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TpaH3UTOPHDbIN KOHCTPUKTUBHBIV NEpPUKapauT Npu 6one3Hn BpyToHa: KNMHKUYECKKiA cnyyai

Kpyunrosa C.B."2, Ckaneukwit K.B."2, lonew, E.K.!, Hamutokos A.M."2, Kapn6osa M.B."2, Kocmauesa E. .2

BeepeHue. KOHCTPUKTUBHLIN NepukapauT NpeacTasnseT coboi oTaaneHHoe no-
cnefcTBre No6Oro nMaTonorMyeckoro NpoLiecca, PasBMBaloLLErocs B nepukapae
B pe3ynsrate GUOPUHO3HOMO YTONLLEHMS 1 KanbLMPUKALMK €ro INCTKOB, YTO Npe-
NATCTBYET HOPMANbHOMY ANACTONMYECKOMY 3arofHeHmio kamep cepaua. OpHoi
13 ero Gopm FBNSETCA NPEXOASALLMIA KOHCTPUKTVBHBINA NEPUKapANT, KOTOPbIA pas-
peLaeTcst Nocne NPOBEAEHVS MPOTMBOBOCNANMTENBHO Tepanum.

KpaTkoe onucaHue. 19-neTHUIN MyX4uHa C U3BECTHBIM aHaMHe30M 60onesHu
BpyToHa nocTynun B KAMHKKY C Xanobamu Ha BbIpaXeHHYI0 cnabocTb, OAbILKY
B MOKOE, Kallesb, 6011 B rpyaHOi KneTke, NOBbILLEHMEe TemMnepaTypsl Tena fo 38° C,
CHVXeHWe apTepuanbHoro aasnenus fo 80/60 Mm pT.CT., yBennyeHue B obbeme
XuBoTa. Mpu NePBMYHOM BbIMOHEHWM 3X0Kapavorpadun pesysbTaTbl He Bbi3Baan
CEPbE3HbIX MOA03PEHUI, OAHAKO, YHMTBIBAs AOCTATOYHO CrieUndUIecKoe ABUXEHNE
MEXKEeNyI04KOBOI Neperopoaku, Obina 3anofo3peHa KOHCTPUKLMS neprukapaa.
Auckyccus. B xone noobcnenosaqus npuuenbHas oLeHka axokapayorpaduye-
CKMX NapaMeTPOB NMO3BO/MA BEPUOULMPOBATL ANArHO3 KOHCTPUKTUBHOMO Nepu-
KapaWTa, YTo BNOCNeACTBUM BbiNo Takxke NOATBEPXAEHO pesynsTaTamMu 30HAMPO-
BaHuUs kamep cepaua. Mockosbky Npy NCCnefoBaHM YpOBHS UMMYHOTI00YIMHOB
BbISIBNIEHbI 3HAYUTENbHbIE OTKIIOHEHUS!, ObINO NPUHSTO PELLEHNE 0 BO30OHOBNEHUM
3aMECTUTENbHOI Tepanun npenapatamy UMMyHOrMoOyMHa ¢ nocneaytoLei ne-
PEOLIEHKO KIIMHMYECKOro cTaTyca naumneHTa.

B cTaTbe NpeacTaBneHo KIMHUYECKOE OMNMCaHne NauneHTa ¢ KOHCTPUKTUBHBIM Ne-
pYKapaUTOM, KOTOPbIN ABUACS NposisneHnem 6onesHn BpyTtoHa. Mpu anHamuye-
CKOM HabniofieHnM 3a MaLuyeHTOM OTMEeYanoch paspeLleHne KOHCTPUKLMK Ha do-
He BO30GHOB/EHNSI 3aMECTUTENBHON Tepanuu npenapatamMm MMMYHOrnobynvHa.

KnioueBble cnoBa: 60ne3Hb BpyToHa, KOHCTPUKTUBHBIN NEPUKAPAUT, nepukap-
LaKTOMUS, X-CLenneHHas arammarnobynMHeMms, KNVHUYECKUIA Cnyyaii.
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Transient constrictive pericarditis in Bruton diseas

Kruchinova S.V."2, Skaletsky K.V."2, Donets E.K.", Namitokov A. M."

Introduction. Constrictive pericarditis is a long-term consequence of any patholo-
gical process developing in the pericardium due to fibrinous thickening and calcifica-
tion of its layers, which prevents normal cardiac diastolic filling. One of its forms
is transient constrictive pericarditis, which resolves after anti-inflammatory therapy.
Brief description. A 19-year-old man with Bruton disease was admitted to the
clinic with complaints of severe weakness, shortness of breath at rest, cough,
chest pain, hyperthermia to 38° C, decreased blood pressure to 80/60 mm Hg,
and abdominal distension. During the initial echocardiography, the results did not
raise serious suspicions. However, given the rather specific interventricular septum
motion, pericardial constriction was suspected.

Discussion. During the additional examination, echocardiography made it possible
to verify constrictive pericarditis, which was subsequently confirmed by heart
catheterization. Due to significant immunoglobulin level deviations, a decision was
made to resume immunoglobulin replacement therapy, followed by a clinical status
reassessment.

The article presents a clinical description of a patient with constrictive pericarditis,
which was a manifestation of Bruton disease. During follow-up, resolution of const-
riction was noted with resumption of immunoglobulin replacement therapy.

Keywords: Bruton disease, constrictive pericarditis, pericardiectomy, X-linked
agammaglobulinemia, case report.
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KniouyeBble MOMEHTbI

+ Cremyer MOMHHUTH O BOBMOXHOM Pa3BUTHU MEPU-
KapIWTa y MalKueHToB ¢ 001e3Hb0 bpyroHa.

° HpI/I KIIMHUYECKOM HaCTOPOXXEHHOCTU B OTHOIIEC-
HUN KOHCTPUKTUBHOTO INEPpUKaApaAUTa HeooxonuMa
npuneiabHasaA OI€HKAa KPUTEPUEB KIMHUKHA Meiio.

* BcBsisu ¢ MHOI‘OO6pa3I/ICM IPpUYMH KOHCTPUKTHUB-
HOro nnépukapaura, peuicHME B OTHOILLICHWUN TaKTH-
KM BCACHUA MMAaIMCHTA B KA2XKIOM KOHKPETHOM CJIy-
qac CaeayeT NpuHUMaTb CTpOro MHAWMBUAYAJIbHO.

Ilepukapaut, npeacTasisisi cOO0K BOCHATUTEIbHbBIN
Mpollecc NepuKapaa, MOXeT ObITh KaK CaMOCTOSITEIbHOM
HO30JIOTUYECKOI eIMHMIIEe, TaK U BTOPUUHBIM MPOSIB-
JieHueM apyroro 3abosneBanus. [lpu Bcem MHOroo6pa-
311 3THOJOTUYECKUX (PAKTOPOB IMOpaXKeHUS TIepuKapaa,
MOUCK MPUYMHBI MEPUKAPAUTA 3a4aCTyl0 CTAaHOBMUTCS
Hepaspelmumoi rmpobnemoii. KOHCTpUKTUBHBIN mepu-
KapAauT SIBJISIETCSI PEAKUM OCJIOKHEHUEM OCTPOTO MIAUO-
MaTUYECKOTO MEepUKapanuTa, TOrIa Kak NepuKapauT creuy-
duyeckoil 3TUOJOTUN: ayTOUMMYHHBIM, UMMYHOOTIO-
CpEeIOBaHHbIM WJIM MapaHeONnacTUUYECKUil, KOppeJaupyer
C TOBBIIIEHHBIM PUCKOM Pa3BUTUS KOHCTpUKUMM [1, 2].
X-clerieHHasT araMManTooymmHemust (0oe3Hb bpyToHa)
MpeacTaBiisieT coO0I HACAENCTBEHHOE UMMYHOIE(ULIUT-
Hoe 3abosieBaHUe, XapaKTepU3YIOIIEeecs] OTCYTCTBUEM
3peiibix B-KJeTOK, 4TO MPUBOAUT K TSXKEIOMY AeDULIUTY
aHTUTEN U PEUUIUBUPYIOMMNM MHDeKusIM [3]. Baxwoe
3HAUEHME MUMEET PaHHsIS AMAarHOCTUKA ATOro 3aboJieBa-
HUsI AJI HavaJla aeKBaTHOM Tepanuu, T.K. cydau CIIOH-
TaHHOM MOJIHOM peKOHBAJICCUECHINY WIN IJIUTEILHON pe-
MUCCUM Y OOJIbHBIX C JAHHON MaToJ0TMel Ka3ynucTuuecKu
penku. JJaHHBIM KIMHWUYECKUM cllydyail 1eMOHCTPpUpPYeT
pPa3BUTHE TPAH3UTOPHOTO KOHCTPUKTUBHOTO MEPUKAPIU-
Ta y nanyeHTa ¢ X-CleruieHHOM araMManioOyIMHEMUEA.

* Clinicians should be aware of the possible deve-
lopment of pericarditis in patients with Bruton di-
sease.

+ In case of clinical suspicion for constrictive pericar-
ditis, Mayo Clinic criteria should be assessed.

* Due to the variety of constrictive pericarditis causes,
the decision on patient management tactics in each
specific case should be made strictly individually.

KnuHnuyeckuin cnyyan

IMamment ., 19 ner, B mekadbpe 20221 mocTaBicH
B KJIWHHUKY C XalobaMy Ha BBIpaXKCHHYIO CJ1a0O0CTh,
OIBIIIKY B IIOKOE, KalllelIb, 00X B TPYIHOI KJIETKE, IO~
BBIIIICHUE TeMIlepaTyphl Tena m1o 38° C, cHIKeHHE ap-
TepuanbHOro aapieHust 10 80/60 MM pT.CT., yBeJIMYEeHUE
B 00bEME KMBOTA.

W3 anamHe3a M3BECTHO, YTO C 2-JICTHETO BO3pacTa
HEOTHOKPATHO MEePEeHOCHJI BOCIAJIUTEIbHEIC 3a00JIe-
BAHUWS PA3JIMYHON JIOKATU3ALUWU: THOWHBIA TAUMOPWUT,
THOWHBI MEHWHTOSHIIE(hATUT, CEPO3HBIII MEHWHTMUT,
nmHeBMOHUM, nmaHcuHycuT. B 2008r B Bo3pacTe 5 Jer
ycTtaHOBJICH nuarHo3: "[lepBmaHoe MMMYHOIChUIINT-
HOE COCTOSHME (araMMario0yImHeMust X-CIeTUICHHBIIN
BapuaHT)", B CBSI3M C YeM ObLIa PEKOMEHIOBAaHA TTOXKM3-
HEHHas BHYTPUBCHHASI 3aMECTUTCIIbHAS Tepaltis IIpe-
nmapaTaMd UMMYHOIIIOOYIMHA, KOTOPYIO MAIlMeHT IOy~
YaJl HepeTYJISIpHO: TTOCICIHSS TpaHC(y3UsT TpoBeneHa
B 2020r. B okTts16pe 2022r pa3Bwics pelnInB MTaHCUHY-
chTa, Ha (poHE IMPOBOAMMOI aHTHOAKTEPUATIBLHON Tepa-
TIMU COCTOSTHHE C TTOJIOKUTEIbHON TuHaMUKoi. C HOSIO-
ps 2022r oTMedaeT IMOSBICHUE YTOMIISIEMOCTH, OIBITITKI
npu GU3NIECKON Harpyske, TUCKOMMOpTa B TPYyIHOM
KJIETKE, PEMINB JINXOPATOYHOTO CHHAPOMA.

Puc. 1. Onektpokapavorpamma npu nocTynaeHum.




KIMHWUYECKNIA CNYYAIA

Jlannbie 00bEKTHBHOTO OCMOTpa. ACTEHUUYECKOE Te-
socaoxenue. Pocrt 173 cm, Bec 62 KT, MHIEKC MaccChl Te-
na 21,3 kr/m2. KoxHble MOKPOBbl U BUAUMbIE CU3UCTHIE
000JI09KM OJICTHBIC, TAHHUKYJIUT IIPAaBOM TOJICHU, TIepH-
depuueckux oTekoB HeT. HopMmoTtepMusi. ApTepuaibHOe
JapiieHue 95/65 MM PT.CT., 4acTOTa CepAeUYHBIX COKpa-
meHuid 115 yuo./muH. ToOHBI cepama MpUIIYIICHBI, TIaTO-
JIOTUYECKWE IITyMBI HE BBICIYIIMBAIOTCS. B JIerkux mpI-
XaHHUEe BE3UKYJSIPHOE, OCIA0JICHO B HMKHUX OTHENIax,
boxble crpaBa, XpuIioB HeT. CaTypallisl Ha BO3IyXe
cHkeHa 10 92%. IlepenHsis GpiolIHasi CTEHKA OTE€YHa,
KMBOT YBEJIWUYEH B 00BbEME 3a CUCT acliuTa, OOJIe3HECH-
HBII TIpW TajJbllallni B IIpaBoM Toapebepbe. [leueHB
MaJIbIIATOPHO YBEJIMYeHA, HIKHMI Kpail Ha 5-6 ¢M BbI-
CTYITIaeT U3-TOA peOEepPHOMN AyTH.

Puc. 2. KomnbiotepHas Tomorpadus opraHoB rpyaHON KNETKM B HATUBHOM BUAE.
MHdapKT-NHEBMOHUS HXHEN A0AM NPaBoro nerkoro. OnpeaensieTcs ynioTHeHVe
NIMCTKOB Nepvkapaa fo 2-3 MM.

[To pesymbraTaM J1abOpaTOPHBIX MCCICAOBAHUMA OT-
Meuajicsi HeMTpouabHbIM JeiikouuTo3 (16,4X10%9/1),
yMepeHHOE CHIDKECHHIE YpOBHS remorioomHa mo 108 /i,
TIOBBIIIICHUE YPOBHS TTEYCHOYHBIX TpaHCAMMHA3 (acmap-
tatramMuHOTpaHchepasa 470 Ex/m, araHmHaMUHOTpaHC-
depasza 1123 En/x). YpoBeHb N-KOHIIEBOTO TIPOMO3TO-
BOTO HATPUMYPETHMIECKOTO ITENTUIA OBLT TaKXKe ITOBBI-
meH a0 2716 mr/mi.

[Ipu nccnemoBaHUM YPOBHSI IMMYHOIIOOYTUHOB (Ig)
BBISIBJICHBI 3HAUUTENIbHBIC OTKIOHeHUS: IgA 0,35 1/1
(nHopMma 0,65-4,80), 1gG 4,54 r/n (Hopma 6,50-16,00),
1gM 0,1 r/a1 (HOpMAa 0,30-2,90).

MNHcTpymMeHTaIbHBIE MCCIETOBAHUS

Daekrpokapauorpamma. CuHycoBast TaXMKapIus
C YaCcTOTOI cepAeUHBIX coKpalmeHWit 132 ym./MuH.
Hapymenue pemnoispu3anny B BUAC OTPUIIATSIHHOTO
3youa T u menpeccun cermenta ST B orBemeHusix I, 11,
aVF, V;-Vq (puc. 1).

B ycioBusIx mpreMHOTO OTHCICHUS BEHITIOTHEHA (Po-
KycHas axokapauorpadus (9xoKI'), mo pesynabraTam
KOTOPOIt BEIPaXKEHHOTO CHUKCHUS TIIOOATBHOM COKpa-
TUMOCTU MMOKapja jJeBoro xenynouka (JIZK) n knanaH-
HOI1 TIaTOJIOTUM HE BEISIBIICHO, TIPaBbIC W JICBBIC OTICIIBI
cepana He pacuupeHbl. OOpaliano Ha cedsl BHUMaHUE
YTOJIIIIEHNE JTUCTKOB MepUKapa.

YuuThiBasg HaJWM4We BHIPAKCHHOI ONBIIIKU, THITO-
TOHWUU W TaXUKapauW, Ha 3Tare MPUEMHOTO OTHEIC-
HUS 3a10I03peHa TpOMOO3IMOOIIMS JIETOYHOI apTepuu
(TBJIA), npenrecToBast BEpOSITHOCTh 110 1Kanam Wells
n Geneva cOOTBETCTBOBaja cCpeaHei. 3apUKCUPOBAHO
MOBBIIIeHUEe YpoBHS I -mmMepa go 732 mr/n (HopMa Io
500 mr/71), BRIIOJIHEHA KOMIIBIOTepHAsT TOMOrpadus op-
TaHOB I'PYIHOM KJIETKU C KOHTPACTUPOBAHUEM JIETOUHBIX
aprepuii (JIA), mo pesyabraTaM KOTOPO BbISIBIEH TPOM-
003 cermeHTapHbix aptepuili A8, A9, A10 cnipaBa, npu-
3HaKW MHOapPKT-ITHEBMOHNHU, TBYCTOPOHHETO THIPOTO-
pakca, TUApOTICpUKaApIa M acliTa, TaKKe OBIIO BEISIBIIC-
HO YTOJIIIIEHUE JMCTKOB nepukapaa 1o 2 Mm (puc. 2-4).

Puc. 3, 4. KomnbloTepHas ToMorpacdusi OpraHoB rpyaHON KNETKM C KOHTPACcTMpOoBaHueM J1A.
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PHILIPS TIS0.4 MI 0.9

X5-1/Ros

FR S0Hz
17cm

A

ITpu moobGcenoBaHNM TaHHBIX 32 TPOMOO3 BEeH HIDKHUX
KOHEYHOCTEH He ITOIy4eHO.

OnHako BBHIIBJICHHAS MATOJOTHSI He 0O0OCHOBBIBAIA
WMCIOIINECS Y TTalleHTa CUMIITOMBI, TaKNe KaK TUIPO-
TOpakc, TUAPOIICPUKAPI U aCIIUT, OCOOCHHO B OTCYT-
cTBUU Tiepudepndyeckux orekoB — TOJIA Obu1a HeTsKe-
Jioit, 6e3 nucyHkuuu npaporo xeayaouka (I12K), yto
IIPOINKTOBAIO HEOOXOMUMOCTD HaJbHEHIIEro TUarHo-
CTUYECKOTO TTOMCKA.

OxoKI' neMoHcTpupoBana HOpMaJibHbIE TTOKA3aTENN
JIMHEMHBIX pa3MepPOB aOPTHI, IIPENCEepONii, XKETYIOIKOB,
TOMIUHBE cTeHOK. ®pakius Beiopoca JIK, oneHeHHas
rno Cumricony, 6bu1a ~50%. OTMeuaaoch mapamoKcalib-
HOE IBIDKCHME (IMACTONIMIeCcKOe "IpoxKaHue") MEXKIKEIIy-
noukoBoil meperoponku (M2KIT) u ee cmellieHue B CTO-
pony JIZK Ha Baoxe (puc. 5). MHmexcupoBaHHBI 00beM
JIEBOTO Mpencepaust ysennueH 1o 51 miu/m2. Ipasble oT-
JleJibl cepilia He pacuuMpeHbl. PeructpupoBanach He-
OobIIast peTypruTalis Ha MUTPAJIbHOM U TPUKYCITH-

PHILIPS

Fi

TIS0.4 MI 0.9

X5-1/Ros
R 50Hz

17cm

- Dist
B

Puc. 6. CybkocTanbHbii foctyn. HeanekeaTtHas peakums HIMB Ha ¢asbl abixaHus. A — Ha Baoxe, B — Ha Bbigoxe.

223 cm

JNaJIbHOM KJlarmaHax, peaklus MOTOKOB HAIlOJHEHUST Ha
000MX KJIarlaHaX 3aBucesia OT (a3 IBIXaHWSI MPUMEPHO
Ha 15-20%. PacuetHoe cucronnueckoe mapiieHue B JIA
~19 MM pT.CT., IpU BTOM AUAMETP HUXKHEN MOJIOi Be-
Hbl (HIIB) 22 MM, peakuus ee Ha ¢da3bl AbIXaHUS OT-
cyrctBoBana (puc. 6). O6pamanu Ha cebsd BHUMaHUE
HEpPaBHOMEPHO YTOJIIIIEHHbIE JUCTKU MepuKapaa ¢ U30-
5XOTeHHBIMH HACIIOCHUSIMHU TOJIIMHON ~7-8 MM Ha BHC-
nepaibHoM JucTke nepen 12K, 3a 60KoBoii cTeHKO
JIK. IB>keHre TMCTKOB MepUKapaa OTHOCUTEIILHO IPYT
Jipyra oTCyTCTBOBaJO (puc. 7).

OxoKI'-mapaMmeTpsl IepBOHAYaJIbHO HE BBI3BAIU
CephE3HBIX TMONO3PCHUI, OOMHAKO YUYUTBHIBAS ITOCTATOU-
Ho cnenudpuueckoe apuxenrue M2KII, mbl 3amogo3pu-
M KOHCTpUKIUIO mepukapaa. [Ipu mommieporpadun
CIIEKTP TPAaHCMUTPAIBHOTO ITOTOKA HAIIOJHECHUS yKa-
3bIBa)I Ha yBenndeHne oTHomeHusT E/A mo 2,1 (rmuk E
~90 cm/c, muk A ~40 cm/c). BpeMs 3aMemieHIsT paHHETO
nuactonnyeckoro HamnojHeHUs1 (DT) O6bu10 yKOpoueHOo
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FR 50Hz
17em

20

Puc. 7. AnnkanbHas yeTblipexkamepHas no3vums. KpacHon CTpenkow ykasaHbl 30-
3XOreHHbIe HACI0eHns 3a 60KOBOV CTEHKOW JIK.

mo 120 mc. I1pu omeHKe TPaHCTPUKYCITUIATBHOTO IHa-
CTOJTMYECKOTO KPOBOTOKA OTMEUaeTcsl YCKOpeHUE IMMKa
E no 65 cm/c. Ilpu TkaHeBoit momrieporpaduu ObLIN
TTOJTyIeHBI HOPMAaJIbHBIE CKOPOCTH IBUKCHUST MUTPATh-
Horo (¢uOpPO3HOIro KOJbIIA.

C uenpio 1000CIeIOBaHUS BBITIOJTHEHO 30HIUPOBA-
HU€e MpaBbIX OTAEJIOB Cepilia, Mo pe3yjabraTaM KOTOPOTO
BBISIBJICHO HEOOJIBIIIOC YBETUUCHUE MTaBICHUS 3aKIMHU-
BaHus JIA 10 17 MM PT.CT., a TakKe 3HAUUTEIbHOE TTOBbI-
IIeHNE TaBJICHUS B IIpaBoM Iipeacepaun 10 20 MM pT.CT.,
Mpu 3ToM cucronanueckoe aasjieHue B I12K u JIA cocra-
BUJIO ~27 MM PT.CT.

IMamyeHT ObLT KOHCYJIBTUPOBAH TacTPO3IHTEPOJIOTOM
C IIENBI0 OIeHKN (PYHKIWM TCYCHU Ha MPEaMeT IINp-
po3a, ogHAKO HH YJIBTPa3BYKOBOEC WCCIeOOBaHUE, HU
IpyTHe JJabopaTOpHBIC TaHHBIC, KPOME IMOBBIIICHHBIX
TpaHCcaMHWHA3, He YKa3bIBaJIl Ha JTAHHYIO MaTOJIOTHIO.

[TpmHIMast Bo BHUMaHWE KIIMHUYECKYIO KapTUHY, Ha-
JIN9Me TIPU3HAKOB BHICOKOTO IIEHTPAILHOTO BEHO3HOTO
IABIICHUSI B OTCYTCTBUE ITPABOXKEIYIOIKOBON TUCHYHK-
LIMU, TSKEJION TPUKYCIUAATbHON HENOCTATOUHOCTU WU
JICTOYHOM TUIIEPTCH3UM, PECTPUKTUBHEIN MAaTTepH Ha-
nonHeHus JIK ¢ peakmueit Ha ¢a3bl IbIXaHUSI U HOP-
MaJIbHBIMHU TTOKa3aTeJIIMU TKaHeBOM Jomuieporpacdun,
nocratouHo crieunguuHoe apuxkenne M2KII B nuacroiy
M €TO 3aBUCHMOCTH OT BIOXa, YTOJIIECHUE JIMCTKOB IIe-
pukapma mo maHHBIM DX0KI m KOMIBIOTEpHOIT TOMO-
rpadum, MO3BOJIIIM HAM CYMUTATh JMArHO3 KOHCTPUK-
THUBHOTO TIepuKapanuTa BepubumpoBaHHbIM. Cienyer
OTMETHUTh, UTO Ha CETOTHSIIHWI NCHb B MEIUIIMHCKOU
JIMTepaType HeI0CTaTOYHO AAHHBIX, CBUIETEIbCTBYIO-
X 0 maToreHeTndeckoii cBsi3n THJIA ¢ arammarniooy-
JIMHEMHUEH, B CBSI3W C YeM JaHHAas HaxXoIKa WHTepIIpe-
THpOBaHa KaK COITYTCTBYIOIIAs IaTojiorusi. Takum 00-
pa3oM, YCTAaHOBJICH KIMHUYICCKUM TUATHO3;

OcHoBHoe 3ab6oneBanue: [TepBUYHBI UMMyHOOE(DU-
UT. AramMMariaoOyanHeMus: X-CLeIUICHHbIIT BapyUaHT.

OcioxkHeHNe OCHOBHOTO 3aboieBaHus: KoHcTpHK-
TUBHBIA MIEPUKAPINUT. XpOHUUECCKAs cepIedHast HemoCcTa-

TouHocTh IIb craguu, IV pyHKIMOHANIBEHOTO Kilacca I10
NYHA. /IBycTopoHHUIT TUAPOTOPAKC.

ConyrcTBymoliee 3aboneBanue: [IpaBocTOpOHHSIS
TOJIA Huskoro pucka. I[IpaBocTOpoHHIS WH(PAPKT-
ITHEBMOHMSI.

ITocKonBpKy pammKaabHBIM METOIOM JICUCHUS KOH-
CTPUKTUBHOTO TICPUKAPINTA SIBIISICTCS MEPUKAPIIKTO-
MU, C LIETBIO PEIICHMS BOIIPOCa O JaJbHEHIICHH TaKTH-
Ke BelIeHUS TTallieHTa OBLT IIPOBEIcH KapaUuOXUPyprude-
CKMIt KOHCWJINYM, OMHAKO OT IIPOBEICHUS OITIEPAaTUBHOTO
JICUCHUST TIPUHSITO PeIleHWEe BO3IEPXKAThCS IO PSIIY
npuurH. Bo-miepBbIX, HAJIMUME B TaHHbBI MOMEHT BOC-
MaJTUTEILHOTO CMHAPOMA, YTO HATAJIKMBAJIO Ha MEICITH
0 BO3MOXHOI TPaH3UTOPHON KOHCTPUKIUM Ha (oHE
TMOOOCTPOTO TIEPUKAPINTA, XOTS Y MAIIMECHTa U MMEIICH
IPYTHE BO3MOXKHBIC TIPUUNHEI BOCITAJICHUS (ITHEBMOHMSI,
MaHCUHYCUT). Bo-BTOPBIX, XOPOIINI KIMHUYECKUN -
¢deKT OT KOHCEepPBAaTUBHOTO JICUCHUS. B-TpeThnx, HaIM-
qre MMMYyHOIe(HIINTA SIBISICTCS CePbe3HBIM (haKTOPOM
prcKa TIepHUOTePAMOHHBIX NH(MEKIMOHHBIX OCIOXHE-
HUIA. BBIIO MPpUHSITO pelreHre 0 BO3OOHOBICHUH 3aMe-
CTUTENIPHOU Tepaluy IIperapaTaMid MMMYHOTJIOOYIMHA
C TIOCIIEAYIONIeH TTepeolleHKOM KIMHNYECKOTO cTaTyca
ManyeHTa W MOKa3aHWi K XUPYPTUIECKOMY JICICHUIO.

IMepuon rocnutanu3anuu coctaBui 21 meHb. briia
MIpoBeIeHa KOPPEKIIUsS Tepallii — OTMEHEHBI OeTa-0J10-
KaTOphl, Ha3HAaUYCHHBIC C CUMIITOMAaTUUYECKOM IIENIBbIO
IUIST KYITMPOBAHUS TaXMAPUTMMM, HO BBI3BIBAIOIINE TIPU
KOHCTPUKIIMKM YMEHBIICHNE CepACIYHOro BEIOpOca, MOo-
CKOJIBKY "3amepThiii” B HemomaTIMBoM nepukapae JIK
He crocoOeH YBeIUYUTh yoapHbiii oobeM. [IpoBeneHa
3aMeCTUTEIbHAS Tepanus IpernapaTaMi UMMYHOITIO0Y-
JINHA B HACHIIIAIONIEH 03¢, CHUMIITOMaTHYeCcKas Tepa-
1S AUYPEeTUKAMU, aHTUKOATY/ISTHTHAsT TepaItis coIiac-
Ho cxeMe JeueHus TOJIA, antTubakTepuantbHas Tepanusl.
Ha ¢done mpoBommMoit Tepanni COCTOSHHUE TAIIMEeHTA
C TOJOXUTEIbHON TWHAMHWKON 3a CYET YMCHBIICHUS
OIBIIIIKH, perpecca OTCYHOro CHMHAPOMA, a TaKkKe BOC-
CTaHOBJICHUS Ta0OPATOPHBIX ITOKa3aTeneil: N-KOHIIEBOM
MIPOMO3ToBO# HarpuilypeTndeckuii mentun 2716—398
IIr/MJ1, acnapraTamMmuHoTpaHcdepasa 470—22 En/n, ana-
HUHaMUHOTpaHchepas3a 1123—24 En/m.

IIpu KOHTPOJILHOM OCMOTpE Yepe3 1 Mec. y malneH-
Ta OTCYTCTBOBAJIM KaJIOOBI, B CBSI3M C UYeM IIPHHSTO pe-
IIeHNEe TIPOMOJLKUTh KOHCEPBAaTUBHYIO Tepamnuoo. Yepes
5 Mec. 110 pesyabprataM DxoKI oTcyTcTBOBaM Kakue-
OO0 TIpU3HAKN KOHCTPUKIIMU TIeprKapaa: HOPpMaaInu30-
Basioch aBmxkeHue M2KII, peakiust TpaHCMUTPaIbHOTO
MMOTOKAa HAIIOJHEHUS Ha (a3bl OBIXaHWs ObLIa MUHU-
manbHoi, a HIIB He Obu1a paciimpeHHO 1 HOPpMaJbHO
cramajach Ha BIOXE.

OGcyxaeHue
MonekynsipHOit 0CHOBOM X-CLICIUIEHHOI araMmMaryio-
OyJIMHEMUHU SIBJISIETCS HapylleHue pa3BuTUsl B-kiieTok
B pe3yJbTaTe MyTalluM TeHa TUPO3MHKMHAa3bl bpyToHa,
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pacmoIOKEeHHOTO Ha JUIMHHOM 1uIeue (q) X-XpOMOCOMBI
(Xq21.3-Xqg22) [3, 4]. HacnenoBanue maHHOI MyTalluu
npersiTcTByeT akcrpeccun 6enka BTK, urto mpuBogut
K OoCTaHOBKe nudp@PepeHUUPOBKN Ha cTaguu Impe-B-
KJIETOK B KOCTHOM MO3T¢, BBI3BIBasI TITYOOKYIO HEXBATKY
3penblx B-mumdonmToB B mepudepuueckoil Kposu [5].
be3 nMMYHOTIIOOYTMHOB TTAIIMEHTHI CTAHOBSITCS YSI3BU-
MBIMU JIJISI THBA3MBHBIX MH(MEKIINIT, BRI3BAHHBIX MHKATII-
CYTMPOBAaHHBIMU OAKTepUSIMH, TAKUMU Kak Streptococcus
pneumoniae, Staphylococcus aureus n Haemophilus
influenzae |6, 7].

Y nauueHToB ¢ X-ClLErIeHHO araMMaraio0yJIMHEMU-
el mopaxkeHue cepiia BCTpeyaeTcs peako U 00yCIOBIEHO
PeIMONBUPYIOIINMU JETOYHBIMUA WH(EKINSIMU, TIPUBO-
ISITMMHA K TAJIATAlK IIpaBhIX KaMep cepliia U JIeTOUHOMN
runepreH3uu. Ha ceronHsmHuii 1eHb B MEAUIIMHCKOM
JINTEepaType OIMMCAHO JINIIH IBa CIIydas pa3BUTHS THOI-
HOTO TIepHKapAnTa y MalleHTOB ¢ JAaHHOW BPOKICHHOM
ITaTOJIOTHEH: ONMH B COUYCTAHUM C ITHEBMOHMUEH, BTOPOIA
Ha (poHe cercuca BCICACTBUE MEHUHTHUTA [§].

IIpencraBneHHBIN KITMHAYCCKUMA CIIydail IeMOHCTPH -
pyeT pa3BUTHE TPAH3UTOPHOTO KOHCTPUKTUBHOTO TICPH-
KapauTa y mamueHTa ¢ 00Je3Hbi0 bpyTroHa. YuuTbhiBas
KIMHUYEeCKUe TaHHbIe, Tud depeHIInaIbHAS TUaTHOCTH -
Ka MPOBOAWIACH MIPEXIE BCETO C IPYTUMM ITPUUYMHAMU
CepAcYHON HETOCTATOYHOCTHA ¢ HOPMAJIbHOM COKPATH-
MocTbio JIZK: pecTpukTUBHasI KapAMOMUONATHS, MPaBoO-
KeJIYIOYKOBasT HENOCTAaTOUHOCTh, TPUKYCHHUIAIbHAas
HEIOCTaTOYHOCTh, TaMITOHana cepama. CiemnyeT ckazaTh
1 O psiie OTpaHMYCHU B Hamreit padote. [1pu mpoBeme-
Hun OxoKI MBI HE MCITOIB30BaIN B MOJHOIT Mepe pas-
paboTaHHbIE KITMHUKON Melio nTMarHocTu4ecKre Kpure-
P KOHCTPUKTUBHOTO TEPUKAPINTA, B JACTHOCTH, 3KC-
IMMPATOPHBIA TTOTOK peBEPCUU B TIEUYCHOYHOI BeHe [9].
Kpome Toro, npu npoBeneHUM KaTeTepusaluu cepala
MBI HE BOCITOJIB30BaJINCh BO3MOXKHOCTBIO 3a(hMKCHUPO-
BaTh B3aMMO3aBUCHUMOCTD XKEJIYIOYKOB, UTO SIBIISICTCS
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reMOAMHAMMYECKUM O0KAa3aTeJIbCTBOM KOHCTPUKIIUU,
a TakXKe He CMODIM 3aJ0KYMEHTUPOBATh TUIIMYHYIO ISt
JAHHOI IMaToyiornu KpuByio aaBienus B [12K B Buae kBa-
nIpatHoro KopHs ("3amamerus u mato") [10].

3aksouyeHue

B mpeacraBieHHOM KJIMHUYECKOM CJIyYae ITOCIIEN0-
BaTEJIbHO MPOIEMOHCTPUPOBAH JUATHOCTUYECKUN MYTh,
MO3BOJUBIINIA YCTAHOBUTHL BEpHBIN nuarHos. Cienyer
MOI03peBaTh KOHCTPUKTUBHBIN MEPUKAPIUT MPU BHE-
cepIeyHBbIX CMHAPOMAaX: M30JMPOBAHHOM aCIHTE, ITO-
JINCEPO3UTE, TTOPAKEHUN TTEYEHU HESICHON 3THUOJIOTUN,
pPELMINBUAPYIOIIEM TUIEBPAIILHOM BBITTOTE. DTO TPYIHBIIA
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He BBITIOJHEH C MPUIIEIOM Ha JaHHbBIA nrartHo3. OaHa-
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TOM BepUdUKALMU TUArHO3a, MOCKOJLKY BaxXHa He
aHaToMust (KpoMme SIpKUX CJiydaeB "MaHLKMPHOIO Cepi-
ma"), a reMoOMHAMUKA, M KaK OHa MEHSCTCS TP IbI-
xanuu. KimmHndeckass HaCTOPOXKEHHOCTh B OTHOIIEHUN
KOHCTPUKTUBHOIO TEPUKApPAUTA U IeJIeHaITpaBIeHHAs
OLIEHKAa KPUTEPHUEB KIMHUKN Meito TTO3BOJIMT CBOEBpE-
MEHHO JIMarHOCTUPOBAaTh JaHHOE 3abosieBaHne. Takxke
cJIeyeT ITOMHUTDh O BO3MOXHOM TPaH3UTOPHON Xapak-
Tepe KOHCTPUKIIMKA Ha (POHE aKTUBHOTO BOCIAIIEHUS
B MepUKapue U HEOOXOIMMOCTH MPOOHOTO KOHCEPBa-
TUBHOTO JIeYeHUs BO M30eKaHue HEHYXXHOTO XUPYpPru-
YECKOI'0 BMEIIATEILCTBA.
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