICOKWHU JI00, OONBIINE YIIW, MIUPOKUAN Takum 00pa3om, arpe3us MUIIEBOAA — ATO Yalle
poT. MoryT BCTpeuarbCsi aHOMAJIMU MUIICBO/IA 110 TUITY ~ BCEro CIOpajnyeckoe 3a0oJieBaHUE, KOTOpOE, OdYe-
€ro arpes3uH, KOTopasl He BBI3BIBAET YXYAIIEHHUS T€4e-  BUIHO, TONBKO B PEOKUX CIyYasX, 4aCTOTa KOTOPBIX
HUSI OCHOBHOT'O TTIOPOKa pa3BUTHSL. He mnpeBbimaetr 10%, sSBISETCS YaCThIO MOHOTE€HHOMN

Cunopom Oeneyuu 22qll.2 — seno-xapouo-gpayu- WM XPOMOCOMHON 0OJIE3HU. ACCOLIMMPOBAHHBIC aHO-

anvHuli cunopom, cunopom u ocopoxcu (DiGeorge).  Maluil CHUKAIOT BBDKMBAEMOCTH MareHToB. OQHAKO
Bri3Ban genenued JIMHHOTO 1ieda 22-i XpOMOCOMBI. WHHOBAIIMOHHBIE TEXHOJIOTHUH JIEUECHHUS M BBIXa)KWBa-

HacnenoBanue 3aboneBaHHs HPOUCXOMUT IO ayTO-  HHUS HOBOPOXKICHHBIX M3 TPYII PUCKA 3HAYUTEIHHO
COMHO-IOMUHAHTHOMY Tully. CHHAPOM 3aTparuBaeT  YyIyYIIHJIM MCXOJBI JIGYSHHMs 3TOro 3aboneBanus. [1po-
1 u3 4000 HOBOpOXKIEHHBIX [32]. THO3 BapbHpYyeT B 3aBUCUMOCTH OT TSKECTH I'€HETH-

CuHzapoM mnposiBisieT ce0d MHOKECTBOM aHOMAa-  YEeCKHX aHOMAalli, KOTOpbIE MMEIOTCA Y MalleHTOB
JIMi, BKITIOYAIOIIMX ITOPOKH ceplila, pacuieNHbl HEGa ¢ aTpesueil numesona. [lpu oguux (cunapom DaiiH-
Y XapaKTepHbIE YEPTHI JIULA, OTKPHITUS B HEOE (Bomubs  romnbaa, cuaapoM CHARGE, cunapom AEG, cuaapom
nacte). [lanmentsl ¢ cuaapomom aeneruu 22q11.2 ga-  Pallister-Hall, cuaapom Opitz G u Opitz BBB) — pexon-
CTO CTpajaloT OT PEUUIUBHPYIOIMX WH(EKIHA,  CTPYKIHS aTpe3uH MHIIEBO/A IPUBEIET K BBKUBAHUIO
BBI3BAHHBIX IPOOJEMaMd C KMMMYHHOH CHCTEMOH.  NpHU YCIOBHU KOPPEKLUH COIMYTCTBYIOIIUX aHOMAJIUH.
Hexkotopsie netn 3a00eBatoT ayTouMMYHHBIMH Hapy-  [lpu npyrux (cunapowm Ilatay u cuaapom DnBapaca) —
LICHUSIMH, IPU KOTOPBIX UMMYHHAsl CHCTEMa aTaKyeT  BBIIIOJHEHHAs Onepanus He U3MEHHUT OOIIMi MPOTHO3

COOCTBEHHBIE TKAHH W OPraHbl TeJa. XPOMOCOMHOTO IIOPOKa.

VY pszna NanMeHTOB BCTPEUAIOTCS aHOMAIMU IHUIe- OTHOIIEHHE JETCKOTO XUpypra K OONbHBIM C I'eHe-
BapUTEJIbHOIO TPaKTa B BUJIE aTpe3uH NuIeBoaa. bo-  THUECKUMM aHOMaNMSMH JOJDKHO 3aKITI0YaThCs B 3HA-
Jiee TIOJIOBMHBI JieTell yMUpaeT B IEPBBI MECALl )KU3-  HUH CIIEKTPa COMYTCTBYIOLINX 3a00JI€BaHHH, KOTOPbIE
HU. JleTaabHOCTH CBA3aHA C BPOXKIACHHBIMU IOPOKAMH ~ MOTYT TOBJHMATH Ha TEUEHHE IOCIEONEePAllHOHHOTO
cepaua. nepuofa. TakTHka Xupypra NpH COYETAaHHMH aHOMa-

3HauuTeNnbHAs YACTh IALUEHTOB C aTPE3UEH MUIlle-  JIMU MUIIEBOAA C T€HETUYECKUMHU MOPOKAMH COCTOMT
BOZIa, BO3HUKIIEH Ha (pOHE JeNeIii XpOMOCOM, UMEET B OINpPEICICHUH CTPAaTerHu MOCIIEA0BATEIbHOTO HC-
HEeOJIaronpusTHBIN MIPOrHO3. B GONBIIMHCTBE ciiydaeB  IpaBJICHUs 3TUX aHOMaJIMU. B mobom cityyae 1oMUHH-
BCE CTapaHMs XUPYpra, HalpaBJICHHbIC HA BOCCTAHOB-  PYIOIIEH Maab(popMalueit SBIETCs aTpe3us MUIIEeBO-
JIeHWEe TPOXOAMMOCTH NHILIEBOAA, OKAa3bIBAIOTCS HAa-  Jia, KOTOPas HYXKIAeTcs B IEPBOOYEPEAHON KOPPEKIIUH.

MPacHBEIMH — 0OOJiee MOJIOBHUHEI JIeTe ymupaeT B niep-  OCOOCHHOCTBIO TEUSHHS MEPHOAA ITOCIE HATOKEHUS

BBIC MECSIIbI JKU3HHU. 330(hareaTbHOTO0 aHACTOMO3a SIBJISETCSI MPUCOCIMHE-

HUE TIOJIMOPTaHHBIX HApYIICHUH Ha ()OHE BPOXKICHHBIX

Cunopom Onuua-Kaseoxncua (Opitz-Kaveggia) MOPOKOB Pa3BUTHUSI )KU3HEHHO BaXKHBIX OPraHOB, KOTO-

Penxoe X-cremieHHOE peliecCUBHOE 3a00J€BaHUE,  PBIC B ONPCACICHHBIA MOMEHT CTAHOBATCS NMPUYHMHOMN
XapakTepusylomieecss KIMHUYECKOW BapwaOellbHO-  CMEPTH OOJIbHBIX.

79 |



POCCUMCKMWH BECTHUK 2017 Tom VII Ne 1

AETCKOM XUpypruy, aHecTeanonoruu U peaHumaTonoruu

Cnucox auTeparypbl

1. Gross R.E. Surgery of Infancy and Childhood. Philadelphia: WB Saunders; 1953:76.

2. Kyyronen P, Hemminki K. Gastro-intestinal atresias in Finland in 1970-79, indicating time-place clustering. J Epidemiol
Community Health 1988;42:257-265.

3. Torfs C.P, Curry C.J., Bateson T F. Population-based study of tracheoesophageal fistula and esophageal atresia.
Teratology 1995, 52:220-232.

4. Puri P. Newborn Surgery. 1* ed. Butterworth-Heinemann, Reed Educational and Professional Publishing Ltd. 1996.

5. Spitz L. Esophageal atresia. Lessons I have learned in a 40-year experience. Journal of Pediatric Surgery 2006;41:1635—
1640.

6. Stoll C., Alembik Y., Dott B., Roth M. P. Associated malformations in patients with esophageal atresia. Eur J] Med Genet
2009, 52:287-290.

7. Koivusalo A., Pakarinen M., Rintala R. Modern outcomes of esophageal atresia: single centre experience over the last
twenty years. J Pediatr Surg 2013;48:297-303.

8. McMullen K. P, Karnes P.S., Moir C.R., Michels V.V. Familial recurrence of tracheoesophageal fistula and associated
malforma- tions. Am J Med Genet 1996, 63:525-528.

9. Felix J.F, Keijzer R., van Dooren M.F. et al. Genetics and developmental biology of oesophageal atresia and tracheo-
oesophageal fistula: lessons from mice relevant for paediatric surgeons. Pediatr Surg Int 2004, 20:731-736.

10. FelixJ.F, Tibboel D., de Klein A. Chromosomal anomalies in the aetiology of oesophageal atresia and tracheo-oesophageal
fistula. Eur J Med Genet 2007, 50:163—175.

11. Felix J.F, van Dooren M. F., Klaassens M. et al. Environmental factors in the etiology of esophageal atresia and congenital
diaphragmatic hernia: results of a case-control study. Birth Defects Res A Clin Mol Teratol 2008, 82:98-105.

12. Diez-Pardo J.A., Baoquan Q., Navarro C., Tovar J.A. A new rodent experimental model of esophageal atresia and
tracheoesophageal fistula: preliminary report. J Pediatr Surg 1996, 31:498-502.

13. De Jong E., Felix J., de Klein A., Tibboel D. Etiology of esophageal atresia and tracheoesophageal fistula: «mind the gap».
Curr Gastroenterol Rep 2010;12:215-222.

14. Genevieve D., de Pontual L., Amiel J. et al. An overview of isolated and syndromic oesophageal atresia. Clin Genet 2007,
71:392-399.

15. Loane M., Dolk H., Morris J. K. Maternal age-specific risk of non- chromosomal anomalies. Bjog 2009, 116:1111-1119.

16. La Placa S., Guiffre M., Gangemi A. et al. Esophageal atresia in newborns: a wide spectrum from isolated form to a full
VACTERL phenotype. Italian J Ped 2013; 39:45.

17. Van Bokhoven H., Celli J., van Reeuwijk J. et al. MYCN haploinsufficiency is associated with reduced brain size and
intestinal atresias in Feingold syndrome. Nat Genet 2005, 37:465-467.

18. Marcelis C.L., Hol F.A., Graham G.E. et al. Genotype-phenotype correlations in MYCN-related Feingold syndrome.
Hum Mutat 2008, 29:1125-1132.

19. Vissers L.E., van Ravenswaaij C. M., Admiraal R. et al. Mutation in a new member of the chromodomain gene family
cause CHARGE syndrome. Nat Genet 2004, 36:955-957.

20. Schnetz M. P, Bartels C.F, Shastri K. et al. Genomic distribution of CHD7 on chromatin tracks H3K4 methylation
patterns. Genome Res 2009, 19:590-601.

21. Que J., Choi M., Ziel J. W. et al. Morphogenesis of the trachea and esophagus: current players and new roles for noggin
and Bmps. Differentiation 2006, 74:422-437.

22. Williamson K.A., Hever A.M., Rainger J. et al. Mutations in SOX2 cause anophthalmia-esophageal-genital (AEG)
syndrome. Hum Mol Genet 2006, 15:1413-1422.

23. Motoyama J., Liu J., Mo R. et al. Essential function of Gli? and Gli* in the formation of lung, trachea and oesophagus. Nat
Genet 1998, 20:54-57.

24. Johnston J.J., Olivos-Glander I., Killoran C. et al. Molecular and clinical analyses of Greig cephalopolysyndactyly and
Pallister- Hall syndromes: robust phenotype prediction from the type and position of GLI3 mutations. Am J Hum Genet
2005, 76:609-622.



HAYYHbIE 0B30PbI POCCUWCKWI BECTHUK 2017 Tom VI Ne 1

AeTCKOM XUPYpPruu, aHecteanonorun U peaHuMaTonoruu

25. Robin N.H., Feldman G.J., Aronson A. L. et al. Opitz syndrome is genetically heterogeneous, with one locus on Xp22, and
a second locus on 22q11.2. Nat Genet 1995, 11:459-461.

26. De Falco F., Cainarca S., Andolfi G. et al. X-linked Opitz syndrome: novel mutations in the MID1 gene and redefinition
of the clinical spectrum. Am J Med Genet A 2003, 120:222-228.

27. Auerbach A. Fanconi anemia and its diagnosis. Mutat Res 2009, 668:4—10.

28. Yamada T., Tachibana A., Shimizu T. et al. Novel mutations of the FANCG gene causing alternative splicing in Japanese
Fanconi anemia. ] Hum Genet 2000, 45:159-166.

29. Alter B.P, Rosenberg P.S., Brody L.C. Clinical and molecular features associated with biallelic mutations in FANCD1/
BRCA2. J Med Genet 2007, 44:1-9.

30. Holden S.T., Cox J.J., Kesterton I. et al. Fanconi anaemia complementation group B presenting as X linked VACTERL
with hydrocephalus syndrome. J Med Genet 2006, 43:750-754.

31. Puusepp H., Zilina O., Teek R. et al.: 5.9 Mb microdeletion in chromosome band 17q22-q23.2 associated with tracheo-
esophageal fistula and conductive hearing loss. Eur ] Med Genet 2009, 52:71-74.

32. Digilio M. C., Marino B., Bagolan P. et al. Microdeletion 22q11 and oesophageal atresia. J Med Genet 1999, 36:137-139.

ABTOpBI

3aBepyroLmn otaeneHnem xmpyprum HosopoxaeHHbix OFAY3 UMIKB r. UpkyTcka,
KO3J/10B npocbeccop kacbeapbl getckor xupypruvu FEOY BMO UMY, npodeccop kadeapsi
HOpuin AHgpeeBuy FBOY BIMO UIMATIO, r. UpkyTck, yn. CoBetckas, 57, 664009

E_mail: yuriherz@hotmail.com
HOBOXWIIOB ImaeHbI Bpay OFAY3 UMIKB r. VipkyTcka, 3aBeayroLimnin Kadeapbl AETCKON XUpyprum
Bnagnmup FBOY BIMO UMY, npodreccop kadgenpel FTBOY BIMO UMATNMO, r. UpkyTck,
AnekcaHgpoBuY yn. CoseTckas, 57, 664009
PACNYTUH Bpau-xupypr otaeneHus xvpyprum HoBopoxaeHHbix OFAY3 UMIKB r. pkyTtcka,

AHppen AnekcaHapoBu4 T MpkyTck, yn. Cosertckas, 57, 664009

81




—

AeTckon XUpypruy, aHecTeanonoruu U peaHumaTonoruu

\%s-\\e‘\“““Q‘

23 anpens 2017 roga ucnonHsieTcs: 85 J€T U3BECT-
HOMY JIETCKOMY XHPYPTY, 3acilyeHHoMY Bpauy Poc-
cun u Kapenun, 3apenyromemy kadheapoil neauaTpun
U JIETCKOM XUpypruM MemunuHckoro nHCTuTyTa Ile-
TPO3aBOACKOI0 rOCyAapCTBEHHOT'O YHUBEPCHUTETA, IPO-
deccopy Uropro Hukomnaesuuy I'purosuuy.

Urops HukomaeBnu poawmincs B ropoae Kuese.
OxonumB B 1957 romy 1-ii JleHMHTpancKkuii MEIUIIMH-
cknil HHCTHTYT UM. akagemuka W.11. IlaBnoBa, paGo-
Tax xupyprom B I. Kannanakira MypmaHckoit obnactu.
C 1963 rona no Hactosee Bpema Urops Hukonaesuu
MOCBATUI XU3Hb JEeTCKOM xupypruu. B 1968 romy
B llerpl'Y 3amuTun KaHAMAATCKYIO JHUCCEPTALMIO
«Cnemudryeckas cepoTepanusi HOKCEMHH TPH JKC-
NEPUMEHTAIbHOM CHHIPOME IJIMTEJIBHOTO CHABICHUS
MATKHUX TKaHei». B 1981 romy 3amuTuil JOKTOPCKYIO
muccepranuio «CoBpeMeHHbIe MpUHIUIEI AuddepeH-
UATBFHON TUarHOCTUKU XUPYPTUIECKUX 3a001eBaHUM
nuieBoja y aerei» B Mockosckom HUW nenuarpuun
u gerckoil xupypruun MumznpaBa P®D. B 1983 rogy
WU.H. I'puroBuuy mnpucBoeHo 3BaHHME Hpodeccopa,
C 3TOTO MEPHO/IA U 110 HACTOSIIEE BPEMEHS OH 3aBETyET
Kadenpoil 1eTCKol XUpypruu.

Best nesrenbHOCTh 00MIISIpa HEPA3PHIBHO CBsI3aHA
¢ IpakTU4ecKkuM 3apaBooxpaneHueM Kapemnuu. ITo ero
uHULuartuse B PecryOnuke co3gaBanach CrieUagIn3u-
pOBaHHAs AETCKasl XUPypruueckas ciyx0a, HoIyduB-
mast B 1979 rony craryc Kapenbckoro nieHTpa 1eTckoi
xupypruu. B utore ceromus neru Kapemuu nomydga-
10T KBIM(UIMPOBAHHYIO XUPYPTHYECKYIO MOMOIIb
MPH CaMBIX Pa3HOOOpPAa3HBIX 3a00JEBAHUAX W IIOPO-
kax paszutus. M.H. I'purosuu Gonee 40 mner sBisics
IJIaBHBIM JIeTCKMM Xxupyprom PecnyOmuxu Kapenus,
OH OpraHu3aTop KOH(EpEeHIHH MO0 AETCKON XUpYpruu
it pecrryonuku 1 CeBepo-3amaHbiXx pernoHoB Poc-
CHUM, WIEH PENaKIMOHHOIO COBETa 2-X LEHTPaJIbHBIX
Poccmiicknx xypHanoB («Poccuiickuii BeCTHUK IeT-
CKOHM XMPYPrHH, aHECTE3HOJIOTHH 1 PEaHUMATOJIOTHI,
«[erckas meauuuna CeBepo-3amnanay), 4ieH METOIU-
YeCKOM KOMHCCHH TI0 NPETOIaBaHUI0 IETCKON XUpyp-
ruu npu Munsnpase Poccuu.

3ameuaTeNnbHBI XUPYPT, BBICOKO 3PYAHUPOBAHHBIN
nemaror, yaéneiid, npogeccop W.H. I'purosmu menpo
JENUTCS CBOMMHM 3HAHUSIMH CO CTYACHTaMH, OpIHHA-
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TOpaMu, Kojuteramu. JInuHele KadecTBa 00asTeNTsHOTO
YyenoBeka U NMpodeccHoHaIN3M MPHUBJICKAIOT B CIELH-
ATBHOCTh JETCKOTO XHpypra CTYyACHTOB MeIunuH-
ckoro wmHcTUTyTa llerpl’y. BeiryckHukm Kademps
COCTABIISIFOT OCHOBHYIO YacTh COTPYIHUKOB KimHude-
CKOTO IIEHTpa JETCKON XUPYpPrHH, a MHOTUE TPYIATCS
3a npenenamu peciyonuku. [Ipopadoras 6onee 50 ner
B Kapenuu, Urops HukomaeBuu ctan y MHOTHX JKHATE-
JIel «CEMEWHBIM XHPYpProM» H YK€ K 3-My ITOKOJICHHUIO
JIeTei TOTOB MPUATH Ha ITOMOIIb B JIFO00E BpeMs JHA
Y HOYH.

Uropr HwukomaeBwu oTiu4aeTcs HEOOBIKHOBCH-
HBIM TPYIOJIO0MEM M IIUPOTON HAYYHBIX HHTESPECOB.
On sBisiercs apropoM 6osee 300 HayuHbIX padot. Ero
MoHorpaduu «Penkue Xupyprudeckue 3a00reBaHUS
MUIIEBAPUTEIHHOTO TPAKTa Yy JeTe» U «ANTOpHT-
MBI B HEOTJIO)KHOH AETCKOM XMPYPIUW» Ype3BBIYAHO
BOCTPEOOBaHbI POCCUUCKUMU JIETCKUMHU XUPYPraMHU.
Oco6oe BHumanue Wropr HukomaeBuu ynenser op-
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TaHW3allMOHHBIM MPHHLUIIAM B HEOTIOKHOM NETCKOM  MaX. YCIHEIIHOe COTPYAHHYECTBO B HAYYHOMU M Meaaro-
XUPYPrUH, BHEAPEHUIO JUATHOCTHYECKUX M JIEYEOHBIX ~ THYCCKOW JEATENFHOCTH IOOHISP BEJET CO MHOTHMH
CTaHAapTOB. BayXHBIM HampaBieHUEM SBISETCS U3yde-  MEIWIIMHCKUMH By3amu Poccuu.

HHE MEIUKO-COLMAIbHBIX NMPOOIEM CHHIPOMA JKECTO- besynpeunass pabora W.H. I'purosuua nomyuuna
KOro oOpaieHus ¢ peOeHKoM. FIMEHHO 110 TaHHOW TeMe  JOJDKHYIO OLIGHKY rocynapctBa u odbmiectBa. OH siB-
Uroprs Huxonaesnu omyonukosan B 2001 rony nepoe  ssercs 3aciry>KeHHBIM BpauoMm Poccuu, 3acimykeHHbIM
B Poccun yueOHOe mocoOue Aisl CTYJeHTOB M Bpaueil.  IeJaroroM BbICHICH IIKOJIBI, W30Hpaics «YemoBekoM
Hawubonee mompoOHO U BcecTopoHHE mpobieMa npea- — roga Kapemuwm», narpaxnen Opaenom [louera, ymo-
craieHa B MoHorpapuu «CHHAPOM >KEeCTOKOro o0-  cToeH 3BaHmi «Hapomueiii Bpau PecnyOnmukm Kape-
pamenus ¢ pedeakoM. J(narHoctuka. [Tomonts. [Ipen- musi», «[louetHsrit rpaxnanuy Pecryonmmuku Kapemus.
ynpexxaeHue», usnaHHoil HamumonaneHeiM ¢ongom  Uropes HukomaeBuu naypear Bwicmied Poccuiickoit
3aLUTHI JeTeH OT KecToKoro oopamteHus B 2013 rogy.  mpodeccHoHaNbHOM NpeMHHM IO JAETCKOH Xupyp-
Oco0bIM MpHOpHUTETOM Yy 100MIIsipa monb3yercs uccine-  ruu uMm. C.J[. Teprosckoro. B 2010 roagy npodeccop
JIOBaHWE WCTOPHUH XUPYPTUH, 0 4éM cBUAeTenbCcTBYI0OT  W.H. I'purosuu BkirtoueH B MexayHapOIHBINH aBTOOH-
MHOTOUHCJICHHBIC IMyOIUKAIMA W BBICTYIUICHUS B XH-  orpadudeckuii cripaBouyHUK EBpocoro3a « Who is who
pypruueckux coobmectsax. M. H. I'puroBua uenosexk B Poccum». 3a Bce Bpemsi pabotel B Ilerpl’Y Urops
¢ BBICOKOW rpakganckod mosumued. Cdepa ero mH-  HuxonmaeBud nposiBIIT ceOst KaK OMBITHBINA M TATaHTIIH-
TEPEeCcOB HUKOIZIa HE OrpaHUYMBANIaCh Y3KONpPOQeccu-  BbIM IMeJaror, HaCTOHYMBBIA HCCIIEAOBATENb, YMEIbIH
OHAJILHOW JeSATeNBbHOCThIO. M ceromHs ero BOJMHYIOT  OpraHu3arop. Bbicokas KymnbTypa, HHTEJIMT€HTHOCTb,
U o0uie BOMPOCH MPO(EeCcCHOHANBFHON TMOArOTOBKH  MPOo(ecCHOHANN3M, NPEIaHHOCTh XUPYPrHU U HayKe,
CHEIMAIUCTOB B BBICIIEH MIKOJIE, M MPOOJIEMBI MPO-  UCKPEHHOCTh W TOPSAOYHOCTh B OTHOIIEHHUSX TPH-

¢beccuonanbHOro 0TOOpPa B MEAULIMHCKHE BY3bl, U HO-  BiekatoT K V. H. ['puroBudy stozeil pa3HbIX BO3pacToB
Bbl€ KDUTEPUU B OLICHKE 3HAHWI BBITYCKHUKOB-MEAH- U CIIELUATbHOCTEH.
KOB, M LIKOJIbHas pedopma, U 001erocynapcTBEHHbIE Konnexktus Menuiuackoro unctutyta lletplV,

npoOnemsl, ompenensiomue cynbObl Aeredt Poccun.  corpymnuku Jlerckoit pecnyOIMKaHCKON OONBHHMIIBL,
Cratbu Ha JaHHBIE TEMbl pEry/sipHO MNOsBIsitOTCA — Kapenbckoe Xupypruueckoe oOmEeCTBO, KOJUIETH, yue-
B MECTHOMN U POCCUICKOM MeyarH. HUKU U Jpy3bs UCKpeHHE no3apasisitor Urops Huxo-
IIpodeccnonanusm, spynunus Urops HukomaeBu-  maeBuua I'puroBuya c 3aMedaTeibHBIM I0OHIIEEM, Ke-
4ya BBICOKO LIEHUTCS KOJUIETaMH AAJIEKO 3a MpENeIaMH  JIaloT eMy KPEIKOTO 37I0POBbs U AAbHEHIINX YCIIEX0B
Kapenuu. OH HEOOHOKPATHO BBHICTYNAJ HA Pa3lMUHBIX B €r0 MHOTOTPAaHHOHM Hay4dHOH, BpaueOHOM, 1meaaroru-
KOH(EpeHIIHSX, KOHTpeccax U MK IYHAPOJHBIX QOpy-  YecKod M 0OIIeCTBEHHOM JeITebHOCTH.

Peoakuusa sncypnana «Poccuiickuii éecmHuuk 0emckoil xupypzuu,
AHeCme3Uu0102uu U PeaHumMamonoZuuy
no30paensaem c60e20 NOCMOAHHO20 ABMOPA
co cnaenvim FOouneem!

Ilo3opasnsaem!
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Jleonnn AJjiekcanapoBud CHTKO poxuics
20 mapra 1937 roma B cene KuceneBo 3HameHCKOro
patioHa OMCKOH 00J1aCTH B CEMbE PEIpPECCHPOBAHHO-
ro. B 1956 rogy nocrynuin Ha nedeOHBIN (pakynbTeT
OMCKOTO TOCYAapCTBEHHOTO MEAMLMHCKOTO MHCTHUTY-
ta. [locne okoHuanust uucturyTa B 1962 romy 3admc-
JICH B KIIMHUYECKYIO OpIUHATypy mpu Kadeape oOriei
XHpypruu. Ero pyKoBOANTENEM H yYUTEIEM B TE TOJIBI
obu1 ipodeccop H.U. EpemeeB — oquH U3 KpymHE-
mux XxupyproB CuOupu, aBTOp H3BECTHOTO METOMA
3arpyIMHHOM TUIACTHUKH TMHUILNEBO/A TOJICTOM KHIIKOM.
[locne oxonwanus opauHatypel JleoHun AjexcaH-
nposud ¢ 1964 mo 1967 rom paboran 3aBeAyIOIIUM
xupyprudeckum otaenenuem HWceunbkyinbckoit [Pb
OmMckoli 00macTa, B T€ TOABI KPYITHEHIIEH B pernoxe,
U IpOsSBUI ce0sl aKTUBHBIM XHpYyproMm. Briepseie B 00-
JIACTU B YCJIOBHSX CENbCKON OOJNBHHIBI CTaN IIUPOKO
MPUMEHSTh SHAOTpaxealbHbI HApKO3 U BBHIMOIHSATH
CJIO)KHBIE OIEpalii Ha JIETKUX, MMUIICBOJC U JIPYTUX
Oprafax.

Paborass mpakTHYecKuM  BpadoM,  BBITIOTHIII
Y TIPECTABUII K 3aILUTE KaHIUAATCKYIO TUCCEPTALHIO,
KOTOpYIO ycnemHo 3amuTui B 1968 roxy. B 1983 roay
B Comere BHIIX AMH ycnemHo 3amuTui TOKTOP-
CKYIO TUCCEePTALNI0 «DMIMEMA TJIeBPBI (IPUMEHEHHE
HOBBIX METO/IOB W IYTH YIAYUIICHUS JICUYEHUS)», KOTO-
pas B 1984 rony pemenuem Ilpesunnyma BAK Obina
MpU3HAHa «Iydlield JOKTOPCKOW AauccepTranued roaa,
BHECIIICH OOJBIION BKJIAJ B Pa3BUTHE MEIMIIMHCKON
HayKH».

B 1985 romy Jleonmm AmnekcaHIpOBHY MIPHIIET
Ha 3aBeqoBaHue Kaenpoii nerckoii xupyprun. C sToro
BPEMEHH CTaja aKTMBHO ()OPMHPOBATHCS IIKONA JET-
CKOM XUPYPTUU PETHOHA.

[Mo wamnmarue mpod. JI.A. Cutko B I. OMCKke
co3/laHa MHOTONpPOQIIbHAS JCTCKash XUpyprudyeckas
KIMHUKA. B Te roapl geTckas Xupyprus pernoHa opuia
npencrasieHa 527 KOWKaMHM B TPeX KpYHHBIX CTalld-
OHapax, B KOTOPbIX (DyHKIIMOHUpOBaM 13 crienuanu-
3MPOBaHHBIX JAETCKUX XUPYPIrHUECKUX OTACICHUH, Ie
MOJTy4ajy BCE BUABI XUPYPTrHUECKOM MOMOIIH AETH TO-
pona, o0IacTu U coceTHUX peruoHoB. [1o nHUIIMaTHBE
o0umsipa OBUTH CO3MaHBl OpHUTaIbl CaHUTAPHON aBU-
aluyl 10 TMPOBECHUIO OPOHXOJIOTHYECKON ITOMOIIIH,
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remMocopOuuu. OpraHu30BaHbl IEPBBIC YPOIOTHYECKOE
1 HEMPOXUPYPTUUYECKOE OTAETICHMUS.

C 1989 r. ipod. JI. A. CUTKO B TCUCHHE HECKOJIBKHIX
c03BIBOB ObLT WwiieHOM DkcreprHoro copeta BAK CCCP
u BAK P® no xupypruuecknm Haykam. B 1997 romy
HarpaxaeH Ilouetnoir rpamotoi IIpesunuyma BAK
Poccun «3a Gonpiime 3acmyru B pabore mo arrecra-
UM HAyYHBIX W HAyYHO-TIENArOTHUYECKUX KaapOBY.
B 1995 roay npodeccopy JI. A. CuTtko ObLIO IPUCBOE-
HO 3BaHME «3acityKeHHbIN Bpad POy, a B 2002 rogy —
3BaHME «3acIyKeHHBIN AeqTe’s Hayku POy,

Bce ronpl JleoHun AnexkcaHapOBHY NPUCTAIBHOE
BHUMaHHUE YIeNsl paboTe CTyAEHYECKOro HaydHOTO
KpY>XKa TpH Kadeape AETCKOH XUPYPruH, MOATOTOB-
K€ M BOCIHUTAHUIO OyIyIIMX CIEUHATNCTOB — JIeT-
cKHAX XupyproB. OH MPUHMMAJI caMOe€ aKTUBHOE yda-
CTHE B IONTOTOBKE HAayYHO-TETarOTMYECKUX KaJIpOB.
[log ero pyKOBOACTBOM 3alIUIIEHO 9 TOKTOPCKHX
u Oojee 25 KaHIAWAATCKUX TUCCEPTALUA MO pa3iuy-
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HBEIM HanOonee AKTyaJIbHBIM pas3JciiaM ,I[eTCKOﬁ XH- Horpa(bnﬁ, UM IMOJIYUCHO 34 ABTOPCKUX CBUJICTCIILCTBA
pypruu, TpaBMaToJIOTHU-OPTOIICANN, aHECTEC3UOJIO0THN " IIaTCHTOB, U31aHO 15 METOAUYCCKUX peKOMeHIIaHI/Iﬁ
" p€aHuMalun JETCKOro BO3pacTta Kak OMCKMMHU Bpa- JUIA Bpa‘leﬁ.

YaM#, TaK W CIEHUATHCTAMHU ONMKAWITNX PErmOHOB. Coe 80-netme JleoHnn AnekcaHApPOBUY BCTpe-
B 2011 rony npodeccop JI.A. Cutko cran naypearoM  4aeT IOJHBIM JKU3HEHHBIX U NpOo(hecCHOHANbHBIX
npemun umenu B.11. Hemcanse. miaHoB. OH akTUBHO IepefaeT CBOH mpodeccHo-

JLLA. Curko monrue rofpl ObLT WICHOM PEAAKIIMOH-  HAJBHBIH ONBIT OYEPEIHOMY MOKOJCHUIO CTYICHTOB
HOTO COBETa XXypHasia «Jlerckas Xupyprus», WICHOM W MOJOJBIX Bpauei. Jlo cux mop ero 4acto MOXXHO
peciyONMKaHCKON Y4eOHO-METOMUYECKOH KOMHUCCHH  YBUJETH Y ONICPAIMOHHOTO CTOJIA U Y TIOCTEIH TSKe-
npu M3 PO, B TeueHHe MHOTHX JIeT — TpeACeaarTeslb  JIOro OOJBHOTO B pEaHUMAIIMOHHOM oTAeneHnn. Koi-
JTIUCCEPTAIMOHHOTO COBETA 110 XUPYPTHH U IETCKON XU-  JISKTUB KIMHUKH JETCKON Xupypruu OMCKOTO ToCy-
pypruu ipu OMI'MA, a HbIHE — 3aMECTUTENb MIpecela-  JAPCTBEHHOTO MEIUIIMHCKOTO YHUBEPCHUTETA KEJIaeT
TEJSI AUCCEPTAIMOHHOTO COBETA 110 ICTCKOM XUPYPTHUU. €My KPEMKOTro CUOUPCKOTO 3JA0POBBS M JIOJITOJETHS,

On aBrop Oosiee 400 crareii, B TOM uuciie Oojiee  a Tak)Ke JAJBHEHIIUX YCIIEXOB B €r0 MHOTOI'PaHHOMN
280 — B IICHTpaAIBHBIX U 3apYOCIKHBIX KypHAIax, 9 MO-  JIeATEIbHOCTH.

C Oe3epanuynbivm ygarxcenuem,
KOJlleKmue 0emcKux xupypzoe Omckoii oonacmu

Ilo30paensaem!
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C 85-neTnem

KYKYPY3Y KOpus IlerpoBuua — npodeccopa, ObIBIIETO 3aBEAYyIOMIEr0 KaQeapoii IeTCKOH XUpypruu
BuHHHUITKOTO HAITMOHAIBHOTO MEAUIIMHCKOTO YHUBepcuTeTa uM. H. . [Tuporosa, [louetHoro unena PAJIX.

JIOMAYEHKO HUBana HukosnaeBu4a — npodeccopa, ObIBIIETO 3aBeayOIEr0 Kaheapoi IETCKO Xu-
pypruu CMOJIEHCKO# roCyIapCTBEHHON METUITMHCKON aKaJIeMHUH.

—_—

C 70-neTnem

DOPAHIUAHIIA Kanycra I'eBopkoBu4a — nerckoro xupypra OJIKB, rmasnoro aerckoro xupypra Po-
CTOBCKOM 00JIaCTH, K.M.H.

C 65-neTtuem

I'Y3A Banepus Miibuua — nouenra kadenpst nerckoit xupyprun PHUMY umenn H. W. Iuporosa, aercko-
ro xupypra topakaisHoro oraenenus PIIKb, r. Mocksa, K.M.H.

MNOHOBA Amnjapes JIbBoBu4a — zasenyromero oraenennem kononpokronoruu PIIKB, . Mocksa, podec-
copa xadenps! gerckoi xupyprun PHUMY um. H.U. ITuporosa, 1.m.H.

JIMITATOBY Hanexny UBaHoBHY — nerckoro xupypra Uruuckoii LIPB.

MAHKHNKOBA Bausiepusi ['eoprueBu4a — 3aeayroniero oTeJIeHUEM aHECTE3UOIOTHH M PEAHUMALIMH
P/Ib, 1. DnucTa, IIaBHOTO IETCKOTO aHECTE3NOJIOTa-peannMarosora pecryonnku Kaampikus.

MAHXOCA Ilerpa UBanoBu4A — 3aBenyroniero Kypcom aerckoil xupypruu PYJIH, r. Mocksa, noieH-
Ta, K.M.H.

ITOJIAEBA HOpusi AjlekcaHAPOBHYA — 3aBe IyIOLIETO OTAeieHreM perrrenoxupypruu PIKB, . Mo-
CKBa, PYKOBOJUTEIS OTAENA JIy4eBbIX MeTo0B uccienosanuss HUW xupyprun nerckoro Bospacra PHUMY
nM. H.U. TIuporosa, mpodeccopa, a.M.H.

HIAPUITIOBA Hocudga CanuxoBu4a — sasenyroniero oraenenuem tpapmaroiornn OJIKB, r. Huknuit
Hogropon, rmaBHOTO eTCKOTO OpTOTNena-TpaBMaronora Hikeropoackoi oomacTu.

C 60-neTnem

MAKAPOBA Buxkropa AJleKCAHAPOBHYA — 3aBSYIOLIETO OT/JACICHHEM aHECTE3HOJIOTHI H PeaHrMa-
uuu OJIKb nm. H.H. CunumeBoit, T. AcTpaxaHsb, INIABHOTO JETCKOTO aHECTE3U0JI0Ta-peaHnMaroora AcTpa-
XaHCKOM o0nacTu.

HAJIMBKUHA Asiekcanapa EBreHbeBHYA — 3aBeyromero Kypcom AeTckoii xupypruu ®@YB MOHU-
KU um. M. ®. Bnagumupckoro, I. Mockea, podeccopa, J1.M.H.

OOMMUHA Anexkcanapa AJeKCaHIAPOBUYA — joneHTa Kadeapsl JETCKOM XUpypruu BUHHUIKOTO Ha-
[IMOHAJIBHOTO MEIUIIMHCKOTO YHUBepcuTeTa uM. H. . TTuporosa, a.M.H.

C 50-neTnem

MAPKOCBSAHA Cepreii AHATOJIbEBUYA — 3aBEAYIONIETO KYPCOM JETCKOH XUPYPIUH MEIULMHCKOTO
nHctutyTa Mopnosckoro I'Y um. H.II. OrapeBa, . CapaHck, A.M.H.

CATAEBA Bausiepusi YpajioBu4a — 3aBeyiomero Kypcom aerckoii xupypruu UIO Bamkupckoro TMY,
r. Ya, npodeccop, 1.M.H.

XAJINYJIVIMHA Pasuis Caxmy/uioBH4a — gerckoro xupypra Tyiimazunckoii LIPB.

I ss



NMACbMA B PEAAKLIUIO

maBHOMy pe.;J.aKTopy KypHaJ

«Poccunckumn BeCTHUK AETCKOMU XUPYpruu,

aHecTe3nonorun n peaHMMaTonorum»
npodeccopy Po3zuHoBy B.M.

YBaxaembii Bnagummnp Muxannosumy!

B nepsom Homepe (2016 r.) )kypHana « POCCUNCKUIN BECTHUK AETCKOM XMPYPruu, aHecTe3nonornm
N peaHuMmarornorum» onybnukoeaHa ctatbss Moposoea H0.A., MapueHko T.B., loH4apoBon A.B.,
Honeukon J1.T. «PyHKLMS NOYEYHOro TpaHCcNNnaHTara y AeTen B paHHUE 1 oTAarleHHble nocneone-
paLVOHHbIE CPOKNY.

B naHHoOn paboTte cogepxuTca psg MEeToAonorndeckux AedektoB, KOTopble npuBenu K dop-
MYNMpPOBaHWIO BbIBOAOB, MPOTUBOPEYaLLUMX peanibHOMY nonoxeHuto gen. C uenbko ucnpaBneHus
AOMYLLEHHbIX OLLIMBOK Mbl COMNN HEOBXOAUMbIM NPOBECTN KPUTMYECKUIA pa3bop cTaTbMm.

B crtatbe npeacraBneHsbl pe3ynsrathl aHanmMsa TpaHcnnaHTauumn novkn 55 getam. Ha ocHoBaHum
KOCBEHHbIX MPU3HAKOB — COOTHOLLEHUS] MarnbYMKOB M OEBOYEK, TPaHCNaHTauMm OT XUBbIX U MO-
CMEepPTHbIX JOHOPOB, a Takke Bo3pacTa AeTel — Mbl YCTaHOBUITW, YTO B OCHOBE UCCreJoBaHus nexar
pesynbraTthl TpaHCNaHTauun noyek, nocneaoBaTenbHO BbINOMHEHHbIX naumMeHtam OIrbHY «PHLX
nmeHn akagemuka b.B. MNetposckoro» B nepuog ¢ anpens 2010-ro no despanks 2013 roga.

ABTOpPbI aHaNU3npoBanu ckopocTb Kryboukoson unerpauumn (CKP), paccumtaHHyto no dop-
Myne Moppuca, ¢ UCNonb30BaHNEM YPOBHS KpeaTUHWHA KPOBU, ONpeaensieMoro KornopumeTpuye-
CKMM MeTOOM Ha ocHoBe peakuumn Adde. YkaszaHHbln TecT B PIBEHY «PHLUX nmeHu akagemuka
B.B. NeTpoBckoro» npuMeHsieTcs B kadecTee aybnupytowero metoga un go 2015 roga nposoguncs
BCEM CTaLMOHAPHbIM naumMeHTam u npmbnumantenoHo 20% nauneHToB, NPOXOAMBLUMX ambynaTtop-
HbIN KOHTpOIb. MNogaBnstowee 60MbLWMHCTBO BOMBHLIX BbIMUCBLIBAETCA U3 CTaunoHapa K 30-M cyT-
Kam nocrneonepauuoHHOro nepuoaa, criegoBatenbHo, AaHHble o CK® Gonee yem yepes mecsu
nocne TpaHcnnaHTaumm novkn nmenucb nuwb y 1/5 yactn nauneHToB. KoppekTHble BbIBOAbI HA OC-
HOBaHWW CTOMb OFPaHMYEHHOrO YMCra NauneHToB HEBO3MOXHDI.

OnpegeneHne KOHUEHTpaLMM KpeaTMHMHA KPOBU KONTOPUMETPUYECKMM METOLOM Ha OCHOBE
peakumn Adde Hanbonee LIMPOKO NPUMEHATCHA B PYTUHHOM MnpakTuke GonblunHcTBa nabopa-
TOPUN N3-3a CBOEN HEBBLICOKOM CTOMMOCTU. OgHako obLenpusHaHHbIN HEA4OCTAaTOK AaHHOIO Me-
TOoOa — HMU3Kas cneunduyHOCTb, TO €CTb 3HAYUTENbHOE 3aBbllLeHMe pe3ynbTaToB onpeaeneHus
KOHLIEHTpauumn KpeaTuHUHa 13-3a NpUCyTCTBUS B KPOBKU BOMbLUOrO KonNnyecTsa UHTepdepupyo-
LLNX BELLECTB, YTO AenaeT HEBO3MOXHbIM MCMNOSIb30BaHWE 3TOr0 MeToda ANs MOHUTOPUPOBaHUSA
dyHKUMN TpaHCcnnaHTaToB noyek, ocobeHHo y aeten. bonee HM3kasa 4YyBCTBUTENbLHOCTbL MeToAA
onpegerneHns KoHUEHTpaunmn KkpeatnHuHa no Adpde B cpaBHEHUM ¢ hepMEHTaTUBHLIMW METOAa-
MU onpegeneHns KpeaTuHNHa Takke genaet MeHee TOYHbIMU U3MEPEHMS HU3KUX KOHLeHTpaunui
KpeaTuHWHA, KOTOpble XapaKTepHbl AN ManeHbkux geten. [aHHble ob6cToATENLCTBA MOTYT UC-
KasuTb pesynbraThl onpegeneHns KpeatuHuHa KpoBu, crnefoBaTenbHOo, caenatb HEKOPPEKTHBIMA
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pesynbraThl pacyeta CK® n npmBecTun K HenpaBWibHON MHTEpPNpeTauny pedynsTatoB Nccneao-
BaHMA B LeNOM.

OueHka ypOBHSI KpeaTWHMHa KpoBWU (pepMeHTaTMBHbIM MeTodom nposoauTca B OIBHY
«PHUX nmenun akagemuka b.B. MNeTpoBckoro» Bcem cTaunmoHapHbIM U aMOynaTopHbIM NaumneH-
Tam. MNMokasatenb CK® yepes rog nocne TpaHcnnaHTaumm, pacciMTaHHbii no oopmyne LBapua
Ha OCHOBaHWW YPOBHS KpeaTMHUHA KpOBU, onpeaerieHHOro oepMeHTaTuBHbLIM METOAO0M, Y aHa-
nM3npyeMbiX B AaHHOW cTaTbe naumeHToB, cocTaBun 93.6+22.9 mn/mMuH/M? NpoTUB NpUBELEH-
HbIX B cTaTbe 60.6 (puc. 1).

Cratuctnyeckme metoabl 06paboTkM NOMyYeHHbIX LMGPOBBIX AAaHHbIX BbI3bIBAOT HEAOYMEHME.
MuHVMManbHbIA CPegHUIn YPOBEHb, paccuntaHHon aBTopamum CK® coctasun 56.4121.1 mn/muH
(12 mecsueB nocne TpaHcnnaHTauum y geten, nonyyasLlumnx guanus meHee roga), MakCumasbHbIn
73.61£23.9 mn/muH (3 Mecsaua nocrne TpaHcnnaHTauum y AeTen, nonyyaBLlumnx gnanma 6onee roga).
Mpw Takon BENMYMHE CTaHAAPTHOIO OTKIIOHEHUS pasnuyme He ABNSeTCs A0CTOBEPHbIM. TeM He Me-
Hee aBTopbl yTBEPXAAKT, 4To CKP yepes 12 mecsLeB 3HaUMTENBHO (AOCTOBEPHO) HMKE, YEM Yepes
6 MecsLeB nocne TpaHCnaHTauumn, YTo NPOTUBOPEUYNT 3aKOHAM CTaTUCTUKN. IMETCA pacxox-
AEHUS CTaTUCTUYECKNX pPe3ynbTaToB UCCNeA0BaHUS, NpeacTaBneHHblX Ha puc. 1 1 B Tabn. 3, B 4a-
CTUM OJaHHbIX, XapakTepuaytowmnx CKP Bo BpemeHHOM nHTepaarne 12 mec. Heobxogumo yunTbiBaTh,
470 3Ha4eHue p=0,085 He cBMOETENBLCTBYET O AOCTOBEPHOCTU Pa3fiuymn.

Takum obpasom, pacyeTbl CKO B aHanuanpyemon ctatbe 6a3npyoTcs Ha HETOYHOWM MEeTOAMKE
onpeaeneHns KpeaTtMHUHa KpoBW, OLeHKa OYHKUUW TpaHCnnaHTaTta NnpoBeAeHa Ha OCHOBaHWUK
OaHHbIX obcnegoBaHus He bonee Yyem 20% nauneHToB, CTAaTUCTUYECKNIA aHANN3 COAEPXKUT rpy-
Oble norpewHocTn. CnegoBaTenbHO, BbIBOALI aHANU3npyemMon ctatbu C NepPBOro no n4aTbiv, No-
cBsileHHble AnHamuke CK®, HeKOppPEKTHbI.

LLlecToi BbIBOL AA@HHOW CTaTbM TaKKe HE COOTBETCTBYET AeNCTBUTENBHOCTU. [18Tb N3 55 TpaHc-
nnaHTauun, aHanuanpyembix B ctatbe, Obln caenaHbl OT HECOBMECTUMBIX MO Fpynne KpoBwu
poacteeHHuUKoB. Cpean 50 coBMeCTMMBbIX MO rpyrnne KpoBM TpaHCcnnaHTaumm B Te4eHne nepBoro
roga nocrne onepaumy ytparta (yHKLMM nepecaxeHHOM NoYKk1 npomsoLuna y ogHoro pebeHka,
oauH pebeHok ymep. Cpeam 5 HecoBMECTUMbIX NO rpynne KPoBM TpaHCNNaHTauuMm B TedeHue
nepBoro rofa nocrie TpaHcnaHTaumm yrpata yHKLMM NepecaKeHHON NOYKM Npou3oLuna y ABo-
uX naumMeHToB. BbiBOA aBTOpOB aHanuaupyemon ctatbum «HecoBmectumocTb no ABO-cucteme
He ABNSAETCA 3HAYUMbIM (PAKTOPOM HapyLUEHUS NOYEYHOW (PYHKLMM B NOCTTPaHCMNaHTaumoH-
HOM nepuoae» rpybo NPoTUBOPEYNT peanbHOCTU 1 BBOAUT B 3abnyxaeHne yntartenem xxypHana.
TpaHcnnaHTauum OT HEBO3MECTUMbIX MO rPynne KpOBM POACTBEHHUKOB ABMSOTCS BbIHYXXOEHHON
Mepown, NPUMEHSEMON B Cry4asx, korga nonydeHve coemectumoro no ABO TpaHcnnaHTarta B KO-
POTKME CPOKN HEBO3MOXHO, a NMPOAOSPKEHNE Ananv3a CONpOBOXOAETCH NporpeccupoBaHnemM
YIPOXatoLLMX XKN3HW OCITOXKHEHWIA.

LLinpokmn gocTyn K pactywiemy obbemMy KNMHUYECKON MHOPMAaLIMK, HaKannnMeaemown B pas-
HoOOpa3HbIX Ga3ax OaHHbIX, NMO3BOMASIET MHOMMM MCCneaoBaTensM MPOBOAUTbL HE3aBUCUMbIN
aHanua B pasnuyHbIX 0brnactax KNMHUYEeCKON MeauLmMHbl, Y4TO, 6e3yCrnoBHO, ABNSETCA NOMOXN-
TenbHbIM hakTOpoM, BriaronpUATHO BANSIOLLMM Ha 00bEKTMBM3aLMIO 3HaHU. OQHaKo pacTyLun
NOTOK MHOpMaLun TpebyeT OT MegULMHCKOro coobLecTBa, KOTOpoe ABMAETCS OQHOBPEMEHHO
notpebutenem n cosgaTtenem 3Ton MHOPMaLUK, TLLATENBHOIO Noaxoda K MeTo400rm4ecKomn
KOPPEKTHOCTM aHanuaa.

Kaabak M.M., ObimoBa O.B., 3okoes A.K.,

Babenko H.H., LLekaTtypos C.B.
®IrbHY PHUX nveHn akagemuka b.B. NeTtposckoro
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OTBET ABTOPOB CTATbU «®YHKLUA MOYEYHOI'O
TPAHCIJIAHTATA Y OETEU B PAHHUE U OTOAJEHHBIE
NOCIHEONEPALUOHHbLIE CPOKU»

Konnektns aBTOpOB cTaTbl «PyHKUMA MOYEYHOrO TpaHCNnaHTata y AeTen B paHHME U oTaa-
NEHHble MocreonepauUnoHHble CPOKUY» BbipaxaeT npuaHaTenbHocTb Kaabaky M.M., [ObimoBoi
0O.B., 3okoesy A.K., babeHko H.H. 3a kputnyeckuin pasdop Hawewn nybnvkaumm.

Mbl cunTaem HeO6XOAMMbBIM PasbACHUTL PAA NONMOXEHMI CTaTbyW, KOTOPbIE Bbi3Banu Hegoyme-
H1e NnMbo NpeacTaBnATCA AUCKYCCUOHHBIMN.

K HacToswemMy BpeMeHM npenroxeHo MHOro dhopmMyn Afs pacyeTa CKOPOCTU KiyB6o4koBowm
dunsrpaumm (CKD) y getent 1 BbINOSIHEHO 3HAYUTENBHOE KONMYECTBO UCCNEAOBaHUN, MOCBSLLEH-
HbIX OLEHKE [OCTOBEPHOCTU NX PE3YrbTaToB.

dopmyna Weapua ons pacyeta CK® y geten 6bina npegnoxeHa aBTopom BrnepBble B 1976
rogy u npegnonarana M3MepeHusi CbIBOPOTOYHOIO KpeaTtuHuHa no metoguke Adpde. dPopmyna
Moppwuca (1982 r.) asnsetca mogudbmnkaumen oopmynel LLisapua.

CTatnucTMyecknin aHanu3 aHHbIX HaLWero uccrnenoBaHust NPoBeAeH B COOTBETCTBMM C YCHO-
BUSIMU NPUMEHEHNA METOA0B MeAMKO-61Monornyeckon ctatucTnki. Ha pucyHke 1 Hawen ctatbu
npegcrtaeneHbl gaHHble CK® y geten nocne TpaHcnnaHTauum noykn. [aHHbIn nokasaTtens Obin
npoaHanu3nMpoBaH y 55 geten. 3Be3004KON yKasaH ypoBeHb 3Ha4ymmocTn meHee 0,05 npwu cpas-
HeHUn co 3HadeHnsmn CK® Ha npeabigyliem atane wuccnegosaHus. Takum obpasom, CKP go-
CTOBEPHO CHWXKanacb Mo cpaBHEHUIO ¢ ypoBHeM CK® Ha aTane 6 mec.

PucyHok 1 He siBnsieTca oTpaXeHuem Tabnuubl 3 U UNACTPUPYET pesyrbTaTbl CPaBHEHUS
ypoBHen CKO® Ha pasHbIx aTanax mccrnegoBaHua B obuwien rpynne (n=55) 6onbHbIX. B TO Xe
Bpemsa B Tabnuue 3 npeactaBneHbl pedynbratbl CTaTUCTUYECKOro aHanmsa (415 BbiABeHns pas-
Nn4YMin) B ABYX CPaBHMBAEMbIX rpynnax naumneHToB.

Mol cornacHsbl, 4YTo ypoBeHb 3HaunmmocTn p=0,085, oTHOCSALWMICA K CPAaBHEHUIO OBYX HE3aBU-
CUMbIX Fpynn AeTen B 3aBUCMMOCTU OT ANUTESNIbHOCTU 3aMeCTUTENbHOW MOYEeYHON Tepanun Ha
atane 12 mec., roBOpUT O TOM, YTO pas3nNnymMa HEAOCTOBEPHbI, HA YTO Mbl yKa3blBaeM B ONUCaHUK
Tabnuupl 3: «Yepes 12 mec. nocne onepaumn 6onee Bbicokasas CK® Habnioganach y geten, Ha-
XoamBLUMXCA Ha gnanuse 6onee gnutensHoe Bpemsa. O4HaKo 3TN pasnuyns He HOCUN OCTOBeEpP-
Horo xapaktepa (p>0,05)».

Haw BbIBOA O TOM, YTO «...HECOBMECTUMOCTb MO rpynne KpoBM HE ABMANach 3Ha4MMbIM dhak-
TOPOM HapyLUEHWI NOYEYHON DYHKLMK Y AETEN B NOCTTPaHCNIaHTaLUMOHHOM nepuoae» paBHOM
12 mecauam 6bin caenaH Ha HebonbLLIOM KonMYecTBe HabnogeHnn (N=5), B CBA3M C YEM Mbl YKa-
3bIBAEM: «...JOCTOBEPHbIX pa3nunyun senmunH CK® B nocrneonepaunoHHOM NEPUOAE HE OTMEYEHO
(p>0,05)».

C yBaxeHunem, MapueHko T.B.,
MO NOPYYEHMNIO COAaBTOPOB CTaTbM.
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MHEHMUE 3KCIMEPTA

Haunbonee npuHumnuansHble 3aMedaHusi, cogepalimnecs B nucbme
B pefakumio, OTHOCATCA K chepe NCnonb3oBaHUsA cpeacTB MaTtemaTu-
YeCKOW CTaTUCTMKWN MpU aHanu3e pesynbratoB KnuMHMKo-nabopartop-
HbIX nccrnegosaHun. MNMpexae Bcero, HEO6XOAUMO OTMETUTb, YTO KOpP-
PEKTHBIN CTaTUCTUYECKUIN aHann3 TpebyeT ncnonb3oBaHNS METOAOB,
COOTBETCTBYHOLUMX TUNY pacnpeaeneHns 4aHHbIX U UX KONMYECTBY.
Ana manbix Bbibopok (30 n meHee 06bEKTOB) C pacnpedeneHnem,
OTNNYaKLMMCH OT HOPMAarnbHOro, a Takke B CUTyauusx, Korga BuA
pacnpefeneHns He oueHuBancs, criegyet MCnonb3oBaTb MeToAbl
HenapameTpuyecKkon CTaTUCTUKKN (Kputepuin MaHHa-YnTHu, Bunkok-
coHa un gpyrue). Ana BblI6opok goctaTtodHoro o6bEmMa npu ycrnosum
pacnpegeneHMs napaMeTpoB BO BCEX nogrpynnax no HopmarbHO-
My 3aKOHY NpeanoyTUTENbHO UCNONb30BaTh NapameTpuyeckme metoabl (kputepuin CTologeHTa
n gpyrue). lNpu aTom COOTBETCTBME pacrnpenerneHns HopMarbHOMY 3aKOHY HeobxooMmo goKa-
3blBaTb CNeLManbHbIMU CTaTUCTUYECKUMU MeTog4aMn. Ho aaxe B cnyvyae HopmarbHOro pacnpe-
AeneHus JonycTMMO UCMOoNb30BaHWe HenapameTpuyecknx MeToaoB, MOCKOMbKY UX MaTemMaTuka
He 3aBUCUT OT NapameTpOB pacnpeaeneHus.

B 3aBucumocTu OT Tuna pacnpeaeneHunst n, COOTBETCTBEHHO, UCMOMb3yeMbliX METOA40B CTa-
TUCTUKM ANsi ONUCaHWUSI NPU3HAKOB NPUHATO MPUMEHSATb Pa3Hble XapaKTEPUCTUKM LIEeHTpanbHOM
TeHaeHUMn 1 pasbpoca: cpefHee 3HaYeHWe U CTaH4apTHOe OTKNOHEHUE Npu HopManbHOM pac-
npegeneHMn nNpusHaka u nocnegyowem UCnonb30BaHUM NapaMeTpuyYecknx MeToaoB, MegnaHy
N NMHTEPKBAPTUIbHbIA pa3max AN NPU3HaKoB, pacnpeaeneHmne KoTopbiX OTAIMYHO OT HOpMarbHO-
ro U Npv aHanmn3e KOTopbIX MCMOSb3YHTCS HENapamMeTpUYecKkmne KpuTepuu.

Takum obpasom, aBTOpamu CTaTby 3a4eKNapuvpoBaHO UCMONb30BaHME HernapameTpuyvecknx
METOA0B CTaTUCTUKK, @ ONUCaHNE NPU3HAKOB NPUBELAEHO B LUMPOKO pacnpoCcTpaHEHHOW B Meaun-
LUMHCKMX CTaTbsAX hOpMe, HO HE COOTBETCTBYIOLLEN NCMONMb30BaHHBIM METOAAM.

3aknounTenbHbIN BbIBOA, CAENAHHbLIA HA OCHOBE aHanusa rpynnbsl U3 5 NaumMeHToB, U3NULLHE
kaTeropuyeH. OCHOBbIBAsiCb Ha CTOMb Marow BbIBOpKe, KATErOPUYHOCTb CYXOEHUS NpeacTaBns-
eTcsi 36bITOYHOM, NOCKOMbKY CTaTUCTUYECKN 3HAYMMble pasnuyms He OBHapy>XMBAKTCHA B OBYX
cnyyasix, — Npyu OTCYTCTBUM Pasnuyumin Mexay rpynnamu, nmbo HegoCTaTOMHOM MacCuBe AaHHbIX
ANS BbISBNEHUS Pa3NNymni.

B T0 e Bpems, oTAenbHbIE MONOXEHUA NMCbMa B pefakumio Takke HeJOCTaTOMHO KOPPEKTHbI
C NO31UUN MELMLMNHCKOM CTaTUCTUKWU. B yacTHOCTW, yTBEpPXAEHNE O Hanmyum, NMbo OTCyTCTBUM
3HAYUMBbIX PA3NNYMI MEXAY rpynnamMm Ha OCHOBAHMM TONbKO CPeaHEro 1 CTaH4AapTHOMO OTKITOHE-
HWUs1 HEAONYCTUMO.

Hapbsa OmutpreBHa [JonoTtosa,
KaHOMAaT MegUUMHCKUX HayK,
Be4yLUMIA HayYHbI coTpyaHuK «Fammamen-Codt»




HAMSITU MAMJIEEBA UT'OPA
AVPATOBUYA

Mawmnee Mrops AfiparoBud pomiicst 7 CEHTSIOPs
1951 roma B ropone Oxrsiopbckuii barmkupcekoit ACCP.
B 1968 rony, nocne okonyanusi cpeaneit mkonsl Ne 100 &
Vb1, moctynun Ha menuarpuueckuii (axynsrer bar-
KHPCKOTO TOCYJapCTBEHHOTO MEUIIMTHCKOTO MHCTUTYTA.

[locne oxoHYaHWS WHTEPHATYPHI MO JETCKOM XH-
pypruu B 1975 romy ObuT IpUHAT HA paboOTy B OTAETe-
HUE TIAaHOBOHM xupyprum PecnyOnukaHCKOW IeTCKoH
KJIMHAYEeCKOW OONMBHUIBL. 3a ToAbl paboThl MpaKTHYe-
CKHM BpayoM aKTHUBHO 3aHHUMAJICSI XUpPYprueil HOBO-
POXIEHHBIX, a TAK)KE BOTIPOCAMH JIEUSHUS JAeTe C XH-
MHYECKUMH O)koTamu TumieBona. B 1979 rony Urops
AiiparoBuu Hayajl 3aHUMATHCS JETCKOM 3H]I0CKOIHUEH,
CTaB NepBEIM B bamkupuu kBanmUIIUpOBaHHBIM 3H-
JOCKOMUCTOM. VM OBLTH BBINONHEHHI MepBbie HUOPO-
330(aroracTpoyoIcHOCKOIHH, (HUOPOKOIOHOCKOTIUN
y ZeTeil, B TOM YHCJIe U 'y HOBOPOXK/IEHHBIX.

B 1990 romy pyKoBOIMII OTIEICHUEM, TC JICUUITHCH
JIETH, TIOCTPAJIaBIIHe B OTHE YITy-TensKCKoi KaTacTpo-
GBI, 1 IPOSIBUI ce0s KaK yMeNbli OpraHu3aTtop Meau-
UHCKOW TIOMOIIY B 9KCTPEMANIbHBIX YCIOBHUSX. 32 3TO
N.A. MamineeB Obl1 HarpaxJeH MOYETHBIM 3BaHUEM
«Otmmunauk 3apaBooxpaneruss CCCPy.

B tom xe 1990 romy Obl1 m30paH Ha JOHKHOCTH
accUCTeHTa Kadenpsl IeTCKOW XUPYPTUH, OPTOTICINH,
AHECTE3UOJIOTHH balikupckoro rocyaapcTBEHHOTO Me-
JTUIIMHCKOTO WHCTUTYTA, Aajiee — TOLEHTOM U mpodec-
copoM Kadeapsl.

Uropp AiipaToBuy SBISIICS MHOHEPOM JIETCKOM BH-
Jockonuyeckoid xupypruu B Poccuiickoit @enepanun
1 OCHOBOTIOJIOYKHUKOM OAIIKUPCKOH IIKOJIBI IETCKOH 9H-
JIocKonu4eckoi xupyprud. IlepBble nanapockonuyueckue
BMEIIIATEIBCTBA UM OBbLIH BBIMOJMHEHHI eie B 1990 romy.
B teuenne xoportkoro Bpemenu W.A. MawmiieeB co3man
YHUAKAJIGHBIA KOJUIEKTHB JETCKHUX SHIOXAPYPIOB M BHE-
JIPWIT B TIPAKTHUKY BCE BHIBI SHIOCKOMMYECKOTO JIOCTYTIA.

B 1998 romy 3ammrun KaHIWAATCKYIO AMCCEpTa-
o «Jlamapockonuueckoe JieueHHe MpOoJOIKAIOLIe-
rocsl TOCJEONEepallMOHHOIO MEPUTOHHUTa Y JAeTel»,
a B 2004 romy — JOKTOPCKyIO auccepranmio «Bumeoro-
PaKOCKOITMIECKHE OTIEPAIN B XUPYPIUIECKOM JICICHIH
3a00JIeBaHNI OPraHOB TPYIAHOU KIETKH y Aerein». Oco-
0011 3acTyroi SBIsETCS BHEIPEHHE B PAKTUKY IETCKOM
XUPYPIMH BHJICOTOPAKOCKOMUYECKUX omeparmi. Tak,
B 1996 romy BmepBeie B Poccuu UM U €ro Kosuieramu
ObUTa BBITIONHEHA BUIEOTOPAKOCKOTIMYECKasi JIOOIKTO-
Mus peberky. PazpaboraH psn ornepaTHBHO-TEXHHYE-

AETCKOA XMPYPriM, aHecTe3MOnoru U peaHumMaTonoruu

CKUX TIPUEMOB IIpHU TIPOBEJICHUU JAHHBIX OMEpaLuil.
o 2015 roma npodeccop U.A. MamiieeB sBIsICS py-
koBoauteneM bamkupckoro PecryOnmkanckoro meHTpa
JIETCKOM 3HJIOCKONIMM M MUHUWHBA3WBHON XUPYpPTHUU.
Ha 6aze LlenTpa ObUIM MOATOTOBIEHBI SHIIOCKOMIHCTHI
u sugoxupypru Poccuiickoit @enepanmu, PecnyOmuku
BamkoprocTtan, OMXHETO U TATBHETO 3apy0eKbs.

[podeccop N.A. MamieeB — aBrop 6omnee 200 pabor
M YeThIpeX MOHOTpaduii 0 aKTyalbHBIM BOIIPOCaM AET-
ckoit xupyprun. Iox pyxoBoacTeom M. A. Mamieea ObLTi
3aIMILIEHBI 2 TOKTOPCKUE U 3 KAHAUATCKUE IUCCEPTaLIH.
B 2001 romy 3a mpakTH4ecKyI0 BpadyeOHYIO ASSITEIbHOCTD
U TIOATOTOBKY BpayeOHBIX KAJIPOB €My MPUCBOCHO 3BAHUE
«3aciyxeHHbIH Bpad Pecrryonmuku Bankoprocrany.

OH ObuT Pa3sHOCTOPOHHE OOpPa30BaHHBIM HEJIOBE-
KOM, HAaCTOSIIIUM MHTEIUIMT€HTOM, YBIIEKAJICS TE€aTPOM
W MY3BIKOH, 3aHUMAJICS CIIOpPTOM, uMen 1-i kBamudu-
KaI[MOHHBIM pa3psii 0 KOHBKOOEKHOMY CIIOPTY, OBLI
OTJIMYHBIM TOABOHBIM OXOTHUKOM. Mrops AlipatoBuy
OBLT MPEKPACHBIM OTIIOM U JenoM. [Jous AHHA mora
II0 CTOIIAaM OTLA U pabOTaeT CIEeUATUCTOM YIbTPa3BY-
KOBOM JMarHOCTHKH.

N. A. MamnieeB ObLT ONECTSIIIAM [IEAATOTOM, YIUTE-
JIEM U HAaCTAaBHMKOM HECKOJBKUX MOKOJIIEHUH JETCKUX
XUpPYpProe u sHjockonuctoB Pocculickoit @enepanuu
n Pecny6nukn bamkoproctan. Ero »xu3Hbp sBiseTcs
IpUMEpPOM 0€33aBETHOIO CIIY)KCHMS JIFOISIM, MEAULH-
HE, ICTCKON XUPYPIUH.

Ceemnaa namamep 006 Hzope Aiipamosuue Mamneege nagcezoa ocmamnemcs
6 cepouax e2o0 y4eHuKoe, Koijiez u NayueHmog.
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HAMSTHU OPUYYKA BJIAIUMHUPA AHAPEEBUYA

04.04.2017 . Ha 74-M TOMY KM3HU CKOPOTIOCTIIKHO YN U3 KU3HU
3aBeyrOIIni Kadenpon AeTCKOW XUPYPTrun
KpacHospckoro rocyaapcTBEHHOTO METUIIMHCKOTO YHUBEPCUTETA
umenu B.®. BoiiHo-fcenenkoro, a.M.H. mpodeccop

KOpuyk Bnaoumup Anopeesuu

(02.03.1944 — 04.04.2017)

92



MPABMNA O®OPMNEHHA CTATEH POCCUWCKWN BECTHUK 2017 Tom VI Ne 1

AETCKOM XUPYPruM, aHeCcTe3nonorun U peaHMMaTonoruu

TPEGOBAHIS K PYKOMUCAM, HANPABNAEMbIM B XKYPHAR

(CocTaBneHo Ha ocHoBe «EAuHbIX TpeBoBaKMit K pyKonMCAM, NPEROCTaBNACMbIM B OHOMEAULMHCKKE KypHaNbI» - International committee of medical

journal editors. Uniforms requirements of manuscripts submitted to biomedical journals. Ann. Intern. Med., 199-126: 36-47)

Penaxuus He paccMaTpHBaeT PyKOIIHCH, HE COOTBETCTBYIOMINE TPEOO-
BAHMSAM.

PaboTbl, KOTOpBIE yXe ObLIM OIMyONUKOBaHBI B JPYTHX JKypHAIax
(cOopHUKAX TPYNOB), IPUHUMAIOTCS K PACCMOTPEHUIO TOIBKO IIPH Ha-
JIMYUM NUCbMEHHOIO CONIACHs IIaBHOTO PEJaKkTopa COOTBETCTBYIO-
IIETO M3IaHHs.

Hpﬂ HaIlpaBJCeHUH CTATbU B peJaKIMI0 CJICAYET PYKOBOJACTBO-
BaTbhCA CJICAYIOIUMU IIPaBUJIaMU:

1.1.

1.2.

1.3.

1.4.

1.5.

1.6.

1.7.

1.8.

1.9.

Pyxonuch nNpUHHMMAaeTCs Ha PAaCCMOTPEHHE IPU YCIOBUH,
4TO OHa HE [0flaBajach B Jpyrue U3laHus, He pa3Mellanach
B MHTepHeTe 1 He OblIa OIMyOINKOBAaHA paHee.

ABTOp, Harpapisisl pykonuch B Pemakimio, mopydaer Pemak-
IIMH OITyOJIMKOBATh €€ B M3IaHWH. DTO 3HAYHUT, YTO ABTOp CO-
rmamacTcsa ¢ TEM, 4TO PeHaKHI/Iﬂ TMOJIYYa€T UCKIIIOYUTEIIbHBIC
[paBa Ha HCIHOJb30BAaHUE PYKONHCH (BKJIo4asi (ororpaduu,
PMCYHKH, CXEMBI, TaOJIMIBI U T.11.) B Iledaty u B cetn MHTep-
HET, Ha JOBEICHHE JI0 BCEOOIIEro CBEICHHUSL.

[IpaBa Ha pyKONMCh CUMTAIOTCS NeperaHHbIMU ABTOpoM Pe-
JIAKIMH C MOMEHTA Mepejaur ee sl MyONIMKaliy B H3IaHHH.
Vkazannbie B m. 1.2. mpaBa ABTOp mnepenaer Pemakiuu
0e3 orpaHUueHUs CpoKa UX JeHcTBUA Ha TeppuTopuu Poccuii-
ckoit denepanuu.

Penakuust BIpaBe IepeyCTYNUTh IOTydeHHbIE OT ABTOpa
TpaBa TPETHHUM JIMIAM M BIIPABE 3alpeIaTh TPETHHM JUIAM
J000€ MCTIONBb30BaHUE OMyOIMKOBAHHBIX B JKYpHAJIE MaTepH-
aJioB.

ABTOp TrapaHTUpYET HAIMYKE y HEr0 HCKIIOYUTENbHBIX IpaB
Ha MCIIOJIb30BaHue NepefanHoro Penakiuy Marepuaina. B ciy-
YJae HapyIIeHWs NAaHHOW TapaHTHH U TPENbSBICHUS B CBS-
3M € 3TUM IpeTeH3uil k Pemakiuu ABTOp caMOCTOSATEIBHO
U 3a CBOH cueT 00s3yeTcsl yperyinmpoBarh Bce npeTeH3uu. Pe-
JaKIysa HE HECET OTBETCTBEHHOCTU NEPEN TPETbUMU JTULAMU
3a HapyllIeHHUe JaHHBIX ABTOPOM rapaHTHI.

3a ABTOpOM COXpaHSETCs MPaBO UCHOIB30BAHUS OIYOJIHKO-
BaHHOTO MaTepHana, ero (parMeHToB M 4YacTeil B JIMYHEIX,
B TOM UHCII€ HAayYHBIX, MPEMOJAaBATENbCKNX IIENIX, a TaKKe
OImyOIMKOBAHMSA B MHBIX M3AAHMSIX (ParMEeHTOB CO CCHUTKOH
Ha OCHOBHYIO ITyOJIMKAIUIO.

INepeneuarka MaTepuanoB, OIyOIMKOBaHHBIX B JKypHale, ApY-
ruMd QU3MYECKUMU U IOPUIMYECKUMH JIMIAMH BO3MOXKHA
TOJNIBKO C MMCBMEHHOTO corIacust Peakuuu u ¢ 06s3aTenbHbIM
yKa3aHHEeM HOMepa XypHaia (Tofia M3/aHus), B KOTOPOM ObIT
onyOJIMKOBaH MaTepuall.

PC}IaKLIPIH HE HECCT OTBETCTBCHHOCTHU 3a NJOCTOBCPHOCTH UH-
(opMaryy, NPeACTaBICHHON B PYKOIINCH ABTOPOM.

TPEBOBAHIS K O®OPMJIEHUIO TEKCTA CTATbU

B peapakuuio npeacrab/sioTcs:

— CONPOBOAUTENHHOE MHCHMO Ha ONaHKE YUPEXKACHHUS, U3 KOTOPOTO
BBIXOOHUT CTAThA,

— IEYaTHBIN SK3EMIUIAP CTaThH BU3UPYETCS PYKOBOJHUTENEM Yd-
PEeXICHUS, W TOCIeIHSAs CTPaHWLA TEKCTa CTaTbu B 00s3a-
TEJILHOM IOpSIKE JOJDKHA OBITH IOANKCAaHA BCEMH aBTOPaMH,
C yKa3aHHeM MMEHH, OTYeCTBa W (aMMIuH, TTOYTOBOTO ajapeca,
Tenepona u (akca (cayxeOHOro HIM JOMAIIHEro) W ajapeca
JJICKTPOHHOH MOYTHI, YYCHON CTENEHH, 3BaHUS, MecTa paboTh
U I0JDKHOCTH;

— DJIEKTPOHHBIH BapHaHT CTAThH IO IEKTPOHHOU MOYTEe WM HA HO-
cuTere.

1.1.

CraTbsl IOJDKHA OBITH pacriedaTaHa Ha Oymare ¢opmara A4
(210%297 mM), opueHTauus KHWKHas. Pa3meps! nmoneit: Bepx-
Hee — 25 MM, HIKHee — 25 MM, J1eBoe — 35 MM, IpaBoe — 25 MM.

HyMepalII/Iﬂ CTpaHUILl OCYLICCTBJIACTCA MOCIEA0BATEIIBHO, Ha4YUHas

1.2.

1.3.

C TUTYJBHOTO JIUCTA.
Tlpn naGope Ha KommbloTepe ucHonb3yercs mpupt Times

New Roman Cyr pazmepom 12 myHKTOB, U€pHOTIO LIBETa, BbI-

paBHHBaHHE M0 JeBOMY Kparo. HTepBasbl Mexay ab3anamu
oTcyTcTBYIOT. OTCTYI IEPBOM CTPOKK ab3aua — 15 Mm.
BbiienieHisT B TEKCTE MOXHO MPOBOJHUTH TOJNBKO KypPCHBOM
WITH TIOJTYKUPHBIM HauepTaHueM OyKB, HO HE MOJYEPKUBAHH-
eM. 13 TekcTa HeOOXOMMO YAAIHUTD BCE TIOBTOPSIOIIHECS TPO-
Gerbl 1 JIMIIHAE Pa3pPhIBBI CTPOK (B aBTOMATHYECKOM PEKHME
uepe3 cepBuc Microsoft Word «HaiTH 1 3aMEHHUTBY ).

2. TUTyABHBIHA THCT

TuTynbHBIH JHCT CTaTBH JOIDKEH OBITH OQOPMIICH Ha PYCCKOM M aH-

TITHHCKOM SI3BIKAX U COIEpIKaTh:

— Ha3BaHUeE CTaThy;

— (aMuIMIO ¥ WHUIKANB aBTOPOB HA PYCCKOM SI3BIKE M B TPAHCIH-
Teparuy;

— IOJHOE HAUMEHOBaHUE YUPEXACHUH, B KOTOPBIX PabOTatOT aBTOPbI
¢ 00s13aTeIbHBIM YKa3aHHEM CTaTyca OpraHU3aluy, ee BeJOMCTBEH-
HOH NIPHHAIIEKHOCTH;

— TIOYTOBBIH ajipec (C MHIEKCOM) yUPEXACHHS, TOPO, CTPaHy;

Pesrome

— pe3loMe CTaThu JOMDKHO OBITh COlEPIKATENBHBIM (OTPaXKaTh OCHOBHOE
coziepyKaHue CTaTbH U Pe3yJIbTaThl HCCIEOBAHNs) U CTPYKTYyPHPOBaH-
HBIM (CJIEI0BaTh JIOTHKE OIFCAHHS PE3YNIBTAaTOB B CTAaThe), KOMIIAKT-
HBIM, HO He KOpPOTKIM (00beMoM 110 200 cioB — He Oonee 1500 3HakoB
¢ npobenamu). Pe3tome SBIISIETCSI OCHOBHBIM HCTOYHHKOM HH(pOpMa-
LUK B OTEYECTBCHHBIX M 3apyOeKHBIX MH()OPMAIMOHHBIX CHCTEMax
u 0aszax JaHHBIX, WHJCKCHPYIOIIUX >KypHAJL;, NPU3BAHO BBINOIHSATH
(DyHKIMIO HE3aBHCHMOTO OT CTaThbH MCTOYHMKA HH(popMamyy. I1o pe-
3I0Me K CTaThe YNTaTeNb JOJDKEH MOHATH CYTh HCCIENOBAHIS WU OC-
HOBHBIC MIeH 0030pa, a TakkKe OIPENeIITh, CTOUT JI 00paIIaTsest
K TIOJTHOMY TEKCTY CTaThu JUISl TIOTy4eHHUs Oosiee moapoOHOH HH(Op-
Marui. HacTosTeIbHO peKOMEH/LYeTCs CTPYKTYpa Pe3toMe, TIOBTOPSIIO-
Iasi CTPYKTypy CTaTby. Pe3tome JO/DKHO OTpaskaTh HMEHHO COfepiKa-
HME CTaThy, a He ObITb HOBTOPOM INIaBKU «3aKiiroueHuey («BbBoibD»).

3. OpuruHaabHble CTaTbU.

IInan nocTpoeHunst OpUTHHAIBHBIX CTaTe! cieayromuii: «Beenenuey,
«Marepuansl 1 MeToabl», «Pe3ymbrarel», «O0cyxaeHne» (IomycKa-
ercsi o0beJUHEHNE JIBYX MOCIEHUX Pa3/IeNioB B OAUH — «Pe3ynbTarsl
u obcyxkaeHne»), « BeiBompn» (1o myHkTam) 1 «JIuteparypay.

— Pexomenyemblii 00beM OPUTHHAIBHON CTAaThH HE JIOJDKEH HPEBbI-

mark 12 CTpaHuI MAIIMHOIIMCHOTO TEKCTA, 3AMETOK U3 MPAKTHKH —
5, nekumii — 15, 0630pa juTeparypsl — 20 (cTaHmapTHas CTpaHHUIA

MAIIMHOIMCHOTO TeKcTa conepxut 1800 3HaKOB ¢ nmpodenamn).

— Ilpu moAroToBKe MaTepHanoB PEKOMEHIYETCsS HCIOIb30BaTh II0-
cliefHue JaHHbIE (32 5-6 jet), B 0030pax OrpaHMYMBATH OHOIHO-
rpadudeckuii cucok 50 HCTOYHNKaMH U MUHHMAJIBHO [IUTHPOBATh
COOCTBEHHEIE PaOOTHI.

3.1.
3.1.1.

3.1.2.

Tele’lel U oInpeaeJeHust

Bce TECPMHUHBI U ONPEACIICHUA NOJIKHBI OBITH Hay4YHO OCTO-
BEPHBIMU.

B tekcte Takxke CJIEAYET UCIIOJIb30BaTh MEXIYHAPOAHOE HE-
IMaTCHTOBAHHOC Ha3BaHUC JIEKAPCTBEHHBIX CPENCTB. HpI/I HC-
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3.13.

3.2.

00XOMMOCTH MOXKHO HCIOJNB30BaTh TOPrOBOE HA3BaHHME,
HO He Oonee 1 pa3a Ha cranmapTHyio crpanuiy (1800 3HaKkoB
¢ mpodenamn).

J103BI IEKapCTBEHHBIX CPEACTB, CAMHUIIBI U3MEPEHHSA U IpY-
T'Me YMCIICHHbIE BEIUUUHBI JOJDKHBI OBITh YKa3aHbI B CUCTEME
CH.

XKenarensHo, 4TOOBI HamMcaHMs (HEPMEHTOB COOTBETCTBOBAIIH
crannapry Enzyme Classification.

Hacnenyemple wiam cemeifHble 3a00N€BaHHS PEKOMCHIYET-
csl TIPUBOJUTH B COOTBETCTBHU C MEXTYyHapOJHOU KIIacCH-
(uKarueil HaclIexyeMbIX cocTosHMM y denmoBeka Mendelian
Inheritance in Men (http://ncbi.nlm.nih.gov/Omim).
Ha3zBaHnst MUKPOOPraHU3MOB JOJDKHEI OBITH BEIBEPEHBI 10 U3-
naHuio «MeauiuHcKas Mukpoouonorus» (mox pea. B.U. Ilo-
KPOBCKOTO) HJIHM B COOTBETCTBUH C «DHIUKIONEITICCKHM
CJIOBapeM MEIULMHCKUX TEPMHUHOBY (B 3 TOMax, NOA pex.
B.B. I[lerposckoro).

IToMuMO OOLIENPUHATHIX COKPAIICHUH €IMHUII W3MEPEHUs,
(U3MIECKUX, XHMUYECKHUX U MAaTEMAaTHYECKNX BEJINUMH H Tep-
MFHOB, JIOITYCKafOTCs a00peBHATyPBI CIIOBOCOYETAHHH, HAHO0-
Jiee 9acTo MOBTOPSIONINXCA B TeKcTe. Bee BBognMble ABTOpOM
OyKBeHHbIE 0003HAUCHNS 1 a00peBUATYPbI AOTKHBI OBITH pac-
1 (POBAHEI B TEKCTE IPU UX HEPBOM yIIOMHHAHUH.
I'padukn, cxembl, pucyHKH, GpoTorpapun

O6beM rpauaeckoro MaTepraza — MUHIMAIBHO HEOOXOIUMBIIL.
Ecmu pucyHkH paHee yxke IyONHMKOBAaINMCh, HEOOXOANMO yKa3aTh
OPUTMHAIBHBII MCTOYHMK U TPEACTABUTH MICHMEHHOE pa3pellicHue
Ha MX BOCIIPOM3BEICHHE OT AepiKaTesist IpaB Ha MyOnukanuo. Pucys-
KU U CXEMBI XKeJlaTeIbHO AyOIupoBaTh B OTACIBHOM (aiiie.

B ornensHOM (aiine npuiararorcst HOAMKCH K PUCYHKaM B HOPSIIKE
UX HyMepaluH.

B Tekcte crathu ciexyeT 0603HaIaTh MECTa TS XKEIATENbHOTO pas3-
MeIeHUs IpauKoB, CXeM H PHCYHKOB.

3.2.1.

3.2.2.

3.23.

3.24.

3.255.

3.2.6.

3.2.7.
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I'pacduxu, cxemsl, auarpamMMsl ¥ (GoTorpaduu TOMKHBI OBITH
0003HaueHBb! KaK PUCYHKH, IPOHYMEPOBAHBI B IOPAAKE YIIO-
MMHAHUS B TEKCT€, HMETh Ha3BaHUE (IIOAPUCYHOUHYIO HOJ-
IIMCh) ¥ TPH HEOOXOAMMOCTH mpuMedaHns. OHU He JOJDKHBI
TIOBTOPATH COZIEpIKaHHe TaOMHII.

I'pacduku, cxeMbl M AMAarpaMMbl IPUHAMAIOTCS B 3JIEKTPOH-
HOM BapuanTe B popmarax Adobe Illustrator, a poTtorpacduu —
B popmare TIFF (pa3pemmenue 300 dpi).

Oc¥u rpaMKOB JOJDKHBI HMETh Ha3BaHUSI M Pa3MEpPHOCTS. I'pa-
¢buK nomkeH OBITH CHaOXKEH JereHnol (0003HaueHHEM JIMHUH
U 3aronHeHuit). B ciydae cpaBHeHus AuarpaMM cexyeT yka-
3bIBaTh JOCTOBEPHOCTH pazinnuuil. He pasperaercs ucnomnb3o-
BaTh 3D-Moaenu 11t THCTOTPaMMBL.

Ha ¢otorpadusx HeoOXoauMo ykazaTb OCOOCHHOCTH CTpen-
KaMH WM MHBIMU CHMBOJIAMU. Bce CHMBOIIBI, CTPENKU U Haj-
MIMCH Ha MOy TOHOBBIX MILTIOCTPAIHSX JOKHEI KOHTPACTHPO-
BaTh ¢ (JOHOM.

Hanmucn Ha pucyHkax u gororpadusax T0KHBI OBITH JOCTa-
TOYHOTO pa3Mepa, YTOObI OBITh Pa30OPUUBBIME HOCIIE CXKATHUS
Juts myOnukanuy. OnTuManbHbeIA pasMep 12 MyHKTOB.
HenomycTuMo WCIIONB30BaHUE «CIABOCHHBIX), «CTPOCHHBIX)
U T.I. pUCYHKOB. Heckombko n3006paxeHuil, 00beINHEHHBIX
B OJIH PHCYHOK, JOIDKHBI OBITh 0003HAYEHBI JUTEPOH («a»,
«0», «B» U T. 11.) C 00sI3aTEIBHBIM OMUCAHUEM TOTO, YTO HAa HUX
n300pa)XeHO B paMKax OOIIei HOAPHCYHOYHOH HOAIUCH.

Bce ucnonb3yemble CUMBOIBL (CTPENKH, OKPYXKHOCTH U T.IL.)
JIOJDKHBI OBITh 0OBACHEHBI. Bcee HCIonb3yeMble COKpallleHUs
JIOJDKHBI OBITE pacii(poBaHEL B ali()aBUTHOM MOPSAKE B KOH-
1e 00IIeH MOPUCYHOUHOMN MOAUCH.

3.2.8.

3.3.
3.3.1.

3.3.2.

3.33.

3.3.4.

3.3.5.

3.3.6.

3.3.7.

3.3.8.

3.3.9.

3.3.10.
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B moxmucsax k MukpodoTorpadusaM yka3sIBaeTCs METOJ OKpa-
CKH 1 yBEIINUCHHE.

Cnucok IuTEpaTyphl

CHHCOK JTUTepaTypsl JOJDKEH OBITh HalleyaTaH uepes ABOHHON
HMHTEpBaJl Ha OTIEIbHOM JIMCTE, KaX bl HCTOUHUK — C HOBOM
CTPOKH IIOX TOPSIKOBBIM HOMepoM. CCBUIKM Ha HMCTOYHH-
KU cliegyeT o0o3Ha4yaTh (TIPEJCTABIATh) B TEKCTe apabCKH-
MM IEppaMH B KBaIPATHEIX CKOOKaX M PAcIoNararh B KOHIIE
npennoxkeHns. CChUIKM Ha HEOIyOIMKOBaHHBIE paOOTHI HE 10-
IIyCKAIOTCAL.

[IpaBunbHOE OIHMCAHUE UCIIONB3YEMbIX HCTOYHUKOB B CIIUCKE
JIMTepaTypsl, Hauboee 3HAYMMBIMU COCTABISIONIUMY KOTO-
PHIX SIBISOTCS. ()aMIITIM aBTOPOB, HAa3BaHMS KyPHAIIOB, TOT,
Homep crpanuisl cM. B Uniform Requirements for Manuscripts
Submitted to Biomedical Journals (http://www.nlm.nih. gov/
bsd/uniform_requirements.html).

HeobxomuMo npuBOIUTH (DaMUIMU BCEX aBTOPOB CTaTbH,
COKpAIL[EHHs] CITHCKA aBTOPOB, 00O3HAYaeMbIE KaK «U AP.»
WK «et al.» HeTOIyCTHMBI.

Crucok muTepaTypsl HEOOXOIMMO COCTABIATh B MOPSIIKE IH-
THPOBAHMS aBTOPOB, & HE B an()aBUTHOM IOPSIKE.

Crenyer ucnonb3oBath Index Medicus amst moucka cokparie-
HU Ha3BaHUH KypHAJIOB.

Bce MOKYMEHTBI, Ha KOTOpPBIE JENAlOTCSl CCBUIKU B TEKCTE,
JIOJDKHBI OBITh BKIIIOUYCHBI B CIIUCOK JINTEPATYPHI.

B crmcok nmTepatypsl He BKITIOYAIOTCS CCHUIKM HA JIHCCepTa-
LIMOHHBIE pabOTHI, aBTOpe(epaThl, TE3HCHI, OIYOINKOBAHHbIC
Ooree ABYX JIET Ha3aj, a TAKXKE MaTepHUaIbl, HATMYUE KOTOPBIX
HEBO3MOXXHO IPOBEPUTH (MaTepuasbl JIOKAIbHBIX KOH(EpeH-
UUH 4 T.11.).

JenarenbHO CCBITATHCS Ha MEYATHBIE HCTOYHHUKH B MEPHOIHU-
YEeCKUX U3JaHUAX, BXOAAINX B criucok BAK.

C menbi0 TOBBIICHUS IMTHPOBAHUA aBTOPOB B JKypHaie
U C y4eTOM TpeOoBaHMI MEXTyHAPOIHBIX CHCTEM IIUTUPOBA-
HUs, OuOnuorpauueckue CIUCKU BXOIAT B aHIVIOS3BIYHBIN
610K cTaTbd. DTO O3HAYACT, YTO aBTOPBI JOJDKHBI PEIOCTaB-
JATH CIUCKH JUTEPATYphl B JBYX BapHaHTAX: OJWH Ha S3bI-
K& OpHIMHAaNma (PYCCKOS3BIYHBIE MCTOYHHKH KHPUILTHICH,
AQHIVIOA3BIUHBIE JIATUHUIICH) M BTOPOH POMAaHM3MPOBAHHBIN
(references). B pOMaHU3MPOBAHHOM CIHCKE JIMTEPATypBhI
JIOJDKHA IPOBOJAUTHCS TPAHCIUTEPALMS PYCCKOA3BIYHBIX HC-
TOYHHKOB C UCIIOJIB30BaHUEM O(QHUIIHAIBHBIX KOJUPOBOK B ClIe-
JIOIIEM TIOpsZIKe: aBTOPHI, HAa3BaHUE CTAaThU WM Ha3BaHUE
KHWTH, a Takke Ha3BaHHME MCTOYHMKA (Ha3BaHWE >KypHAIa,
M3[aTeNbCTBA) TPAHCIUTEPUPYIOTCS MIPU TIOMOIIH KOJIUPOBOK,
a Ha3BaHME CTAThH WM KHUTH U JKypHAla eIle U MePeBOAATCSA
Ha aHIIMHCKUI S3bIK (CMBICIOBAs TPaHCIHUTEpalys). B xoHue
6ubnorpaduIecKoro ONMCaHUsl POMaHU3UPOBAHHOTO HCTOY-
HMKa yKa3bIBaeTCs SI3BIK OpPUTHHANA B KPYIIBIX CKOOKax (in
Russian). Jlyst ynoOcTBa TpaHCIUTEPALlN BO3MOXKHO HCTIONb-
30BaHKe OHJAWH-cepBuca: http://ru.translit.ru/?account=bgn.
3a mpaBUIBHOCTH OMOMMOrpadMIEeCKUX TAHHBIX OTBETCTBEH-
HOCTb HEceT ABTOP.

Nndopmanus 06 aBropax

B crarbe nomkHa ObITH HHpOPMAIHST 000 BCEX aBTOpaXx:
— (aMuns, UMs, OTYECTBO TOIHOCTHIO;

— JIOJDKHOCTB;

— 3BaHHE;

— MeCTO paboTsl;

— Ha3BaHWE OPraHU3ALNH;

— ajpec AIEKTPOHHOM MOUTH;

— TeneQoH.
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