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TETTATOITYABMOHAABHBINI CUHAPOM V AETEMN:
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I'ematonynsmonansuslii cuHapom (I'TIC) — sTo cuHApOM, XapaKTepH3YIOUIUICSI apTepPHAJBHON
THIIOKCEeMUell BCJIeACTBHE apTepHO-BEeHO3HOTO IIYHTHPOBAHHUS B COCYJaX JETKMX IPH PAa3IMIHBIX
3ab6oneBanuax meyenu. ['TIC quarnocrupyerca y 9—20% O60JBHBIX qeTell ¢ KOHEYHOM cTaguei 3a60-
JeBaHunA neyeHu. IlatornoMmoHuyHbIMU KaumHWYeckuMu npusHakamu I'TIC aBasiorca HapacTaHue

OJBINIKY IIPU BCTABAHUU (IIJIATUITHOY) U CHUSKEHUE OKCUTEHAIMU B MOJOKEeHUH CTOA (OPTOIeOKCHST).
Ha cerogaamnunii 1eHs 0CHOBHBIMU MeTogaMu jeueHusd I'TIC aBaaroTCa KNCI0POIoTepanus U TPaHe-

IJIaHTAI KU eyeHu. B craThe HA OCHOBAHMU JAHHBIX OTE€UYECTBEHHOI M 3apy0esKHOI JIUTepaTyphl U
COOCTBEHHBIX HAOGIIOIEHNI TPeICTaBJIeHbI COBpeMeHHbIe CBeIeHNI 00 SMMAeMHUOJIOTUM, ITHOJIOTUH,
nmaroreHese, HCTOPUYU U3yUeHHsI, KINHUYECKOI KapTHHe, KINHNYECKOH 1 J1a00paTOPHO-HHCTPYMEH-
TaJBHOM TUATHOCTUKE, TePAllMU U MPOTHO3e 3a0ojeBaHusd. Ha OCHOBAaHUM JOCTYIMHBIX IIyOJIMKAIIMIA
¥ coO0CTBeHHBIX HaOmogeHuil manueHToB ¢ I'TIC mpoaHaIu3UPOBaHBI JaHHBIE 0 JeMOTrpa(UuUIecKux
XapaKTepUCTHKAX, 9THOJIOTHH (II0 pe3yIbTaTaM OMOIICHUM IIeYeHH ), KOMIIBIOTEPHO-TOMOrpaduuecKnx

ATOAOI'UA

HaXoJKaX, NaTo(u3noJIOTUN (caTypanusa KPOBM KHCJIOPOAOM IPHU AbIXaHUU KOMHATHBIM BO3IYXOM,
K03((UIIIeHT BHYTPHIETOYHOTO IIIYHTA), TEPAIIUH M HCXO0AaX 3a00JieBaHN Y 26 meTeii ¥ MOTPOCTKOB.
IIpuseneno kauHuYecKoe HaGmogenne mosguei quaraoctuxu I'TIC y neBouxu 7 jietT, CKpbIBaBIIETOCT
0[] AMATHO30M UIHOIIATHYECKOTO JIeroyHoro huéposa.

EKntouesvie cnosa: zenamonyibMOHALbHbLIL CUHOPOM, YUPPO3 NeYeHU, NopaxceHue aeekux, 0emu, Kau-
Huueckoe Habaio0eHue.
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HEPATOPULMONARY SYNDROME IN CHILDREN:
LITERATURE REVIEW AND CLINICAL OBSERVATION
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Hepatopulmonary syndrome (HPS) is a syndrome characterized by arterial hypoxemia due to
arteriovenous shunting in lung vessels with various liver diseases. HPS is diagnosed in 9—-20% of
sick children with the final stage of liver disease. Pathognomonic clinical signs of HPS are dyspnea
increase on standing (platypnea) and oxygenation decrease in the standing position (orthodeoxy).

Konmaxmnas ungopmayus: Contact Information:

Oécannuroe ] mumpuii FOpveeuw — 1.M.H., 3a8. Kad. Ovsyannikov Dmitry Yurievich — MD., head

nexuarpun PYITH %‘ l?edlajcg‘lcsf]%epal*_tment, People’s Friendship
. niversity of Russia

Aprl(\e/Icp.Hf’ ;I) c;g?ﬁ;i;;g&gr' Mocxkza, Address: Russia, 117198, Moscow,

%e..n . (4993)7236-1 1-52 ’ Miklukho-Maklaya str., 8

g n Tel.: (499) 236-11-52,
E-mail: mdovsyannikov@yahoo.com E-ma(il: m)dovsyannikov@yahoo.com

Crarbsa IIOCTYyIIXJIa 3.10.17, Received on Oct. 3’ 2017,
npuHATa K medaru 17.11.17. submitted for publication on Nov. 17, 2017.




° 6

N

observation.

Tenaronynabmouanbubiit cuaapom (I'TIC) mpen-
craByasgeT co00i OCIOKHEHUEe XPOHUYEeCKUX 3a00-
JeBaHUU IeYeHU, TaKUX KaK IIUPPO3, MOpTaabHAasd
TUNIEPTEH3UA U OpP., IPOABJIAIONIEECT Pa3BUTHEM
aeixarenbHoy HemoctaTtounoctu ([H), compoBosxk-
maroIneiicss CTOMKON apTepHaJibHOU TUIIOKCEeMUEn,
KOTOopas COXpaHAeTCA HasKe IPU JOIOJHUTEIHLHOMN
KHCJIOPOAOTEPAIIN.

B nuTepatype onmcaHBbI JUIIb eTUHUYHBIE KJIT-
Huueckue Habaogeuusa I'TIC y gereii. BmecTe ¢ Tem
IaHHBINA cCUHAPOM Habmonaerca y 4—32% B3pPOCJIBIX
nanuenToB [1, 2] u y 9-20% pereil ¢ KOHEYHOH
craaueii 3aboneBanmua mneuenu [3]. ¥V 20% xaH-
IugaToB Ha mepecanky medenu umeetca ['TIC [4].
Cayuanm I'TIC B OCHOBHOM OIIMCAHBLI Y TAIIMEHTOB
C TSKeJION IeKOMIIEHCUPOBAHHON KOHEUHOIW CcTa-
nueli 3abojieBaHUA II€UEHU, a UMEHHO y IallheH-
ToB KJgacca C mo kiaaccupuramuu Yatama—IIbio
(Child—Pugh), npeguasHaueHHOM IJid oIpegeIeHUA
TssKecTH UPpPo30B neueHu (IIII) u BeIzKMBaeMocTH
manueHTa, X0TA JaHHBIM CUHIPOM TaK:Ke HaOJroa-
eTcs y MaIueHTOoB ¢ IIUPPO30M KJiacca A U y fereii ¢
IIUPPO30M KJjacca B Ha ocHOBaHWU OIEHKU II0 JaH-
Ho mkaJie [5]. B coorBeTcTBMU € KIaccuduranmein
Yatinna—IIsio Tamects IIII ycranaBimBaeTcd IIO
cucrteMe 6ajlJIOB, KOTOPbIE PACCUUTHIBAIOTCA MCXO-
A U3 OlleHUBaeMbIX mapameTpoB (ta6i. 1). Becero
ycraHoBJieHO 3 Kjacca Taskectu I1II B 3aBucumocTu
OT KOJIMUecTBa 06aJlioB: KJjgacc A — 5—6 06ayios;
Kjaacc B — 7-9 6aimnos; xiacec C — 10—15 6asios.

To date, main methods of HPS treatment are oxygen therapy and liver transplantation. The article
presents modern information on epidemiology, etiology, pathogenesis, study history, clinical
picture, clinical and laboratory-instrumental diagnostics, therapy and disease prognosis on the
basis of domestic and foreign literature and unique observations. Based on available publications
and own observations of patients with HPS authors analyze data on demographic characteristics,
etiology (based on liver biopsy results), computed tomography results, pathophysiology (blood
oxygen saturation with room air breathing, intrapulmonary shunt ratio), therapy and disease
outcome in 26 children and adolescents. The article provides clinical observation of late HPS
diagnostics in a 7 year old girl hiding under the diagnosis of idiopathic pulmonary fibrosis.
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BaJiibl BHICTABIAIOTCA B 3aBUCUMOCTH OT 3HAUCHUS
KasKI0oro u3 mapamMerpos ot 1 1o 3, mocJje 4ero cym-
MUPYIOTCA.

BuepBble B3anMOCBS3b MEXKAY 3a00JI€BAHUAMU
meueHn u JierKux Oblaa ormeuena M. Fluckiger
B 1884 r. OH ommcan KJINHHUYECKOE HAaOJIIOfeHIe
namueHTKu ¢ coueranuem L{I1, muano3om u nusmeHe-
HUEeM KOHIIEeBBIX (haJIaHT IaJbIleB B Buae «bapadaH-
HBIX Tajiouek» [7].

B 1966 r. P. Berthelot u coaBT. foxkymeHTHPO-
BAJIM IIOCPEACTBOM BCKPBITHUM, CAEIAHHBIX Y IIAIl-
€HTOB ¢ mpeabIayIuMu guaruosdamvu LI, Haguumre
OUJIATAIUMMA JIETOUYHBIX IIPEKAIlNJLIAPOB, BapbUPY-
omux oT 15 7o 150 MKM, U AuUJIATAI[UIO COCYIOB
aeBpHI [8].

B 1977 r. T. Kennedy u R. Knudson mpezJio-
sKkuau tepMuH «I'TIC» mam «IIevyeHOUHO-JIeTOUHBIHN
CUHJIPOM» ¥ OIMCAJH €ro KaK KJIUHUKO-IaTOJOTH-
YeCcKOe COCTOSHUE, BKJII0UAoIllee I'MIIOKCEeMUI0 U
IUIATAMI0 BHYTPUJIEIOYHBIX COCYZOB, KOTOPLIE
OHH PaCIeHMBAIN KaK IIPUYMHY HAPYIIEHUS raso-
obmena y 6oabpHBIX ¢ ITIT[9].

Hajnuune MHOMXECTBEHHBIX BHYTPUJIETNOUHBIX
apTepPUOBEHO3HBIX AHACTOMOSOB Yy ITAI[EHTOB C I0Be-
HuiabHBIM 1111 ¥ raH030M GBLIO BIEPBLIE OMMCAHO
R. Rydell u F. Hoffbauer 8 1956 r. [10].

Kak ObL10 mOKasaHo HemaBHO, pasButue I'TIC
He 3aBUCHUT OT BHIPAYKEHHOCTH IATOJIOTMU IIeUeHU,
T.e. I'TIC MmosKeT ObITH OOHAPYIKEH y IMAI[MeHTOB U C
HeTs)KeJbIMU 3abosieBanuaAMY neyenu [11].

Tabauua 1

Kaaccudpuranusa mupposa nmeuenu mo Yaiama—IIsro [6]

Yucao 6aj10B, B 3aBUCMMOCTH OT 3HAUYEHUA IIapaMeTpa
OuneHnBaemMbIe TapaMeTPhL
1 6anx 2 6amma 3 6ama
A . HaIPAKEHHBIH, IJI0X0
CIIUT OTCYTCTBYET MSATKHU, JIETKO HOALAETCS JIEUSHUIO o
KOHTPOJIUPYEMbIi
OO0t CUANPYOUH IJIa3MBbl, . .
MEMOJIS/JT (MT/11) <34 (<2) 34-50 (2-3) >50 (>3)
Anp0yMUH 1a3MbI KPOBH, T'/JI >3,5 2,8-3,5 <2,8
TTeueHOUHAS SHITE(ATONATHS oTeyTeTBYET crenenb [-1II (serxkas, TrepaneBTuuecku | crenens III-1V (takenad,
KOHTpOJIIpyeMasi) ILJI0X0 KOHTPOJIUPYyeMast)
ITIpoTpoMOMHOBEIN UHAEKC, % >60 40-60 <40
nin 178871 70071 478071
ITpoTpoMOUHOBOE BpeMs, C 1-4 4-6 >6
nin 70071 70071 478071
MexagyuapongHoe <1,7 1,71-2,2 >2,2
HOPMAJN30BaHHOE OTHOIIIeHEe
(MHO)




B ocuoBe martoremesa I'TIC je:xat Tpu Mexa-
Hu3Ma. Bo-mepBbIX, MPU XPOHUUYECKOM 3aboJeBa-
HUU eyeHu Ha ()OHe BEHO3HOTO 3aCTOS IOBBIIIIAET-
cA maBjieHWe B OOJIBIIIOM KPyre KPOBOOOpDAIleHUA,
YTO MPUBOAUT K OOPA3OBAHUIO MOPTO-KABAJIBHBIX
¥ TOPTO-MYJIbMOHAJIBHBIX aHACTOMO30B. JTOT IIPO-
Iecc MaToreHeTUYeCKHU AelCTByeT B ABYX HaIpaB-
neuusax. C OmHON CTOPOHBI, BOBHUKAET JIerouHasd
TUIIePTEeH3US U, KaK KOMIIEHCATOPHBLIA MeXaHU3M,
00pasyoTca apTepPUOBEHO3HBIE IIYHTHI; C APYroM
— IPU BEHO3HOM 3aCTOe B OOJIBIIIOM KPYTe KPOBO-
obpallleHns Bo3pacTaeT MPOHUITAeMOCTDb KUIIIEUHOMN
CTEHKH, B KDOBb MIOMAJAI0T 6AKTEPUHU U UX SHJOTOK-
cunbl. IIporcxoquT cOPOC TOKCUUECKUX BEI[eCTB B
JIETOUHBI KPOBOTOK, YUTO IPUBOAUT K ITOBPEK/e-
HUIO 9HAOTEJINA COCYIOB, BBIOPOCY MEINATOPOB BOC-
MaJieHns ¥ Ba30AKTUBHBIX BEII[eCTB.

Bo-BTOpHBIX, AucOaNaHC MEXKIY IUPKYJIUPYIO-
MU B KPOBOTOKE BA3OKOHCTPUKTOPAMU U Ba30-
OUJaTaTOPaAMHU BBI3BIBAET IUJIATAIMI0O BHYTPHUJE-
rouyHBIX cocynoB [12, 13]. OcHOBHYIO poJIb B JaH-
HOM MeXaHHU3Me UI'DAeT aKTUBAIlUA CUHTe3a OKCUAa
asora (NO), 3a cueT 5KCIPECCUM SHIOTETMHOBBIX
pererrtopoB Tuna Bl, KoTopas BefieT K YrHETEHUIO
JIETOYHOM T'MIOKCUYECKOI BAa3BOKOHCTPUKIIUY U YBE-
JINUEHUIO apTEePUOBEHO3HOTO IITYHTUPOBAHUS B JIeT-
Kux [14-17]. ITomumo runepnponykmuu NO mpu-
YMHOM AMJIATAIIUU COCYI0B MUKPOIMPKYJIATOPHOTO
pycJia ABJIsieTCS TUIEPIPOIYKIIUSA U IPYTUX MeIu-
aTtopoB. Tak, ¢akTop HEKPO3a OIMYyXOJeHd o, OKCUJ
yriaepozna, UHTepJeHKuHsI 1, 6, 8 u Ap. cekpeTupy-
oTcA Makpodaramu nedeHu (KjaeTkamu Kymndepa)
B pe3yJibTaTe KUIIEUHON SHAOTOKCEMUM, BOZHUKA-
OIeill KakK CJeJCTBUE IMOPTAaJbHON THUIIePTEeH3UH,
KOTOopasi BBI3BIBAET HAPYIIeHWe meppysuu Kuimey-
HUKA ¥ yBeJWUYeHUe SHTePaJbHOM TPaHCIOKAIUU
rpaMOTPUIATEIbHBIX 0AKTEPUH U UX SHIOTOKCUHOB
[18, 19]. TunepupoAyKIuA OKCHUIA YIJIEpOLa IPHU-
BOAUT K YBEJIMUEHUIO COAEP:KAHUA KapOOKCUTEeMO-
ryio0MHA B KPOBU, HE CIIOCOOHOTO IMEPEHOCUTH KUC-
JIOPOJ K TKAaHAM OPTaHM3Ma, YCUJINBASA TUIIOKCUIO
[15]. O6cysxmaeTca BKJAL B PA3BUTHE AUJIATAIIUN
JierouHbIx cocyzoB npu I'TIC Ba30aKTUBHOIO WHTE-
CTUHAJBHOTO MeITUIa, cyocTanmuu P, TpeacepaHo-
ro HaTpuypetuueckoro nerntuzga [20].

B-Tperbux, BeJieACcTBHE cOpOCA KPOBU IO IIOP-
TO-IYJIbMOHAJBHBEIM AaHACTOMO3aM IMIPOUCXOMUT
peMozesupoBaHue cocymoB Jierkux. OOpasyiorcsa
IpsAMbIe apTepruoBeHo3HbIe MYHTHI (puc. 1). Copoc
KPOBM CIIpaBa HAJIEBO MPUBOAUT K HAPYIIIEHUIO BeH-
TUIAIMOHHO-TIePQY3UOHHOTO cooTHOIIeHuA [20].

Huarainus JIETOYHBIX COCYZ0B HA YPOBHE IIpe-
KamuJIJISPOB ¥ KaIUJJISPOB MIPUBOAUT K TOMY, UTO
MOJIEKYJIa KUCJIOPOja He TPOHUKAET B IIEHTD KaIuJI-
JIAPHOTO pycJia U HE OKCUTeHUPYeT TeMOTJIOOUH
[21]. Bosuumkaer auddysnoHHO-TepPY3UOHHBIN
nucbaauc, KOTOPBIH ABIAETCA YHUKAJIbHBIM MeXa-
HU3MOM T'MIIOKCEeMUHU, TaK KaK BCTPEUAETCS TOJbKO
npu I'TIC. CyTh gaHHOTO MexXaHMW3Ma COCTOUT B
TOM, UTO IPU PACIITUPEHUN JETOUHBIX KAIUJJISIPOB
YBEJIMUUBAETCS AUCTAHIIUA TPAHCIIOPTA KUCJIOPOAa
OT aJIbBEOJIBI IO IIeHTpPa Kalujidpa, TAe ITPOHUC-
XOAUT OCHOBHOM IOTOK 3SPUTPOIIUTOB, COAEpIKa-

Dilated caoillary

Puc. 2. TenaTonyabMOHaJBHBIN cuHApPOM [22].

Uit reMorJI00UH, ¥ TaKUM 00pa3oM HeaJeKBaTHAA
OKCHUTeHAIUsA reMOTJIOONHA IPUBOAUT K PA3BUTUIO
cucteMHOU runokcemuu (puc. 2). Takum ob6pasom,
B ocuoBe (popmupoBanusa I'TIC sexxar Basomuiara-
muA u o0pasoBaHUE apTEPUOBEHO3HBIX IIIYHTOB B
JIETOUHON TKAHU IOJ NeMCTBUEM CIelU(PUUECKUX
($axKTopoOB.

B 3aBUCHMOCTH OT JIOKAJIU3AIUU ATOJOTHUE-
ckoro mporecca I'TIC pasgensroT Ha ABa Tuma. 1-it
tun I'TIC dopmupyerca npu nuddysHoit aunara-
MUY TPEeKANUIIAPHOTO pycjia Jerkux. Ilpm sTom
BIBbIXaHUE YBJIAKHEHHOTO KHUCJI0POJa 3HAUUTEIHHO
yJIyUIIaeT IpPOIlecChl OKCUTeHAIMY KPOBU. 2-f1 TN
00yCJIOBJIEH HAJIWYMEM JIOKAJIbHO PAaCIIMPeHHBIX
aprepuoyi, o0pasoBaHWMEM EIUHUUYHBIX BHYTPUJIE-
TOYHBIX APTEPUOBEHO3HEIX IIYHTOB. IIpu 9TOM THIIE
OTCYTCTBYeT peaKIusd Ha BAbIXaHUE KUCJIOPOIA.
Crenenb tsaxkectu I'TIC ompezesisieTcsi B 3aBUCUMO-
CTHU OT YPOBHS OKcureHanuu Kposu [20].

OO6cy:xJaerTca reHEeTUUECKAaA IPeIPACIIOIOKEH-
"HocThb K I'TIC. OTrmeueno, uto I'TIC uaime BcTpeua-
eTcd y MaIMeHTOB C MOJIUMOP(PU3MOM reHa MOHO-
IUTAPHOTO XeMOoaTTPaKTaHTHOro Oeska 1-Tro Tuma
(MCP-1) B mosumuu mpomoTopa — 2518G; pe:xe
y mamueHToB ¢ aymeneM 299Asp sHIOTEIMATbHOMN
NO-cunrassl (eNOS) u HocuTeneit amnensa 298Asp
eNOS [23]. OTu pe3yabTaThl MO3BOJSIOT IIPENIIO-
JIOXKUTD, uT0o moaumopdusm amnensa 298Asp eNOS
MOKeT mpexoTBpaTuTh pasButue I'IIC y mamuen-
TOB ¢ mupposom. Kpome Toro, ammens G MoKeT
accoIMUPOBAThCA C 00Jiee BBICOKOII dKCIIpeccueit
MCP-1 mpu ompenesieHHBIX 3a00JIeBAHUAX, IIPO-
TEeKaAINX C BOCHAJeHWeM. B APyrux wucciemo-
BaHUAX OBLIO MTOKasaHo, uTo apdext amnena G
SABJIAETCSA, TO0-BUAUMOMY, J0303aBUCUMBIM: KJIETKU
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Yy MHAWBUIAYYMOB, TOMO3UTOTHBEIX 1o 2518G, mpo-
nynupyioT 6osabiie MCP-1, ueM KJETKU TeTepo-
aurotr G/A [24]. Bosee BbICOKME YPOBHU MapKepa
Bocrtasienusa MCP-1 npu I'TIC mMoryT ykassIBaTh Ha
POJIb BOCHAJIEHUS B PA3BUTHUU JIETOUHBIX IITYHTOB.
ITonmumopdu3Mbl T€HOB, YUYACTBYIOIIIUX B PETyJIs-
IIUY aHTUOTeHe3a, TaK:Ke OBbLIN CBA3aHBI C PUCKOM
passurtusa I'TIC [25].

B oxmoit u3 paboT OBIIO MOKA3aHO, UTO WHTU-
6upoBanme nponykiuu NO ¢ momMoIbio Ipemnapara
NG-LNAME (NG-nitro-l-arginine-methylester —
NG-uutpo-L-aprunuH-MeTuJI0BbIH 3GUpP) ¥ 00Jb-
HeIX ¢ I'TIC OpUBOAUT K BPEMEHHOMY YJIYUIIEHUIO
TOJIEPAHTHOCTU K (PUBUUECKUM HATPY3KaM U IIOBBI-
menuo Pa0,. B wmccienoBaHmu, BKJOYABIIEM 7
narnueHToB ¢ upposoM u I'TIC, omHOKpaTHOe Ha3Ha-
YeHUe METUJIEHOBOTO CMHETr0 — MHTMOUTOPA BJIUA-
Huda NO Ha pacTBOPUMYIO I'YaHUJIATIIUKJIABY — IIPU-
BEJIO K JOCTOBEPHOMY YJIYUIIIEHUIO IIOKasaTejei
razoo0MeHa U MOBBIIIEHUIO JIETOUHOT'O COCYIUCTOTO
compoTuBaeHusd [26].

XapaxkTepHasa KJIWHUUECKasd AMATHOCTUUYECKAs
tpuana I'TIC BkaiouaeT B cebsa: 1) cHMiKeHUe map-
IIUAJIBHOTO JAaBJIEHUA KUCJIOPOLa B apTepUabHOMN
kpoBu Pa0y,<70 MM PT. CT. IPU OTCYTCTBUY KapAVIO-
pecnupaTopHBIX 3a00eBaHMil; 2) pacllInpeHe BHY-
TPUJIETOUYHBIX KPOBEHOCHBIX COCYZIOB; 3) HaIuuue
TIeYeHOYHON IaToJOTUN.

Huarmoctuka I'TIC Tpyama. B mcciaemoBanuu,
TMPOBeIeHHOM B KauHuKe Maiio, y 82% us 22 mamu-
eHTOB ¢ 3a0ojseBanueM neueHu HaoOmopanacsa I'TIC,
epuoj, BpEMEeH! OT IOSABJEHUA PECIUPATOPHBIX
skaao06 mo auarHoctuku I'TIC cocTaBUI B cpeqHeM
4,8+2,5 roga [27]. CnenuduuecKuM IPU3HAKOM
I'TIC aBnserca cHmxeHue PaO, mmHnMyM Ha 4
MM DPT. CT. IIPU M3MEHEHUU U3 IOJIOKEHUA CUAA B
TIOJIOKEHUE CTOSA, UTO MPOABISIETCA B BUAE YMEHb-
IIeHUA OIBIIIKKM B TOPUBOHTAJIBHOM IIOJIOKEHUU U
YCUJIEHUM OOBIIIKKA B BEPTUKAJHLHOM IIOJOKEHUU
(mmaTunHos). JlaHHbIH TPU3HAK OTJINYAET OIBIIIIKY
npu I'TIC or mapyrux mpuuwmH. [lnatumHos compo-
BOJKJaeTcA OPTOAEOKCHUell, T.e. CHUKEHUEM apTe-
pUAJIBHON OKCUTEHAIIUU B BEPTUKAJILHOM IIOJIOMKE-
Huu. OpTosieoKcueil IPUHATO CUNTATh YMEHBIIIEHUE
PaOy, Ha >5%, mam HA >4 MM pPT. CT. IpU Iiepe-
XOJle TaIlMeHTa U3 TOPU30HTAJIBHOTO IIOJOKEHUSA
B BepTuKasbHoe [20]. B ocrasbHOM KIMHUYECKAd
kaptuua I'TIC mecnemupuuna. OTMevaoTCsT HAJIU-
Yye CHUMIITOMOB, YKa3bIBAIOIIUX HA XPOHUUYECKOE
3a0oJieBaHUE TIeUeHH (TeJIeaHTMO9KTa3nu, ITeUeHOU-
HbIe JIAJIOHW, AaCIUT, PaCIINpPeHNe BeH IIUIIEeBO-
ma u nap.), npusHaku [[H (cHU)KeHMe OKCHUTeHa-
U KPOBUW, IIPU 3TOM HAaCHINeHUe (caTyparims)
kuciaopoma SatO, uacro Hmke 70%, ommIlika B
TIOKOoe U TIpU (PUBUUECKOI HArpyske, aedopmaiusa
majblleB IO TUNy «0apabaHHBIX HaJOYeK», HOT-
Te [0 TUIY <«YacOBBIX CTEKOJI», muaHos) [28].
R. Rodriguez-Roisin u coaBT. oTMeTUIN SOCTOBEP-
HYI0O CBf3b MEXK]JY BBIPAKEHHOCTHIO COCYAMCTBIX
TeJIeaHTUAKTA3UN W AUJaTalliell JIETOYHBIX COCY-
OB, pacIleHmBad WX KaK BO3MOKHBIA KOXKHBIN
MapKep AMJaTaluy JeTrouHbIX cocymoB [29]. Ilo
ITaHHBIM [IPYTOTO WCCJIENOBaHU:A, MayKooOpasHas

aurmoma HecuenuduuyHa anasa guarHocturu I'TIC
[30]. PasBuTue cumnroma «6apabaHHBIX MAJTOUYEK »
u runeptpoduueckoii ocreoaprponatuu npu III u
ocaoxkHsmoIeM ero I'TIC ¢BA3BIBAIOT € BhIAEJIEHIEM
TpoMbGonuTapHOrO (haKTOpa pocTa M3 TPOMOOIIU-
TOB, HaXOAAIIUXCA B COCTaBe CI'YCTKOB, KOTOPBIE
JIETKO TIPOXOJAT Yepes JEeTOUHbIe apTEePUOBEHO3HEIE
IIYHTHI B IepudepruecKoe COCYAHCTOE DPYCIO U
3aKyIOPUBAIOT KANUJJIAPHI AUCTAJBHBIX OTIEJIOB
KoHeuHOcTel [31]. ATbTepHATUBHBIMY IPUUNHAMU
runokcemMun y 00abHBIX I[II MOryT OBITH aTesieK-
Tas JIETKOTO, AaCI[UT, MPUBOAAIIUNA K BBICOKOMY
crossHMIo nuadparmMbl, IJIEBPaJbHBINA TpaHCcCyaT,
JIerouyHas TUNEePTEeH3UsA, YTO HeoOXOAMMO MMETh B
BUAY UpU TpoBeJeHuu auddepeHnaibHON aua-
raoctuxku I'TIC [20].

T'asoBbIfl aHAIN3 KPOBU SABISIETCA «30JIOTHIM
CTaHZapPTOM» OI[eHKU r'uIoKcemMuu. B KauecTse qua-
rHOCcTHYecKoro Kpurepus ['TIC mpenioKeHbI 3HaUe-
Hua Pa0,<70 mMm pr. cr. B KadyecTBe CKpUHHMHTA
TUIIOKCEMUU WCIOJIL3YETCs OIleHKa aJIbBEOJIAPHO-
apTepuaJIbHOTO I'pafueHTa 1o kucuopony (A-a PaO,)
— pa3HOCTBb Mexxay 3HaueHuUaAMU PaO, B aybBeoJAp-
HOM rase M apTepuaibHOli KpoBu. HopmanbHasa
BesnnuyuHa rpaamenTta A-a PaO, cocrasisger 10-15
MM PT. cT. [32].

Ipyrada IIIUPOKO AOCTYIHAas METOJUKA CKPHU-
HUHTra runokcuu y nanueHToB ¢ I'TIC — myJsbCoK-
cumetpud. IIpu moporoBom 3HaueHmu Sat0y,<96%
MyJbCOKCUMETPUSA WHMeJa UYYBCTBUTEJIbHOCTb WU
cuenu(puIHOCTh 88% /I BBLIABICHUSA MAIEHTOB
¢ I'TIC ¢ Pa0,<60 mm pr. cr. S3Hauenue Sat0,<94%
BBISIBUJIO BceX mamueHToB ¢ Pa0y,<60 MM pT. cT. CcO
cunenuduuHOCTHIO 93% [33].

Ilo MHEHHWI0O MHOTHX aBTOPOB, METOJ ABYXMeEp-
"ot sxokapauorpapuu (DXOKT) ¢ KOHTpaACTHBIM
ycuieHneM — Hanbojiee YYBCTBUTEJNBHBIN NUATHO-
cruueckuii Tect npu I'TIC. B KauecTBe KOHTpacTa
npu 9XOKT wuare Bcero MCIOJL3YIOTCA MUKPO-
My3bIPbKU BO3AyXa, IMOJyyaeMble HPU B30AJITHI-
BaHUU (PUIUOJIOTUYECKOTO pacTBOpa, HUX [Aua-
MeTp cocTaBiseT okojo 15—20 mukpon. B HOpMEe
MUKPOIY3bIPbKU 3aJeP:KUBAIOTCA U aOCOPOUPYIOT-
cA B MHUKPOIUPKYJIATOPHOM pycje JerKux. Ilpm
HAJINYWY BHYTPUJETOYHOTO IIIYHTA CIpaBa HAJIEBO
MUKPOIY3BbIPbKM IOABJIAIOTCA B JIEBBIX KaMepax
cepAlla B TeUeHUE TPeX CEPAEUYHBIX IIUKJOB IIOCJE
ux napysuu [34]. UpecnumieBoguada OXOKT moBbI-
II1aeT KauecTBO UB00PaKEeHU s CepAIla, II09TOMY 9TOT
MeTo[ 60Jiee YYBCTBUTEJIEH, UeM TPaHCTOPaKaJIbHAA
9XOKT pnsa BeIABIEHUA BHYTPUJIETOYHOIN Ba30mu-
Jatanuu u MosKeT o0Hapys:kuth I'IIC, ocraBiuiicsa
He3aMEeUeHHBIM IMIPU MMPOBEJEHUU TPAHCTOPAKAJb-
vHoit DXOKT [35]. B cayuasax c I'TIC yBenuueHue
JIEBOTO JKeJyHouKa W 6ojiee BBICOKAA CUCTOJIMUE-
CKasd CKOPOCTh Ha MUTPAJIbHOM KJAallaHe IPeICTaB-
JIAIOT cO00¥i YAOBJIETBOPUTEIbHBIE KOCBEHHBIE Map-
kKeps! I'TIC B gononuenue Kk IXOKT [36, 37].

Ilepdysuonnas cuuHTUrpaduss JeTKUX C
WCIOJIb30OBAHMEM MaKpoarperaToB aJbO0yMuHa,
meueHHOTO0 99mTc ABIsAETCA OZHUM M3 BBICOKO-
YYBCTBUTEJLHBIX MeTonoB aumaraoctuku I'TIC. Ona
IIO3BOJISIET HATh KOJUUYECTBEHHYIO OIIEHKY BEJIH-



YUHBI BHYTPUJIETOYHOTO IIyHTa. [{mameTrp Map-
KMpPOBaHHBIX uyacTull cocraBasger 20—50 mMxm, u
OOBIYHO OHU He MOTYT IIPOXOAUTH Uepe3 JIETOUHBIE
BeHBI, KOTOpbIe uMeroT guaMmeTp 8—15 mxm. OgHako
MpU HAJIUYUU BHYTPUJIETOUYHOIO IITYHTA 3TU 3aMeT-
HBbIe YaCTUIHI MONAJAI0T B KPOBEHOCHYIO CHUCTEMY
U TOABJAIOTCA B IOYKAX M MO3Te. SHAUUMBIM U
cuenupuuHbIM Aaa ['TIC aBraeTca Kod(OPUITEEHT
BHYTPUJIETOYHOTO IITyHTa 60Jee 6% [38].

AnrnonysisMoHOTpadusa IPUMEHAETCI TOJIBKO Y
OOJIBHBIX C TAMKEJION TUIIOKCEMUEH U CIa0bIM OTBETOM
Ha MHTAJIAINIO0 KMCIOPOa AJIs BU3yaIu3aIllid MHOTO-
YNCJEHHBIX apTEPMOBEHO3HBIX IIIYHTOB C IIEJIBI0 UX
TIOCJIEAYIOIIEH CeJIeKTUBHOM SMOOIM3AIIN .

IIpu peHTreHorpaduu rpygHOM KJIETKH Y TAIU-
eHToB ¢ I'TIC moryT 06HapyKMBATHCS ABYCTOPOHHUE
PETUKYJISAPHBIE U3MEHEHUA B 0asaJbHBIX OTHaesIax
[20].

Pacmiupenue BHYTPUJIETOUHBIX COCYZOB, Kak
IPaBUJIO, TaKiKe B 0asaJbHBIX OTHAEJaxX JIETKUX
MOKEeT OBITH BBISBJIEHO IPU KOMIIBIOTEPHOI TOMO-
rpadpunu (KT) opranoB rpyaHoii KJIETKU C BHICOKUM
pasperienuem [20, 28].

B HacTosAIIEE BpeM S HE CYII[eCTBYET OOIIeIPUHS-
Toi cxembl JieueHud I'TIC. OrpaseHHbBIE Pe3yJIHTATHI
HauboJee 6JIaTOIPUATHEI Y TAIIMEHTOB IIOCJIE TPAHC-
IIaHTanuu nevyeHu. [Ipu HEBO3MOKHOCTH TPOBECTU
Takyio onepamnuio 60abHbBIM ¢ I'TIC 1-Tr0 TUIA MOMKHO
HAJOMKUTh TPAHCBHIOTYJIAPHBIN ITOPTO-CUCTEMHBIN
mryHT, a 60abHBIM ¢ I'TIC 2-r0 TUIIa BOSMOYKHO IIPO-
BECTHU 5MOOJIM3AIUI0 OTEeJIbHBIX KPYIHBIX IITYHTOB
[20, 28]. Ha srame KOHCePBATMBHON Tepamnuyl JJIS
CHI)KEHUSA JaBJIEHUSA B CUCTEME JIETOUHOIN apTepuu
U YMEHBIIEHUS COIPOTUBJIECHUS COCYIOB MaJiOTO
Kpyra KpoOBOOOpallleHWs BO3MOKHO IIPUMEHEHUE
uaruoutTopoB NO B aspo30sbHOHE (opme, mapoKce-
TuHa [28], HecuemuUIECKOTO aHTATOHUCTA DHJO-
TequnHOBEIX ETA u ETB-perentopoB 6os3eHTaHa,
IIpoCTaTJIaHAWHOB, cuiageHaduaa [21], meTuaeHo-
Boro cuHero [30], mukodeHnosaTa ModeTnia, CUpPo-
aumyca [39]. AuTubGaxkTepuaabHada TePannsa y HEKO-
TophIxX nanueHToB ¢ ['TIC IpuUBOAUT K yIyUIIEHUIO
OKCHUTEeHAI[U!U 3a CUeT IPEJOTBPAIeHU TPAHCIOKA-
IIUY TPAaMOTPUIIATETFHON KUIIIEUHOU MUKPOGMIOPHI
[20].

Boababim ¢ I'TIC B KauecTBe OCHOBHOTO Jieueh-
HOTO MEPOIPUATUA TMOKa3aHa IIOCTOAHHAA KUCJO-
pomorepanus. HecMoTpss Ha TO, UYTO KUCJIOPOJOTE-
pamnusd He IPUBOAUT K IIOJTHOMY YCTPAHEHUIO TUIIOK-
cemuu y mamuenTos ¢ I'TIC, onucaHbl HaOIIOAeHUA
BBIPAYKEHHOT'O0 KJIWHUYECKOro sa(pdeKTa oT ZaHHOMI
repanuu [20, 22].

TasKecTh MNPEAOIEPAIMOHHON TUIIOKCEMUN,
3a00JieBaHUA TEUYEHU U HAJIUYNE COIIYTCTBYIOIITUX
3a00JieBaHUl, MIO-BUAMMOMY, SABJIAIOTCA (haKTOopa-
MU, TOBBIMIAIOIIAMY IIOCJIEOIIEPAIMOHHYIO JEeTATb"
HoCcTh [2]. MHTpaonepanuonHoe PaOy, mernee 50 MM
PT. CT. B COUETAHUM C (PpaKIueill IIyHTUPOBAHUA
MaKpoarperupoBaHHoro aiasbymuna 6ojsee 20%
cay:xatr aKTopaMu pucKa paHHEeH Iocjeonepaliu-
oHHOU cmepTu [40, 41].

Ot 85 1o 100% marmeHTOB, KaK B3POCIBIX, TAK
U JeTell, UMEIOT yJyUIlleHHe OKCUTeHAIuu KPOBU

B TeueHHe 1 roga mocJie TPAHCILUIAHTALMN HEeUYEHU
[42, 43]. OgHako TeyeHWE IIOCTTPAHCILJIAHTAIIMOH-
HOTO IIepUoJa MOJYKET OBITh TAMKEJOoe, C IJIUTEhb-
HOI THUIIOKceMUel, HeoO0XOAUMOCTHI0 MCKYCCTBEH-
HOH BEHTUJIAUU JIETKUX 1 MHTEHCUBHOMN Tepamnun;
MeaMaHa CpPoKa IIpeKpalleHus KUCJIOPOTHOM MOof-
nep:kku coctaBuaa 130 cyrok (ot 9 mo 700 cyToxk),
a K 6-my mecamny HabgomeHus 75% OOJbHBIX B
KHcJopomoTepanuu He HyKganuck [44]. [lonararor,
YTO OKCHUTeHOTepalus MOYKeT ObITh ITpeKpallieHa,
korga SatO, npessicut 88% B mOKOe, IPY HATPY3Ke
u Bo cHe [45].

B CIITA UNOS (United Network of Organ
Sharing — o0bequHeHHAA CeTh 00OMeHa JOHOPCKUMU
opraHaMu) IO3BOJISAET MaIMeHTaM C HMOATBEPIKIeH-
HbiM I'TIC momacTh B CIIMCOK OMKUIAHUS IJIA TPAHC-
ILIAHTAIMY HedeHn. 110 5Toi mpuuYrHe MarueHThl ¢
Pa0,<60 MM pT. CT. IpU JBIXaHUY KOMHATHBIM BO3-
IYXOM B CHUISYEM IIOJIOKEHHUM IOJIMKHBI II0JIYyYaTh
yBenuueHue 6annoB mo miaige MELD (Model for
End-Stage Liver Disease, MomeJsb I OIIpeAeIeHUA
KOHEUHOU CTaguu MOPaKeHUA MeYeHU), IPUHATON
IJs OmpenesieHUs OUepPeJHOCTH TPAHCIJIaHTAI[UU
IIeUYeHH B CBA3U C OIPAHHMYEHHBIM KOJHUYECTBOM
IOHOPCKUX OPTraHOB, U B TeUeHUE Mepuoaa OKuaa-
HUS OHU [JOJKHBI IIOJYYHUTH yBeJUueHue Ha 2—3
nyukTa onieiku MELD kaxaeie 3 mecsia [46].

Ha ocuHoBanuu 11 mocTynHBIX NMyOGJMKANUil u
cobcTBeHHBIX HaOmomennii 4 namuenTos ¢ I'TIC MbI
MPOaHAIN3UPOBAIN HAaHHBIE O AeMorpadUUecKuxX
XapaKTepuCTUKaX, 3TuojJoruu (mo pesyJbTaTam
6uorncuu meuenm), KT-Haxomkax, maTo(pu3moJo0-
rum (SatO, mpu gbIXaHUK KOMHATHBIM BO3LYXOM,
KO9()(PUIMEHT BHYTPUJIETOYHOrO IIIYHTA), TEPAIINN
¥ ucxomax 3abosieBaHuA y 26 meTeil U MOAPOCTKOB.
ITonyueHHBIE faHHBIE OTOOPAKEHBI B TA0JI. 2.

Wsyuus ganusie o 26 getax ¢ I'TIC, moaydueHHbBIE
13 NOCTYIHBIX UCCIEIOBAHNI, 1 HA OCHOBAHUM CO0-
CTBEHHBIX HaOJIIOJEHUI, IpeiCcTaBJIeHHbIX B TabJI.
2, MOJKHO CIeJiaTh Ps BHIBOJOB:

1. TTIC uame (B 58% HabJ0meHUi) BCTpeua-
eTcd y TOAPOCTKOB, UTO, BO3MOJKHO, CBA3AHO C
TPYLHOCTBIO MOCTAHOBKY AMATHO3a W IJINTEJIbLHBIM
IUAarHOCTUYECKUM TTOMCKOM, a TaKiKe CO BpeMeHeM
HeobxoauMbIM A passutud 11 y gereii.

2.V neBouek mamHoe 3aboJjieBaHMe BCTPEUAETCS
HECKOJIbKO dYallle, YeM y MaJbUYNKOB, B COOTHOIIIE-
Hun 1,4:1,0 COOTBETCTBEHHO.

3. IlaTosiorus meueHu y AeTei, IPUBOAAIIAT K
T'TIC, Becbma pasamuna. Jlob6oe 3abosieBanme MUIU
CUHIPOM, ITOPaKaroIiie IeueHb, B T.U. HeTsaKeJble,
MoskeT nmpuBecTH K pasdsutuio I'TIC y meTeii 1 ABUTH-
CcA OUArHOCTUYECKUM KPUTEPHUEM, IPU HAJIUYUU
npyrux ykasanuit Ha I'TIC.

4. Ha KT nerkux B 54% cayuaeB HeT HUKAa-
KUX U3MEHEeHUU, IPU 9TOM TOJbKO B 15% cayuaen
HaOJ 0gaeTCsa AuaaTaInusg JeTOUYHBIX COCYIO0B.

5. 3aboJieBaHMe COTPOBOKIAETCA TUIIOKCEeMUe
pasIuuYHOM cTemeHU TAMKecTu y Bcex mereit ¢ I'TIC.
OnHako B jeueHUU TOJbKO ¥ 38% mereii Oblaa yKa-
3aHA OKCUTEHOTEepAaIus, YTO MOKET OBbITH CBA3AHO C
HEeJOCTATOUYHBIM KOJMYECTBOM JAHHBIX, JN0O ee He
HasHAYeHUEM.




° 6

~
©
=3
2
o

Tabauua 2

XapakTepucTHKA MAIMEeHTOB geTcKkoro Bo3pacta ¢ I'TIC [39, 47—56, co6cTBenHBbIe HAOMI0MeHU A |

KomauuectBo gereit (n=26)
XapakTepucTuKa

abe. %

0—-28 cyTok 0 0

29 cytok—1 rog 2 8

Bospact 1-3 rona 2 8
4—6 jetr 2 8

7-11 ner 5 19

12-17 jet 15 58

SKEeHCKUI 15 58

ITon -

MYKCKOH 11 42

TEeNaTUuT 3 12

(hubpos 6 23

IIPPO3 6 23

Buoncusa neuenu aTpesus JKeJTYHBIX TPOTOKOB 5 19
MYKOBHUCIIAL03 2 8

cungpom Bagna—Kuapu 1 4

HeT JaHHBIX 3 12

HOpMAa 14 54

OPOHXO0IKTA3BI* 2 8

KT nerxux BBICOKOE PACIIOJIOYKeHNe KyIoJia nuadparmMsol 1 4
JUJIATAINSA JIETOUHBIX COCYIOB 4 15

HeT JaHHBIX 5 19

90-95% 5 19

Sat0s mon orsans 3-89, 11 54
<75% 7 27

" >6-19% 3 12
Koo maest | egma -20% 10 58
HeT JaHHBIX 13 50

KHCJIOPOJOTEPATINS 10 38

MeIUKaMeHTO3HAasa 3 12

Tepanusa TPaHCIJIAHTAINA IIeUeHN 11 42
9M00JIM3aIINA aPTEePUOBEHO3HOM (DUCTYIbI 4 15

HET JaHHBIX 5 19

OJKUJaHNe TPAHCIJIAHTAIIUY ITeYeHUu * 6 23

YJIyUIlIeHUE TIOCJIe MeIUKAMEHTO3HOTO JIEUeHU I 1 4
YJIYYIIIeHUE TT0CJIe TPAHCIJIAHTAIIUY IIeUEeHNT 7 27

Hcxon yAyUIeHne Iocie 9MO0JII3a 3 12
JIeTaJIbHBIH IOCJIe TPAHCILJIAHTAIINY IeUeH N’ 2 8

JIeTAaJbHBIN ITOCJIe SMOOTU3AIINHT 1 4

HeT JaHHBIX 6 23

*Y GOJIbHBIX MYKOBUCI[UI030M; **Ha MOMEHT IIyOJIUKAIIUA.

6. Bouee 1/5 (38% ) mereit umenu Koa(phUITHEHT
BHYTPUJIETOUHOTO IryHTHUpOBaHus >20% , uro pac-
IEeHUBAIOT KakK (PaKTOpP PUCKA paHHEN Iocjeorepa-
nmuouHOM cmepTu [40, 41].

7. 6 (23%) mereil Ha MOMEHT NyOJUKAI[AU
HAXOMUJINCHh B COUCKEe OKUAAHUA TPAHCILIaHTAIIUHT
neuenn; 9 (34%) meraAM maHHAas omepanus ObLIA
IpoBeeHa, MoKasaB HanboIbITyio 3(h(GeKTUBHOCTD,
IO CPaBHEHUWIO C APYTMMH MeTOAaMH JieueHus. 4
manueHTaM Oblja IIPOBeJeHa SMOOJIM3aIUsa apTe-
PUOBEHO3HOUM (PUCTYJIBI, TTOCJE Uero Y 3 Mal[ueHTOB
OTMEYeHO yJIyUIlleHne, OTUH — CKOHYAJICSA. ¥ OJHO-
ro maruenTa ¢ I'TIC oTMeuasiocs yaydIieHne COCTO-
HUSA [IPU OPOBENEHUN MEINKAMEHTO3HOM TepaIuu
MuKJgIoheHoaaToM Mmoperuia [39].

Hu:xe mnpuBogum coOCTBeHHOe HaOJIOAEHUE
pebenka c III1 u mosguo suaraoctupoBanubiM ['TIC.

HeBouka H., 7 jer, mocTynuiaa B OTAeJieH e PeaHU-
manuu u naTeHcuBHOH Tepanuu (OPUT) MIAT'KB c :xaio-

6aMu HA YTOMJISIEMOCTD, OJBIIIIKY, OTEKY HUYKHUX KOHeU-
HOCTeil, reMOpparnyecKyio ChIIb Ha Koyke. VI3 anamHesa
U3BECTHO, uTo pebeHok oT III GepemMeHHOCTH, TPOTEKAB-
mie# Ha ()OHe yrpossl npepbiBaHuA B [ mosioBuHE, Xpo-
HUYECKOU (eTomIaleHTapHoll HeIOCTAaTOYHOCTU, IIpe-
sKJlaMucuu TAxesnon creneru B 11T rpumectpe. Poxer 11,
CcaMOCTOSATeJbHbIE, IIPeKIeBpeMeHHbIe Ha 32-1 HemeJie.
ITpu posxnenuu Bec 1300 1, poct 40 cM, OIleHKA IIO IITKAJIE
Anrap 3/5 6amnnoB. CocTosiHMe TIPU POKIEHUUN KpaiiHe
Taxxenoe 3a cuer [IH, o06yciioBI€HHOU pecIMPaTOPHBIM
IUCTPEeCcC-CUHAPOMOM HOBODOMKIEHHBIX, IlepedpaabHOMi
umemuu. 1o 1 Mecsana KU3HU HAXOAUIACh Ha BBIXAMKU-
BaHUU, B 28 CYTOK KU3HU OblIa HE3aBUCUMA OT KUCJIO-
pOZa, YTO MO3BOJIUJIO UCKIIOUNTh JUATHO3 OPOHXO0JIerou-
HOI qucmasuu. Habiiogamach HeBPOJIOTOM C JUATHO30M:
«IIOCJIEZICTBUSA TSIYKEJON T'MIOKCUYECKU-UIIeMUUECKON
9HNe(pasonaTum, Iporpeccupyliias ruaponedainsd,
3aJlepsKKa IICUXOMOTOPHOTO pa3BUTHA». B Bospacre 6,5
JIeT IeBOYKa C yuera HeBpoJiora cHsTa. llepeHeceHHbIE



zaboneBanusa: OPBU 1-2 pasa B ros, XpPOHUYECKUI
puHwuT, cybarpoduyeckuii papunrur. HacieacTBeHHOCTD
He OTATOIleHa.

C 2013 r., ¢ 5-1eTHero Bo3pacra, y J1eBOUYKH, CO CJIOB
MaTepu, IocJjie IpreMa OMOJIOTUYECKM aKTUBHBIX T00a-
BOK, HA3HAUEHHBLIX HEBPOJIOTOM, IOABUJINCH OBICTPAs
YTOMJISIEMOCTh, CJIa00OCTH, OJBIIIIKA OPU (GUIUUIECKOHN
HarpysKe, COIPOBOKIAIOIIAACSA IIMAHO30M HOCOTYOHOTO
TPEYTOJAbHUKA. B KIMHWUECKOM aHa/lIn3e KPOBU OTME-
YaJIoch TOBBIINIIEHNE YPOBHA remoryiobuwHa mo 184 r/m,
mo gaHHBIM DXOKI — mpomopriuoHaJIbHOE yBeJIUYeHUe
pasmepoB ceppia. IIpu oGcimemoBanuu B umiose 2014 r.
OBLIY BBISBJIEHBI CILIEHOMETaJnsi, BTOPUYHAS TPOMOOI[M-
ToneHUA (B pe3yJbTaTe TUIEPCILIEHU3MAa), MUOKaPIUO-
nucrtpodusa. PeHrreHorpadgusa opraHoB IpyAHON KJeT-
Ku 0e3 martomoruu. Becuoit 2015 r. B cBsA3u c Hapac-
TaHWEM OJBINIKYU IeBouKa OblIa TOCIUTAJM3UPOBAHA C
IUarHO30M: «JAWJaTalluOHHAs Kapauomuonuctpodusa II
crenenu». IIpu obenenoBauuu mo ganHbIM KT OprorrHoit
TOJIOCTU TPU3HAKU YMEPEHHOI TremaTOCIIEHOMETraIuiu.
B utone 2015 r. Haxoauaach Ha CTAI[MOHAPHOM JIEUEHUU
mo MecTy KkutesabcTBa (KazaxcraH) ¢ JUarHosoM: «HUIUO-
natuuecKkuit Gubposupyroiuii ampBeoaut (60J1€3HB
Xammena—Puua)». IIpu ob6eienoBaruu o onucaunuio KT
OpPraHOB I'PYAHON KJIETKU ONPEEeNAINCH IBYCTOPOHHUE
MHOJKECTBEHHbIe 3aTEMHEHUSA BO BCEX NOJIAX JIETKUX II0
THUIIY «COTOBOIO JIETKOT0» (IIPU IIOBTOPHOM KCCJIeOBAHUU
He OBLIN BBIABJEHBI, KaK OyZeT YKasaHO HUKE), YCUJe-
HUe JIETOUYHBIX COCYAOB ¢ 00enx cTopoH. Takske ObLIU qUa-
ruoctupoBausl I[I1, moprassHas runeprensus. Bo Bpems
TOCIIUTAJIN3AIUN U HA MPOTAKEHUU BCETO HAOIIONeHUA
o nocryrieHus B MI'IKB Xpums! B IeTKUX HE BBICTYIIIN-
BajIuCh. B TeueHMe 2 MecsAIEB IOJydyajia TEPAHUIO IPes-
HUB0JIOHOM II€POPATIBbHO, Ha 9TOM (hOHE HapocJjia OIbIIIKA,
TOABUJINCH OTEKU HOT.

B cBA3U ¢ COXPAHAOIMINMUCI CUMIITOMAaMU, TOABJIE-
HUeM reMopparmdyecKkoii cbinu Ha Koske gepouka 20.10.15
6nL1a rocnutanusuposana B8 OPUT MIT'KB. IIpu nmocty-
TIJIEHUY COCTOSHUE TSAMKEJI0e, 00YCIOBICHHOE [BIXaTENhb-
HOW U CepAEeYHO-COCYAWCTOH HeNOoCTaTOUHOCTHIO. IIpm
0OCMOTpE KOYKa MKTepUYHAasdA, cyxXad, IUaHo3 I'y0d, Mayib-
meB Kucrei, crom. ledopmamusa manablleB Ha DYKax,
HOTax 10 TUIY «6apabaHHBIX MAJOYEK», HOTTeH 10 TUILY
«JaCOBBIX CTEKOJI». BBIpasKeH BEHOS3HBIN PHUCYHOK HAa
mepenHel OPIOITHOI cTeHKe. ['eMopparnueckasi ChINb II0
BCcell MOBEPXHOCTH KOKu. OO6Ias macTO3HOCTH TKaHE.
CeppeuHble TOHBI ryryxue, putrMudabsie, YCC 120 B MuH.
SatOy cumxena mo 30% . I'pamumsl cepama pacmimpe-
HBI B 00e cTopoHbI. OBIIIIKA CMENIaHHOTO XapakKTepa C
ydJacTueM BCIIOMOTAaTEJIbHON MyCKyJaTyphl. IlepKyTOpHO
HaJ JIETKUMHU MPUTYILJIEHNE B HUMKHUX OT[eJax, 00JIbIIe
cupasa. IIpu aycKyJabTallum OBIXaHUE YKECTKOe, B HUMK-
HUX OTHAeJax ocjabieHo, xpumnoB Her. yKuBOT B3AyT,
meueHs +4 cM, cejes3eHKa +5 cM U3-T0J Kpas pebepHOoit
IyTu, Kpas ux miaotHbele. CTyi, nuypes B HopMme (puc. 3).

IIpu o6cienoBaHUY B KIMHUYECKOM aHaJN3e KPOBU
— CHMKEeHUEe YPOBHS TPOMOOIIMTOB A0 54 THIC/MKJI, yMe-
PEHHBIH HeUTPOMUIBbHBIHN JeHKo1uTo3 10 14,6 THIC/MKJ;
B OMOXMMHUYECKOM aHAaJN3€ KPOBU THUIIONPOTENHEMUS
no 55 r/n, runoanbOyMuHEeMUs 10 24 T/J1, MOBBIIIEHUE
moueBuHbI 10 10,2 mmous/a, AJIT mo 99 Ex/ma, ACT
no 65 Ex/mi, He3HaumTenbHAs TUIEPTIUKEMHUS IO 5,7
MMOJIb/JI; B KoaryJioTpaMMe CHUKEeHHEe IPOTPOMOUHO-

Puc. 3. Buemrauit Buz 6oasHoi H. (onucanue B TeKcre).

Boro mHaekca no 63%, yBeJndyeHHEe MIPOTPOMOMHOBOTO
BpeMeHU 10 14,8 c.

Ha perTrenorpamMmMe OprasoB I'PyAHON KJIETKH o0pa-
a0 Ha cebs BHUMaHue o0oTall[eHre JIETOUHOTO PUCYH-
Ka, Ha ()OHE KOTOPOTO IIPOCIEKNUBAIOTCS MEJIKNE YUACTKHI
3aTeMHEHUs C TeHACHINEeH K CIAUSHUI0, IPU3HAKU JIEBO-
CTOPOHHETro TUAPOTOpPaKCca.

ITpu Y3U rpynHOit 1 GPIOIIHOI TOJIOCTEl BHIABIEHBI
9XO-IPUBHAKN MEePUKAPAUATIBHOTO BBHINIOTA, ABYCTOPOH-
Hero ruaporopakca, Aud@y3Hble NU3MeHeHUs IIeUYeHWU,
rernaToCIJIeHOMEraJius.

9KT': cunycoBasa taxukapausa. YCC 142—-136 B muH,
HOPMAJIbHOE IIOJIOJKEHUE JJIEKTPUYECKON OCH CcepAIa,
reperpysKa IpaBoro Mpeacepaus U JEeBOro KeJyJouKa.

OXOKI': pe3ko BbIpa)keHHas AUJATAIIUA JEBO-
ro xeaynouka (KIOIP 53 mm mpu mHOpMe 31-40 mm).
BriparkeHHOE CHUIKEHNE CUCTOJIUUECKON (PYHKI[UY JIeBO-
ro skeaymouka (ppaxmus BeiOpoca g0 49% mpu HOpMme
6ostee 60% ). YMepenHasa MuTpaabHad (0 2+ Ipu HOpMeE
no 1+) u Tpukycnumanbuasa (Do 2+ mpu Hopme 1+) peryp-
ruTanusa. Y MEpeHHOe IOBBIIIEHNe PACUETHOTO CHCTOJIU-
YEeCKOT0 JaBJIE€HUA B JIETOUHOI apTepuu (1o 45 MM pT. CT.
npu HOopMe 10 30 MM pT. ¢T.). OTKPBITOE OBAJILHOE OKHO
0 5 MM ¢ JieBo-TIpaBbIM cOpocom. [lomoiHuTEeIbHASA TPA-
OeKyJIa JIEBOTO KeJyLOUKa.

ITpu mpoBenernu Y3V niaeBpanabHBIX U OPIOIIHOMN
oJrocTell 0O0HAPYIKEHO 3HAUUTEJIHLHOE KOJIUYECTBO KU~
KOCTH B ILJIEBPAJBHOM IIOJIOCTH cJjeBa (cemapamus JIICT-
KOB IIJI€BPBHI M0 47 MM), COAep:KUMOEe aHAXOTeHHOe, C
BKJIIOUeHHEeM OO0BEeMHBIX 00pasoBaHUIl BOJIM3U CHUHYCA.
BusyabHO omnpe/esisieTcs HaJudre CBOOOAHOM JKUAKOCTH
B OPIOIITHOI TIOJIOCTHU.

IIpoBeseHa MyHKIWUSA ILJIEBPAJBHON ITOJIOCTU CJIEBA,
nosryueHo 270 mia TpaHccymata. Hauara mHMy3moHHAA,
anTHOaKTepuaIbHasd, AeruJpaTaluoOHHAs, AHTUKOAry-
JIAHTHAS, KapAUOTOHUYECKAs Tepanus, OKCUreHOoTepa-
nusi. Ha QoHe JeyeHUsi cocTosgHMEe peGeHKa 0CTaBaJIoCh
TSKEJBIM 38 CUET BHIPAYKEHHO! I'MIIOKCEeMUYU U SIBJIEHUN
MOPTAJIbHON T'MIEPTEH3UM, OJHAKO IIOCTEIIEHHO OTMeYa-
JIach TIOJIOYKUTEIbHAS NUHAMUKA: CHUKEHUE BBIPAYKEH-
HOCTH OABIIIKYU, noBbimerne SatOy mo 50% 0e3 Kucio-
DPOIHOMN TOANEDPIKKU, YMEHBIIEHUE TaXUKapAUU, IeMop-
paruuecKoro CHUHIPOMA, COKpAIlleHre PasMepOB ITeUeHU
U cejiedeHKH, 1Mo fauHbIM OXOKI' cHMKeHUe pacueTHOro
IaBJIeHWsI B JIETOUHON apTepuy U IOBBIIIEHUE (paK-
Uy BHIOPOCA JIEBOTO JKEJyJ0UKa. [JUHAMUKA COCTOSHUS
pebeHKa B coUueTaHUM ¢ MOP(POMETPUUECKUMU TTOKa3aTe-
aavu OXOKT mo3Bosinia NCKIIOYATE IEPBUYHOE 3a00J1e-
BaHWE MUOKAapa U 3al0f03PUTh BTOPUUHBIN renes 3a060-

OAOTI'n4
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Puc. 4. KT opranos rpyaHoii kierku 6oasHoit H. (onucanue

B TEKCTe).

neBaHud, B yactHoctu I'TIC. [leBouka ObLIa mepeBeseHa B
oTJeJIeHNEe KapAUOPEeBMATOJOTUY U IIyJIbMOHOJIOTHH, T/e
ObL IpOBeseH TecT usMeperua SatO,y, KoTopad cocraBu-
Jia B IOJIOKeHUM Jiexka 56% , croa — 52% .

Brina nposegena KT opraHoB rpyaHoi KJIeTKU: oda-
rOBBIX, MH(MUJIBTPATUBHBIX 00pPA30BaHUII B IapeHXUMe
JIeTKUX He 00HapyKeHo. OTMeUeHbl, KaK U IPU IIPeabIay-
IeM MCCJIeJOBAHUM, BeIMoJHeHHOM B 2015 r., guiaramus
JIETOYHBIX apTepuii, yCcuIeHUe JIETOUHOTO DPUCYHKa 3a
cueT MHTEePCTUIINATBLHOTO KOMIIOHEHTA, ITPeuMYIIeCTBeH-
HO 3aHUX U 6a3aJLHBIX OTEJI0B 000UX JIETKUX (puc. 4).

Takum 06pa3oM, Ha OCHOBAHUU COUETAHUS KJIWHUI-
KO0-71a00paTOPHBIX HPU3HAKOB 3a00JieBaHUS IEUEHU U
TUNIOKCEMUY, JAaHHBIX u3MepeHusa SatO, (yMeHbIIeHUE
ToKasaTens B mojoKeHuu cTosi), KT opraHoB rpynHoi
KJeTKH (quaatanusa cocynoB jerkux), 9XOKI (moBsliie-
HIe PaCueTHOTO JaBJIEHUS B JIETOYHOM apTepuu 10 45 MM
PT. CT., IPU3HAKU JUACTOJUUECKON HEePEerpy3KU JIEBOTO
JKeJyIouKa, B ITMHAMUKEe C YMEeHbIIIeHeM), OBbLI yCTaB-
neH quarHos: «l{uppos meuenu. ['emaTonyIbMOHATBHBIN
cuaapoMm. Jlerounas runepreususd. HK ITA».

Ha (ome mpoBeseHH0# Tepanun (AHTUONOTUKY, AHTA-
TOHUCTBI JIbAOCTEPOHA, MHIMOUTOPHI AaHTMOTEH3UHITPEB-
pamratortiero gepmenra (AIIDP), nuypeTuku, cepaedHbie
TJINKOBUbI) COCTOAHME HEBOUKU YJIYUIINJIOCH: OABIIIKA

yMeHbIIIIACh, SatOy 6€3 KUCIOPOSHOHN MOALEPIKKU yBe-
auunaack 10 60% , oTeuHBIH U reMopparuyecKuil CHHIPO-
MBI KynupoBaHEI. [[eBoOUKa BRIIMCAaHA Ha aMOyJaTOpHOE
AoJieurBaHUeE IIOM HaﬁJIIOHeHI/Ie IIyJIbMOHOJIOTa, Kapanuo-
Jiora, racTpoaHTepoJiora. PeKOMeHHOBaHO IIPOOOIKUTH
IpHUeM aHTarOHWCTOB aJIbJOCTEPOHA, MHIUOUTOPOB AIID,
INYPETUKOB, HEIIPEePBLIBHAA KUCJIOPOJOTEPATINA.

Hamuoe Habaogenue I'TIC y neBouKu MiamIie-
TO IIKOJBHOTO BO3PACTa WIIIOCTPUPYET TPYAHOCTH
IUarHOCTUKY 3a00JI€BaHUI, OT MOMEHTA ITOABIEHUA
pecnupaToOpPHBIX KaJJg00 10 YCTaHOBJIEHUA AUarHO3a
mpoIIo 6ojee 2 JeT, B 9TO BpeMsA Y JeBOUKU T'UIIOK-
ceMus W peclIupaTopHbIe Kajo0bl OIMTMO0YHO pac-
IeHNBAJNCh KaK MIPOSIBICHUS MHTEPCTUIINATIHLHOTO
3a00JIeBaHUA JIETKUX — UAUOIIATUYECKOTo (hubpo-
3UPYIOIIEr0 aJbBeoauTa (MAUOIATUUECKOTO JIeT0U-
HOTO (p116PO3a), BOBMOIKHOCTH PA3BUTHUA KOTOPOTO Y
IeTell B HACTOsAIIlee BpeMs ocriapuBaercd [57].

Takum ob6pasom, I'TIC — mHepeaxoe OcCJIOKHE-
HUe Pa3JUYHbBIX 3a00/IeBAHUN ITeUeHHU C CePhe3HBIM
TMPOTHO30M. BhBIAB/IeHNE TUTIOKCEMUU Y ITaI[MeHTa C
3a0oseBaHueM meueHu TpedyeT uckaoueHus I'TIC.
ITatormomoumuabIMu npusHakamu ['TIC aBasa-
IOTCS HapacTaHue OMBIIIKKM IIPU BCcTaBaHum (ILaa-
TUITHOY) U CHUKEHME OKCUTEHAIINN B IOJIOKEeHUU
ctos (opTomeokcuss). OCHOBHBIMU TepPAIlleBTUUECKU-
Mu MepoupuatTuamu npu I'TIC aBaAOTCA KUCIO-
pomoTepamusa W TpaHCIJIAHTAIUs IeueHu. Ilocie
TpaHCILJTAaHTAIIUU TTeUeHN BHYTPUJIETOUHOE IITyHTH-
poBanue, ocobenHo mud@ysHad MpPeKanuIaapHasd
Basopmaaranusa ymeHsiiaercd [58]. ITokasano, uTo
y Ierell BHYTPUJIETOUYHOE IITYHTUPOBaHUe ToABepTa-
eTcsa 00paTHOMY PasBUTHUIO B T€UEHNE HEeCKOJbKUX
HeJeJIb mocJe oneparuu [59].

Hcemounurku ¢punancupoéanusi: paboma 6vinosHeHa
6 pamrax memv. HUP Ne 031215-0-000 « U3yuenue kau-
HUKO-NAMO2ZEHEMULECKUX ACNEeKMO08 NPuoOpemernHbLx
3a6onesarnuil cepleuno-cocyoucmoil cucmemvt y Oemeil»
Meduyunckozo paxyavmema PYIH.
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