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Pe3rome

BBenenue. OnHIM U3 KIIOYEBBIX MPOsIBIICHUI axanasuu kapaun (AK) — penkoro XpoHHUECKoro 3a00sieBaHMsI THIIEBOIA — SIB-
nsieTcs TSDKEnas qucdarus, Beaymas K OeJIKOBO-IHEPreTHIeCKOH HEeJOCTaTOYHOCTH, YTO CYIIECTBEHHO BIIMSET Ha Pe3ybTaThl
XHPYPTUUECKOTO JCUEHHUSI.

Ieab paGoThl — ONpeneauTh U3MEHEHHS IHIIEBOro craryca y aetei ¢ AK.

MarepuaJibl 1 MeToabl. PeTpocnexkruBHO obcnenoBano 20 mereit ¢ AK, HaXOAMBIINXCS HA JICYCHUH B TOPAKaJIbHOM OT/ICIICHUH C
2019 mo 2022 r. JI;st OLEHKH MHUIIEBOTO CTaTyca Ucmoib3oBain Z-kpurepun BAZ (MUMT/Bo3pact) u HAZ (poct/Bo3pact), pacuér
KOTOPBIX OCYIIECTBIISIIA C MOMOIIBI0 porpaMmHoro obecniedenus Anthro Plus (2009). TsokecTs KITMHUYECKHX CHMIITOMOB 3a00-
JeBaHus oneHnBany no mxane Eckardt.

PesyabTarsl. BeisaBieHbl 3HaUNTENIBHBIEC HAPYILIEHU TUIeBoro craryca y nereit ¢ AK. Henocrarounocts nuranus (HIT) ycranos-
neHa y 12 nmereit, mpu 5ToM OoJiee TSHKENBIE HApYIICHUST OTMEYEHBI y IeTel Mitamero Bo3pacrta. [lanuentsl ¢ BAZ < -2 rocmu-
TaJIM3UPOBAINCE B 2,3 pa3sa yale, 6oee NPpOIODKUTENbHBIN IIepHo/] HAXOAWINCh B CTAllIOHape U 4Yalie TpeOOBalIu IOBTOPHBIX
OIlepaTHBHBIX BMemareabeTB. TsokecTs cuMmnToMoB AK 1o oneparyy Oblia Beine y gereif ¢ Tsokénoit HIT.

3akmouenue. YcraHosneHa Beicokas dyactota HII y nereit ¢ AK, accouumnpoBaHHas ¢ JUIMTENbHBIM MPEOBIBAHUEM OONBHBIX B
CTaIOHApe, YTO OIpeselsieT HeOOXOAMMOCTh aHaIM3a IHILEBOTO CTaTyca Ha MPOTSKEHHH BCEro MepHoja TOCIUTAIN3AlNN U
TIPOBEICHUS CBOEBPEMEHHON €TI0 KOPPEKIIHH.
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Summary

Introduction. One of the key manifestations of achalasia cardia (AC), a rare chronic esophageal disease, is severe dysphagia lead-
ing to protein-energy malnutrition, which worsens the results of surgical treatment.

Objective. Comprehensive assessment of the nutritional status in children with achalasia cardia.

Materials and methods. A retrospective analysis of twenty clinical AC cases was performed in children treated in the thoracic
department of the National Medical Research Center for Children’s Health from 2019 to 2022. To assess the nutritional status of
patients, BAZ (BMI/age) and HAZ (height/age) Z-criteria were used, calculated using the WHO Anthro Plus software (2009). The
severity of clinical symptoms was assessed using the Eckardt scale, Statistical data processing was performed in StatTech v. 4.8.5
and Microsoft Excel.

Results. Pronounced disorders of the nutritional status were revealed in AC children: malnutrition was established in 12 children,
while more severe disorders were noted in younger children. Patients with BAZ <-2 were hospitalized 2.3 times more often, stayed
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in hospital longer and more often required repeated surgical interventions. The severity of symptoms according to the Eckardt scale

before surgery was higher in children with severe.

Conclusion. The study confirmed the high prevalence of nutritional deficiency in children with achalasia cardia, associated with a
longer hospital stay, which justifies the need to assess the nutritional status throughout the entire period of hospitalization and its

timely correction.

Keywords: children; achalasia cardia; esophageal achalasia; nutritional status; surgical intervention, malnutrition; nutri-
tional support
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BBenenne

xana3ua kapauu (AK), koTopyro yacto Ha3bIBalOT
IIPOCTO axajasueil, — 3T0 HecloCOOHOCTh IMal-
KOH MYCKyJIaTypbl pacciaaliaThes, U3-3a 4Yero HIK-
HUW TTUICBOAHBIN COHUHKTEpP OCTa&Tcs 3aKkphITHIM [1-3].
AK sBnisiercst penkoid popMoii MaToJIOTHH B IETCKON XUPYP-
TUYECKON TPAKTHKE U NPEACTAaBISIET UHTEPEC Ul Bpade
pasHBIX crenuanbHocTel. 3aboneBaeMOCTh axamazueil y
B3pocneix coctaBisieT 0,03—1,63 cmydas va 100 ThIC. Uemno-
BEK B rofi, a y aereit — okono 0,11 na 100 TbIC. uenoBek [4].
Cunraetcs, yto AK sBIseTCS HCKIIIOUYUTENBHO XUPYP-
IMYECKOH MaTojorueit, BMecTe ¢ TeM 3aboneBaHue Tpeoy-
€T MYJIBTHIUCIUIUIMHAPHOTO TOAX0Ja K JHATHOCTHKE W
neueHnto [5]. OMHUM W3 3HAYUMBIX KIMHUYIECKUX TPOSB-
nenuit AK aBnsercs nucdarus, KoTopast IpUBOAUT K ObI-
cTpoii morepe macchl Tena pedéHka. [Ipu sTom GonbpHBIE
¢ AK moaBepKeHbI TUIEBOMY PUCKY HE3aBUCUMO OT HX
BecoBOM KaTeropuu [6]. HapymieHus rioTtaHus HeraTus-
Ho BiHsitoT Ha nunieBoi craryc (I1C) He Tonbko Ha Gu3H-
4eCKOM (M3-3a2 HEBO3MOXKHOCTHU NMOTPeONIATh afeKBaTHOE
KOJINYECTBO THIINHM), HO U Ha TICUXOJIOTHYECKOM ypOBHE
(M13-32 TOCTOSTHHBIX PBOT M 00JIEH, BRI3BIBAIONINX CTPaxX H
TpeBOTy Ipu NpuémMe MUIIK Yy JeTel Bcex Bo3pacToB) [7].
B stux cmydasx Hemocratounocth nutanug (HIT) Gonb-
HOTO OTHOCHUTCS K HEOJIIaronpusaTHHIM (PaKkTopaM TeUCHHsI
MepHOIepallMOHHOr0 nepuoaa. Ilpu oTcyTCTBUH B NepH-
OTepalliOHHOM Iepuoje aleKBaTHON HyTPUTUBHOHN MOA-
JIEp>KKM OO0JIbHOW HAuMHAET TEPSATh MBILIEUYHYIO Maccy,
Yy HETO CHUXKAETCS MMMYHHBIH OTBET M BO3pacTacT PUCK
ocloxkHeHUH [8].
CnoXXHOCTh 3aKJIo4aeTcsl eumé ¥ B TOM, 9TO KIMHHYE-
ckass kaptuHa AK B merckoM Bo3pacTe HE MMeEET YETKOM
CHENU(PUIHOCTA U YaCTO MACKUPYETCs O]l MHbIe 3a0oJe-
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BaHMS, IPOSIBIISISICH PBOTOM, perypruTaliei MUK, peIyIm-
BUPYOIIMMHU PECIIUPATOPHBIMI HHOEKIMSIMHA U 33JePKKON
pasButus. Jucdarus sBiseTCS OCHOBHBIM CHMIITOMOM 3a-
OoJieBaHuUs, MPUBOIAIIUM K HApYLICHUIO MOTpeOIeHHs OcC-
HOBHBIX THIIEBHIX BEIECTB, MAaKpPO- U MHUKPOIIEMEHTOB,
BUTAMUHOB, HEOOXOAMMBIX IUIsi HOPMaJbHOTO pa3BUTHS
Jerckoro opranusma. C y4éToM HOBBILIEHHON TOTPEOHOCTH
B SHEPTUH B IICPHOIICPAIIMOHHOM TIEPHOJIE JICTH C axaasuen
OKAa3bIBAIOTCSl YSA3BUMBIMU B IUIaHE PAa3BHTHUS TDKENON
0eJIKOBO-IHEPTeTHUYECKOW HEJOCTaTo4HOCTH [9]. VYkaszaH-
HbIC HApYLICHUS! OTPHULATENBHO CKA3bIBAIOTCS HA TEUCHUH
MOCIIEONIEPAIMOHHOTO TIePHOJA: YBEIMYMBACTCS 4YacTOTa
MOCIIEONEPALIMOHHBIX OCIOKHEHUH Kak B MECTE XUPYpPrH-
YEeCKOro BMEIIATeIbCTBA, TaK U MH(EKIHOHHBIX, a TaK¥kKe
CpOKM NpeObIBaHUs OOJILHOTO B cTaluoHape. B cBsa3u ¢
aTiM Koppeknus [1C cTaHOBUTCS OMHOW M3 BaXKHBIX 3aj1a4
IIPU TTOJITOTOBKE peOEHKA K ONepalyy U B Tiepuoje peabu-
muranuu [10].

B xupypruueckom cramuonape [1C 6onpHO#t AK wacto
ocraérca 0e3 IODKHOro BHUMaHUS. B To ke BpeMms OLeH-
Ka Macchl Tella M POCTa/IIMHBI JOJKHA HPOBOIUTHCS HE
TOJIBKO MPU MOCTYIUICHUH peOEHKa B XUPYPrUuecKuil cra-
IIMOHApP, HO U TIPH BBIIMCKE JUIA ONpeeseHNs AalbHeHInxX
PEKOMEHAIMi 0 MUTAHUI0 U MOHUTOPHHIY aHTpPOIOMe-
TPHYECKHX MOKa3aTelieil Ha aMOyJIaTOpPHOM dTarie.

Hean pabotsr — omnpenenuts n3menenus 11C y nereit
c AK.

MaTepnan bl 1 ME€TObI

IIpoBeneno perpocmnektuBHOE uccaenosanue [1C 20 me-
Teil ¢ AK pa3HOW CTENeHH TSKECTH, MPOOTIEPUPOBAHHBIX B
2019-2022 rr. [Tog HabmMoNeHNEM HAXOOWINCh 9 MaJIBYMKOB
u 11 neBoyek B Bo3pacte oT 9 mec o 18 ner (MennaHa Bo3-
pacta — 14 ner). 15 OONBHBIX MOCTYIWIN B OTJCICHUE IS
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MIPOBE/ICHHST TIEPBUYHOTO OIEPAaTUBHOTO BMEIIATEIILCTBA,
5 mereill — I TIOBTOPHOTO XUPYPTrUUECKOTO JICUSHHUS B CBSI-
3H C KPaTKOBPEeMEHHBIM () (EKTOM TOCIIe TIEPBOM OIepalivu.
Bo Bcex ciydasix Obia BBINOJIHEHA JIAapOCKOIUYecKast Kap-
muomuoromust o [emepy ¢ gpynnorumkarumeit mo Jopy [11].

VY 2 GonbHBIX paHee Obula MOATBEPKI€HA HACIEICTBEH-
Has naronorus: y 1 pebénka — cunapom JlayHa, y BTOpO-
TO — peAKuil TeHeTHndecKnuii cuaapoM OJurpoBa, KOTOPHIi
TaKXKe H3BECTEH KaK CHHJAPOM «TPEX A» M TIPOSBISETCS
anakpumueir, AK u agauconnsmom. 3aboaeBaHie BHI3BAHO
myTanuent A4AS, kotopas Jokanu3oBaHa B 12-i xpomocome
1 HACJIEAYeTCsl ayTOCOMHO-PELIECCUBHBIM My TEM.

OneHky ¢usnyeckoro pa3BUTHS OeTed NPOBOIMIM Ha
OCHOBAaHUM OONICTIPUHATHIX MEXKIYHAPOIHBIX CTaHIIAPTOB
myTéM HU3MEpPEHHsT MACChl TeNa, POCTa U pacyéra aHTPOIIO-
METPHUYECKUX HMHJEKCOB Z-SCOres pocT (JJIMHA)/BO3pPacT
(HAZ), UMT/Bo3pact (BAZ) ¢ ux uHTEpHperanuen ¢ mo-
MomIbio porpammsl Anthro Plus (2009) [12]. Insa ouenku
CHMIITOMOB 3a00JIeBaHUs, CTENIEHH UX TSDKECTU U KITMHUYe-
CKOTO yny4ieHus nocie jedeHus AK ucrosap3oBany mkaty
Okkapara [13].

CrarucTudeckuil aHainu3 IONYy4YEHHBIX MJAHHBIX Ipo-
BOAWIIN C TIpEMeHeHneM mporpammsl «StatTech v. 4.8.5» n
nmakera «Microsoft Excel 2016». KonmdyecTBeHHbIe moka3a-
TENM OLICHWBAIM Ha IMPEAMET COOTBETCTBHS HOPMAaJbHOMY
pactipenenieHro ¢ nomomsio Kputepus Illanupo—Yunka.
[Noka3zarenu, BEIOOPOYHOE paclpeieNieHue KOTOPbIX COOTBET-
CTBOBAJI0 HOPMaJIbHOMY, OIMCBHIBAIN C IOMOIIBIO CPEIHUX
apudmMeTHiecKux BenuuuH (M) 1 cTaHIapTHBIX OTKIOHEHUH
(SD). B kxauecTBe Mepbl PENpPE3eHTaTUBHOCTH UL CPEIHUX
3HAUCHWH YKa3blBAIW TpaHHUIBl 95% HOBEepUTENHHOTO WH-
tepBana (). B ciygae orcyTcTBHS HOPMaJIFHOTO pacipe-
JICTICHUSI IaHHBIC OIKCHIBAIIHA C TIOMOIIBI0 MenuaHbl (Me) u
HIKHETo U BepxHero ksapruineit [Q,; Q,]. CpaBHenue nByx
TPyNI O KOJIWYECTBEHHOMY IIOKa3aTelio, paclpenesicHue
KOTOPOT'O B K&)KAOM IPyIIe COOTBETCTBOBAJIO HOPMAIEHOMY,
IPH yCIOBUU PABEHCTBA TUCIIEPCUI BBIITOIHSIIN C IOMOIIBIO
t-xkputepust CtbroieHra. [Ipu pacnpeneneHuu, OTIMIHOM OT
HOPMAJTLHOTO, HAIPABICHUE W TECHOTY KOPPEISINNA MEXIY
KOJIMYECTBEHHBIMHU ITOKA3aTEISIMH OIICHHBAIN C TIOMOIIBIO
kod(dunmenta paHroBoi koppemsinun Crmpmena (p). Pe-
3yJABTaThl CYUTAIN 3HAYMMBIMU TIpH p < 0,05.

Bes HIT

ORIGINAL ARTICLE

Pesyabrarsl

IIpu mocTymieHuH B CTALMOHAp y BCeX OOJBHBIX OBLI
paccunTaH CyMMapHBIN OaJLT MO IIKaixe DKKapATa, KOTOPBIH
B cpeaneM coctaBui 9,8 + 1,2 (min = 7, max = 12) Ganna,
OTIpeIeNICHbl aHTPOITOMETPUUECKUE MTOKA3ATEIIH.

VY 12 6onbubix AK Hamu BoisiBiena 3nauumas HII, cpen-
Hee 3HaueHue BAZ =-1,45+ 1,6 (min=-4,19, max = 1,45),
u3 HUX y 8 OonbHBIX Obuia yctaHoBieHa Tsokémas HII, y
4 — ymepennas HII. Y 8 6ompubix AK He BoIsiBnena HII.
Cpennuii mokazareinb HAZ Bcex nmereit cocraBun 0,3 + 1,2
(min = 2,2, max = 2,53), 4TO0 COOTBETCTBOBAJI0O HOPMaJIhb-
HBIM TIOKa3aressiM pocra (puc. 1)

3HauMMBIX CBs3ed MexIy Bo3pacToM OonmbHBIX AK
u nokazarensimu BAZ (p = 0,239, p = 0,309) u HAZ (p =
0,235, p = 0,318) GONBHBIX, MOCTYMUBIIMX HA ONEPATHB-
HOE JieueHUe, He BhIsABIICHO (pHC. 2). OIHAKO YCTaHOBJICHBI
3HAUYUMBIE PA3INYUs CpefHero Bospacra 0onbHEIX AK mpu
HIT u 6e3 neé: y 6onpubix ¢ HIT cpeqnanii Bo3pact (10,33 +
6,12 roga) ObLT cylecTBEHHO MEHbIIE, 4eM y neteit 6e3 HIT
(14,49 + 1,32 rona; p = 0,041).

Jns aHanuza cBa3u Mexay TsbkecTbio HII m BbIpakeH-
HOCTBIO Auc(haruu y OONBHBIX HAMU MPOBEIEH KOPPEIISIH-
OHHBIH aHaNU3 MEXAY 4ucioM OayutoB mo mkane Eckardt
u noka3ateneM BAZ. YcraHoBieHa 3HauMMas yMEpEHHOU
TECHOTHI oOparHas cBs3b (p = 0,489; p = 0,029).

[MpomomxurensHOCTH IpeObIBaHus OompHOTO AK B CcTa-
nuonape Bapbuposaia ot 9 1o 21 nus (Me [Q; Q,], cocras-
nsma 14 [11; 18]. MuauMaidbHOE YuCIIo JHEeH mpeObhIBaHUs
B cranroHape (9) ormedeHo y pebéHka ¢ agekaTabM [1C, y
KOTOPOTO YK€ TIOCIIe IEPBUYHOTO XUPYPrHYSCKOTO BMeIIa-
TeNbCTBA (KapauomMuoToMus o [ennepy) Oblia JOCTUTHYTA
CTOlKasg peMHUcCUsl OCHOBHOTO 3a00J1eBaHMS.

[IpoTuBoOMIONIOXKHAs CUTyalXsl OTMEYaIach y OONBHOIO C
soxénoit HIT (BAZ =-4,19). JlanHoMy 00IbHOMY paHee 1o
MECTY JKHTENbCTBA ObLIA BBHITIONHEHA KapAHOMHUOTOMHS IO
Ienmepy OTKPBITEIM clIOCOOOM 03 BBIPaKEHHOTO KIIMHHYE-
ckoro 3¢ dekra. JINTeIbHOCTD TOCTIMTATU3AI[MH COCTABUIIA
21 nenb. Yepes 3 roga peGEHOK OBLT IOBTOPHO ONIEPUPOBAH
B OTIIEJICHUU TOPaKaJbHON XUPYpPIHH, BHINOJHEHA Jamnapo-
ckonuyeckas kapauomuotomus o [esutepy u Gynaonuka-
must o Jopy. B cBsi3u ¢ penqunusom nucdaruu uepes 3 mec

HIT tsxénoii crenenn  HII ymepenHoil cTenenu

Z-scores
iR

-4

Puc. 1. Crpykrypa IIC y nereit ¢ AK npu nocTyrieHud B CTallMOHAD.

mBAZ 0OHAZ

Fig. 1. Structure of nutritional status in children with achalasia of the esophagus upon admission to hospital.
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OblTa OCyIIeCcTBICHA OaJNIOHHAsl NWIATALUS KapAWuHu, 4TO
MO3BOJIMJIO TIOJYYHTh XOPOIIWH pe3ylsTaT — pa3pernThb
Juc(ariio ¥ BOCCTAaHOBUTDH Maccax mo muuieBony. K mo-
MEHTY TpeThel roCIUTAIN3aluH B CTallMoOHap nucdarus y
peO€Hka Obula KyNMUpOBaHa IMOJHOCTHIO, HOPMAIU30BAJICH
[IC (BAZ = 1,12). Oror ¢akr cormacyercsi ¢ TaHHBIMH O
TOM, YTO B QHAJIOTHYHBIX YCIOBHIX ITHEBMATHUECKAs JTUJIa-
TaIus MpUBeEJIa K CHIKEHUIO 0aJlToB I10 IIKaie DKKapITa Ha
75,1% 3a 24 mec [14].

Crnenyer ormeTuTh, uTo BeeM aetsim ¢ HII, moctynaro-
MM B CTallOHAp, J0 OMepaluy MPOBOAMIACH KOPPEKIHSA
MUTaHUS KaK MapeHTepanbHO, TaK U MyTEM JOIOIHUTEIb-
HOTO HAa3HA4YeHUS CIIELHUAIM3UPOBAHHBIX IMPOLYKTOB 3H-
TepaJbHOIO IHUTAHUs, BBOIUMBIX METOIOM CHIIMHTA, NPH
HEOOXOJIMMOCTH Yepe3 Ha30racTPajIbHbIA 30H]] HIIH TacTPO-
cromy [10].

Takum oOpazoMm, y OonpmuHCTBA 0ONBHBIX ¢ AK BBI-
sieneHa HIT pa3Hoii cremeHu TspkecTu. DTO yKasblBaeT Ha
HeoO0XxoauMOoCTh olleHKH [1C He TOJBKO NpPU MOCTYIUICHUH
B CTallMOHAp, HO U B TEYEHUE BCETO MEPHOIa TOCIIUTAIN3a-

p=0,239; p=0,309

0 5 10 15 20

Bospacr, ner

UM, YTO SIBISCTCS KIMHHYESCKH 3HAYMMBIM JIJTsl HA3HAYCHUS
CBOEBPEMEHHOU HYTPUTHBHOU moaaepxkKu. OO 3TOM cBHIE-
TEJILCTBYIOT CIENYIONIHE KITHHUYECKUE TPUMEDPHIL.
Knunuueckuit npumep 1. [leBouka @., 12 netr. Macca
tena 16,9 xr, poct 127 cm. narnos: AK, Tsokénas Gemnko-
BO-PHEpreTHdecKas HeAOCTaTouHOCTh. B Bo3pacte 7 ner
BIIEPBBIC OBIIM OTMEUYEHBI MOSBICHHE PBOTHI MOCTE HpUE-
Ma TV, CHIDKEHUE alllIeTHTa, pe3Kast TOTepsi MacChl Tela.
HabGmromanace racTposHTEPOIOTOM € TUarHO30M «TracTpo-
330¢areanbHas pedUIIoOKCHas 0OJE3HBY 110 MECTY JKUTEIb-
CTBa, MMOJTy4alia KOHCEPBAaTUBHOE JICUSHHE, OHAKO AITHU30/bI
PBOTHI COXpaHsIMCh. Bec cTpeMUTeNbHO CHIUKAJICS, B CBS3H
¢ 4eM pebEHOK ObLT 00CIe0BaH B XUPYPrHUECKOM OTAETIe-
HUM 10 MECTY JKUTENbCTBA, Ine BoisiBieHa AK. B Teuenue
TIOCJIEAYIONIETO TO/1a MHOTOKPATHO MPOBOIMIHACE OyKUPO-
BaHUS IMUAIIEBOJIA C HECTOMKUM ITOJIOKHUTEIBHBIM 3 dexTom,
IIPH 3TOM PEOEHOK MOTYYall MIAJAIYI0 IUETY B HEOOIBIIOM
00béMe M YaCTUYHOE MapeHTepalbHOe muTaHue. OgHaKo
CHUMIITOMBI AUC(arui COXpaHsuiuch, a MacCO-POCTOBBIE IMO-
KazaTeJIM HaXOAWINCh Ha HU3KOM YpoBHe. bpiio mpoBeneHo

p=0.235;p=0,318

Bospacr, ner

Puc. 2. Bzaumocss3s BAZ (a), HAZ (6) u Bo3pacta 6onpHeIX AK (2 = 20) 10 mpoBeieHHs OIIepaTHBHOTO BMEIIATEIbCTRA.
Fig. 2. Interrelationship between BAZ (a), HAZ (b) and age of children with achalasia cardia (n = 20) before surgery.
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Puc. 3. Bzaumocssn3s BAZ u 6asioB mo mkane Eckardt.
Fig. 3. Relationship between BAZ and Eckardt scale scores.
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OIEPaTHBHOE BMEIIATEIBCTBO: JIAITAPOTOMHUS, 330(arokap-
JuomMuoToMus 1o [emnepy ¢ racTpodyHIOIUIHKAIMen Mo
CyBopoBoii. [locneonepaoHHbId mepuo nporekan 0e3
OCJIOKHEHHH.

UYepe3 1 mec mocie onepanyuyd BHOBb HMOSBHIIUCH BIIU-
3016l PBOTHI IOCIIE NMpHUEMa IUIMU M Kallleslb, YTO HpUBE-
JIO K Pa3BUTHUIO TSHKEIOW MOJUCEIMEHTAPHON IMHEBMOHHM.
[Ipu mocTyruiennu pe6EHKa B XUPypriudecKkoe TopaKkaIbHOe
oTzenenue obOpamiana Ha ce0s BHUMaHUE BBIPOKCHHAsS Ka-
xekcust (BAZ = —4,19). KoxHbIif TTOKPOB 3eMJIHCTOTO OT-
TEHKa CO CHIDKEHHBIM TYypropoM, BBIpaXEHHBIH NepHopOu-
TaNbHBIN 1IMaHO3. B sKcTpeHHOM nopsake OblIa MpoBeaeHa
IpefoNepalioHHas HYyTPUTUBHAsA TOJJAEPXKKa CIIELHaIu-
3UPOBaHHOM BBICOKOOEIKOBOM CMECHIO M IapeHTepabHOE
MMTaHNe KOMOMHUPOBAaHHOHN sMynbenel. 3a 10 mueit pedé-
HOK TIpU0OaBWII B Bece 3 KT ¥ ObUT JOMYIIEH K ONEPAaTHBHOMY
BMEIIATENIbCTBY: BBIITOJHEHBI JIAITAPOCKOTIMYECKasT KapHo-
muotomus 1o [ennepy u pynnommkanus o Jopy. [locrne-
OTIEPAIlIOHHBIN ITIePHOJ TPOTEKAI IIaIK0, PEOEHOK MPOIOI-
KHUJI TIOTy4aTh CMECh JUIA SHTEPAJbHOTO MHUTaHUs, 00BEM
KoTOpo# ObLIT yBenmu4eH 10 400 mit.

UYepes 8 cyT nocie BMelIaTeabcTBa Ha (POHE MPOAOIDKa-
foreiicst SHTEpaIbHON HYTPUTHBHOM MONIEPKKH Macca Te-
na pe6énka mocturia 23 Kr, T. €. O0JbHAs B KIIMHUKE MprOa-
BuJa B Bece 5 kr. Takum 00pa3oM, ynaioch KynmupoBaTh HE
TOJIBKO CUMIITOMBI OCHOBHOTO 3a00JIEBaHUS, HO U TKETYIO
HII, u Ha MOMEHT BBIIHMCKH Y JIEBOYKH OTMEYAJIACh TOJIBKO
nérkas HIT (BAZ =—1,11). B Bo3pacte 16 et npu nosrop-
HOH TOCIIUTANU3allUU COCTOSIHUE OONIBHOM pacleHHBaJIoCh
Kak YJIOBJIETBOpUTENbHOE, Aucharuu He BbiABIeHO, [IC
COOTBETCTBOBAJI BO3pacTHBIM HopMaMm (BAZ = 1,12). Otot
KIMHAYECKHHA TpPHMEp JIEeMOHCTpHpYeT 3(deKTHBHOCTD
CJI)KEHHOI KOMaHIHOW paboThl XUpypra, Neauarpa u aue-
TOJIOTa B IIEPUOIIEPAIIIOHHOM IIEPUOJIE.

Knunuueckuit npumep 2. Mansuuk A., 1 ron 1 mec. Mac-
ca tena 7500 r, poct 73 cMm. [luarnosz: AK, tsoxénas HII. To-
CIIUTAIIM3UPOBAH B XUPYPIHUYECKOE TOPaKaJIbHOE OTIEICHHE
C IMarHO30M: aclIMpallMOHHbIA cuHApoM. [Ipu noctymnenun
POAUTENH TPEABSIBISUIA JKANOOBl Ha CHIDKEHHE AaIllleTHTa,
OTCYTCTBHE NPHOaBKN MaccChl T€Ja, CPBITUBAHUS, PBOTHI, pe-
T'YJSIpHBIE TIONBEMBI TeMIepaTypbl 10 (GeOpmiIbHBIX 1Hdp.
Ha ¢oHe mocTossHHOW PBOTHI 1 XPOHUYECKOTO aCITUPAINOH-
HOTO CHH/IPOMAa M HEBO3MOXXHOCTH IPOBEICHUS HYTPHUTHB-
HOW mojyiepKku Ha MoMeHT roctyruienus [1C pe6&nka Obin
3HaYMTENbHO CHIKeH (BAZ =-3,49; HAZ =—1,0).

W3 anaMHe3a U3BECTHO, YTO C 4 MEC KU3HH OTMEYaUCh
CPBITHBAHUS ¥ PBOTHI MPAKTHUECKU MOCIE KaXI0TO KOPM-
JICHUS, a TAK)KE YMEHBIIHIINCH TEMIThI IPUOABKH MacChl Te-
na. [Tpu 3TOM Hayanuch perysasipHbIE pecpaTopHbIE JITH-
30161 — peOEHOK mepeHEéc 5 00CTPYKTUBHBIX OPOHXHUTOB H
3 MHEBMOHHMH, HAOIIOAJICS U MONydal JEYeHUE 10 MECTY
JKUTENbCTBA. [/ NCKITIOUeHNS HAClIeACTBEHHON MaTOJIOTHH
ObUIO IPOBEAEHO IOJIHOIK30MHOE CEKBEHHUPOBAaHHUE, KOTO-
poe€ BBISIBUJIO IIATOI€HHBIM BapUaHT HYKJICOTHIHON 3aMEHBI
B reie SF7TPC B reTepO3UrOTHOM COCTOSHHHM, ONKCaHHOM
TIPH ayTOCOMHO-JAOMHHAHTHOM BapHaHTE HEOCTATOYHOCTH
cypdakranra. Manpuuk 0611 KoHCYIbTHpOBaH B HUKU 1e-
nmuatpun uM. akana. FO.E. Benbrumesa, re 1mo JaHHBEIM KOM-
MBIOTEPHOM TOMOTrpadhuu OPraHOB IPYHON KIETKHU BIIEPBHIE
ObL1 3anono3peH auarao3 — AK. B TmarensHo coOpaHHOM
aHaMHe3e oOHapyxuics (akT OTCYTCTBHA CIIE3 C POXKIE-
Hus, 4TO B coueTanuu ¢ AK norpe6oBaio HCKIIOUEHHS CUH-

ORIGINAL ARTICLE

npoma Omnrposa. [IpoBeneHo cexBeHUpOBaHUE YK30HOB 06,
08, 13—-16 rera AAAS, a Takxe MPUIETAIONTNX UHTPOHHBIX
oOnacreil, Ipy STOM MMATOr€HHBIX BAPUAHTOB HYKJICOTHIHOM
3aMEHBI HE BBISBIICHO.

Y4uTHIBas TSHKECTh COCTOSIHUSI, 00YCIIOBJICHHYIO B TOM
qucie THKENTOW OeNKOBO-3HEPreTHYSCKOW HE0CTaTOYHO-
CThIO, peOEHOK OBLI TOCIUTAIN3UPOBAH B XUPYpPrUYecKoe
TOpaKalbHOE OTJeNieHHe. [Ipu MOCTYIIEHUH COCTOSHUE
OOJIFHOTO PACICHUBAIIOCH KaK TsDKENOE 3a CUET JKele3o-
JeUIUTHON aHeMuM (BBIpaKeHHas OJEAHOCTb KOXKHBIX
MMOKPOBOB, reMorIo0nH 98 1/11), AbIXaTeabHON HET0CTaTou-
Hoctu I crenenn u Tspxénoit HIT (BAZ = -3,49). [pu pent-
reHorpaguu mumeBosa M QuOPOracTpoayoaeHOCKOIHH
noaTBep k€N auarHo3 AK. JIBax bl c MHTEpBasioM B 7 THEH
Obl1a MpoBeneHa OaJUTOHHAS AWJaTanus ¢ Oy>)KHpOBaHHEM
MUIIEBO/IA, OJHAKO BBIPAXKEHHOTO KIMHHYECKOTO d(PQeKTa
HE TMOJYYCHO: COXPaHSUINCh CPHITHBAHUS U OTKa3 OT KOPM-
neHus. B cBs3u ¢ 9TUM ObUIa pOBeACHA KapAHOMUOTOMHUS
no [enmnepy ¢ pynpormnmkaiueit mo Jopy.

[MocneonepaoHHbBIN TEPUOA MPOTEKAN IAJIKO, PeOEH-
Ky TOCTETIEHHO YBEIHYMBAIH O00BbEM JSHTEPaIbHOTO IHTA-
HUS C BKIIIOUEHUEM CIEIHaIN3UPOBAHHON CMECH Ha OCHOBE
LIEJTBHOTO MOJIOYHOTO O€NKa B CTAaHAApPTHOM H30KaJIOpHii-
HOM pa3BeJICHUU. B yI0BIETBOPHTEIILHOM COCTOSTHHH 0O0JTh-
HOW OB BBIMKCAH AOMOM Ha 8-¢ cyTKu. [Ipyu KOHTPOIBHOM
oOciieroBaHum depe3 6 Mec mocie onepanuu (B BO3pacte
1 ron 10 mec) aunaranuu NHIIEBOAAa U 3a0poca pacTBopa
Oapust U3 KelylAKa B MHUILNEBO]] HE BBISBICHO, ITH30/IbI PBO-
THI U Auc(aruv He MOBTOPSUINCH, @ Macca Tejla COCTaBHIIa
10 xr 300 1, poct 82 cM, YTO COOTBETCTBOBAJIO CPEIHEBO3-
pacTHBIM MTOKA3aTeIsIM.

Obcy:xnenue

Hamu ycraHOB/I€HBI 3HAYMMBIE Pa3IU4yKs CPEAHET0 BO3-
pacra 6onbHbIx AK npu Hanmuun HIT u 6e3 neé. Cpennuit
Bo3pact GompHEIX AK ¢ HII Obln cymiecTBeHHO MeHBIIE,
yeM y nereit 6e3 HII, uto MoxeT paccMarpuBarhes Kak (ak-
Top pucka popmuposanus HIT mpu AK y mereii [15, 16].

VY nmereii co BpeMeHeM aucarus Iporpeccupyer u 3a-
TparuBaeT Kak >KUAKHE, TaK U TBEpAbIe MPOoxyKThl. [Tuma u
JKUIIKOCTh, B TOM YHCIIE CIIIOHA, 33/1€PKUBAIOTCS B HILEBO-
Jie ¥ MOT'YT IonacTh B j1€rkue (acnupanus). IIpu orcyTcTBUM
nedyeHus AK cpenHell cTeneHt TSKECTU MOXKET ITOJTHOCTBIO
MIPETATCTBOBATh MPOXOXKICHUIO MPAKTUYECKH JI000H mH-
LY WIK KUJIKOCTH — 4eM OOJIbllIe IUIOLIalb IOBEPXHOCTH
IIPOIIOYEHHOI'O IPEAMETA, TEM CIIOKHEE My IIPOUTU uepes
HWKHUIA NUIIeBOAHBINA chuHKTep. Ha 3Toi cTagnn npu npo-
[JIaTHIBAHUY MUY OHA MOJHOCTHIO OCTAETCS B MHUIICBOE,
HaKaIUIMBAsCh M PACTATHMBas €ro A0 OTPOMHBIX Pa3MepoB.
DTo sIBIIEHHE U3BECTHO Kak Meraszodaryc [17]. Ecnu B xe-
JyJIKe CKaIUIMBAeTCA OCTATOYHOE KOJIMYECTBO MUINHU, 3TO
BBI3bIBAET IOTPEOHOCTH U30aBUTHCS OT TOTO, YTO OBLIO MPO-
m1oueHo. YacTo 3TO HE COIPOBOXKAAETCSA TOUIHOTON KaK Ta-
KOBOI4, HO BOSHUKAET CHJIbHAS U HHOTa HEKOHTPOJIHpyeMast
NOTPEeOHOCTD BHIPBATH TO, YTO CKOITUIIOCH B MUIEeBoAE. 13-
3a Ype3MEPHOTO PACTSDKEHMS CTEHOK IMHUIIEBOAA 3TO JIETKO
IPOUCXOAUT Oe3 MO3bIBOB K pBOTE. M3-3a 3TOr0 mpakTuye-
CKHU BCsI IUILA HE IONaJaeT B TOHKUH KUILIEYHMK, Te MH-
TaTeJIbHbIEC BEIIECTBA BCACKIBAIOTCS B KPOBB, UYTO MPUBOAUT
K IIporpeccupyouiell IoTepe Beca, aHOpeKCUH, B KOHEYHOM
c4€Te K roJI0NaHUI0 U CMEPTHU. B CBA3M € 3TUM Upe3BBIYANHO
Ba)KHO CBOEBpeMeHHO auarHoctupoBars HII m Ha3zHadars
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OPUIMHAINBbHASA CTATbA

aJIeKBAaTHYIO MPENONEPANMOHHY0 YHTEPATBHYIO HyTPUTHB-
HYIO TIOAIEPIKKY, UTO ITO3BOJIUT YIIYUIIUTh TEUEHUE TTOCIIEO-
nepaionHoro nepuona [9, 10].

Heobxonumo ocymectBisate KOHTpoib [IC GonbHOTO B
TEUEHHUE BCEro Neprojia NpedbIBaHMs peOEHKA B CTallMOHApE
JUTsE OTIeHKH 3(PEeKTUBHOCTH TIPOBOAMMON JTHETOTEpAITHH.
Taxoit mogxon GyaeT crmocoOCTBOBATh COKPAIIEHHUIO TTOCIe-
OTIEPAIMOHHOTO TIEPHO/IA, CHIDKCHUIO TIPOIOJDKUTEIIFHOCTH
TOCTIMTAJIM3AINA U 3aTpar Ha jiedeHue [18, 19].

3akiiouenue

VY 6ompmmacTBa Aeteit ¢ AK BeisiBnena HII pasnoii cre-
TIEHH, YTO CO3MaET CYIIECTBEHHBIE TPYAHOCTH IIPH BEICHUHN
TaKuX OOJIBHBIX B IIOCIICONEPAIIOHHOM IIEPUOE U SBISACTCS
(aKTOpOM pHUCKa Pa3BUTHS WH(PEKIMOHHBIX OCIIOKHEHHH.
CoespemenHnas koppekuus [1C 6onpabix AK criocoOcTBYy-
€T YJIyULIEHHUIO Pe3yJbTaTOB UX XUPYPIHYECKOTO JICUEHHUS.
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Caegenust 00 aBTopax:

bypxuna Huna Hzopegna, spaa — nequarp, PIAY «HMUL 3m0-
poBbst neteit» Munsnpasa Poccun; Byuiyesa Tamvana Bnaoumuposna,
JIOKTOp MEI. HayK, JOIIEHT, IVI. Hay4. COTP., J1a0. MUTaHUs 370POBOTO H
OonpHOrO pedéHka, Bpau — mueronor ®IAY «HMUL] 3xopoBbs ze-
Tei» MunsnpaBa Poccuu; mpod. xad. HaciaeacTBeHHBIX Oone3Hel 00-
MeHa BellecTB u onoxumudeckoi renetrk ®I'BHY MI'HIT um. akan.
H.I1. bouxoBa; Anxacoe A6dymanan bacuposeuu, NOKTOp MEA. HayK,
npod., M. Hayd. COTP., 3aB. XUPYPIrHUYECKHM TOPAKAIBHBIM OTICICHU-
em OI'AY «HMMUL] 3n0poBest aereii» Munsapasa Poccuu; npod. kad.
nerckoit xupyprun ®TAOY BO «PHUMY um. H.U. [Tuporosa» MuHn3-
npasa Poccun (Iluporosckuit Yausepcurer); boposuk Tamvana 30yap-
006Ha, TOKTOP Me. HayK, npod., 3aB. J1a0. MUTaHUS 310POBOTO U OOJIb-
Horo pe6énka ®I'AY «HMMUIL] 3n0poBest peteit» Munsapasa Poceunu;
npod. kad. neauarpuu u nerckoii pemaronorun PTAOY BO «Ilepsbrit
MI'MY um. U.M. CeuenoBa» Munznpasa Poccun (CeueHoBckuit YHH-
Bepcuret); Yepnuxoe Bnaoucnae Braoumuposuu, kanj. Mei. HayK, Ha-
YaJIbHUK METOAWYECKOTO0 aKKPEIUTAIlMOHHO-CHMYIISIIMOHHOTO LEHTPA,
3aB. OTA-HHEM JMArHOCTHMKM U BOCCTaHOBHUTEJIbHOIo JieueHus PIAY
«HMHI] 3mopoBbs meteit» Munsnpasa Poccum; Pamnuxoe Cepzeii
Anekxcandpoeuu, xaHj. Mell. HayK, Bpad — JAETCKUN XUPYpPT XUpyprude-
ckoro TopakanbHOro ota-Hust OI'AY «HMMUL] 3n0poBsst gerein» Mun3-
npasa Poccun; Komuna Enena Heopesna, xanj. Mell. HayK, Bpad — JI€T-
CKHI XHPYpI' XUPYPrH4ecKoro TopakaibHoro ora-uus OI'AY «HMUILL
310poBbsl feTei» MunsapaBa Poccun; @ucenko Auopen Ilemposuu,
JOKTOp Mea. Hayk, npod., aupexrop @AY «HMMULL 3m0poBbst nereii»
Mumnszapasa Poccun.



